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I'AABA 1

IIATO®PHU3HOAOTHSA.
OCHOBHBIE IIOHATHSA OBIIIEN HOSOAOI'HH

MMaTtodusnosorus (ot rpeueckoro tabog — «00IE3HE» U VGO0V —
«YYCHHE O TIPOUCXOKJICHUIN) ) - HAYKa, H3y4Yalolas o0ume 3aKOHOMEPHO-
CTH BO3HUKHOBEHHS, PAa3BUTHS U HCXO0B MATOJIOTHYECKHX MPOIECCOB
u 3200/1eBaHUIA.

Tepmun «mnatonoruueckas u-
3HUO0JIOTUSA» BCTPCUACTCA YiKE B BbI-
meaiei B 1791r. padore A.®D. ['ek-
kepa «Grundriss der Physiologia
pathologica» («OCHOBBI MaTONOTU-
YeCKOH (PU3UOIOTHI)

B XIX Beke HaumHaeTcs OypHOE
PasBUTHUC NUCHUIIIIMHBI, CBA3aHHOC
MpexJe Bcero ¢ uMeHeM Pynonbdha
Bupxona (1821—1902).

B 1858 romy BBIXOOUT KHHUTA
BupxoBa nox nHazanuem «llen-
JIFOJIIPHAS MATOJIOTHS KaK yYeHHE,
OCHOBaHHOE Ha (PU3MOIIOTHIECKON
M TTaTOJIOTHYECKOM THUCTOJIOTUN)», B
KOTOPO OH CBSI3a)I pa3BuUTHE 00JIe3-
HEHl C MaTOJIOTHYECKUMU TPOIIeC-
camu, MPOTEKAIOIIUMH Ha YPOBHE
KJIETOK U TKaHel. B ToMm ke romay
BBIIIEN IUKJI €T0 JICKIIUW, B KOTOPHIX OH BIIEPBHIE CUCTEMATU3UPOBAIT H
JlaJl XapaKTEePUCTUKY OCHOBHBIX MATOJIOTHYECKHUX MPOIIECCOB, a TaKXKe
BBEJI TEPMUHOJIOTHIO, NCTIOIB3YIONIYIOCS W B HACTOSIIEe BpeMs («TPOM-
003y, «IMOONHD», ICHKEMHUS», «aMIJIONI03» U T.1.). ITH ITyOTUKAIIIN
BupxoBa, mepeBezieHHBIE Ha BCE OCHOBHBIE S3BIKH MUPA, IIPUBEIIH K PEBO-
JOIIMOHHOMY TIEPECMOTPY TOCIOJICTBOBABIINX B TO BpEMsI BO33PEHHI Ha
MaTOJIOTHIO U JIETJIM B OCHOBY JAJIBHEHIIIETO PAa3BUTHS MEIAUITUHBI U TEO-
pPETHUYECKOro MBIIIJICHUS MHOTHUX IMOKOJIEHUU Bpaueil. B Poccuu BniepBeie
«enmronsipras maronorus» Bupxosa Oblna n3nana B 1859 rony u 3arem
MHOTOKPATHO Mepen3/1aBanach.

Henas muiesaa oTeuecTBEHHBIX Bpaueii BHECIA 3HAYUTENIBHBIA BKJIA B CTa-
HOBJICHHE TaTO(PU3HOIIOTHH W BHEAPSHNE ITOW TUCIUTLTHHBI B METUIIMHCKOE

PucyHok 1 Pydoneg Bupxos. PucyHok
Heu38ecmHozo asmopa 0o 1900e.
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oOpazoBanue B Poccun. B 1849 rony
Ha MeZMIMHCKOM (haxyisreTe MockoB-
CKOTO YHHMBEPCHUTETA CO3AETCs MEpBast
Kadenpa naToJoru4eckoi aHaTOMUH
W MaTOJIOrH4YecKor (pU3nOIoruu Mmox
pyxoBozacTBoM A. 1. ITomynuna (1820-
1888), koTopbIii B CBOMX padoTax pac-
cMarpuBal 3a00JIeBaHNE KaK Pe3yibTar
TECHO CBSI3aHHBIX MOP(OJIIOTUYECKHX U
(PU3UOJIOTHUSCKUX U3MEHEHHUI.
boub110ii BKJIa B pa3sBUTHE Te-
opun marodusuonoruu B Poccun
BHecnu B.B. [Tamytun, A.b. @oxT,
W.N. MeunnkoB, A.A. boromorern,
A.Jl. Cnepaunckuit, U.P. [letpos,
IT.A. Topuzonrtos, N.B. /JaBbi10B-
Pucy+ok 2 Anekceli MiearHosud lMosiyHUH ckuit, A.JI. A0 ¥ psAfL IPYTHX.

ANPEAMET NATOPU3UONOTNU — 3mo npuvuHbl U MeXAHU3MbI PYHKYUOHAAbHbIX

HapyweHull, nexcaujux 8 ocHoee 6one3Heli

MeTosbl, KOTOpBIE UCTIOIB3YET MaTO()U3HOIOTHS:
*  DKCIIepIMEHTAIbHOE MOJIEIIMPOBAHHUE C UCTIONH30BAHMEM TKaHeH 1 opra-
HOB JKHBBIX OPraHW3MOB, HAIIPIMEP SKCIIEPHIMEHTAITbHAS XUPYPIHs HA K-
BOTHBIX MOJIEJISIX, HAITPaBJIEHHAS HA OTPAOOTKY HOBBIX TEXHHK OTIEPAIIHiL;
* MonenmupoBaHue in Vitro, HAPUMEP NUCTIOIF30BaHUE KIETOYHBIX KYJIb-
Typ TKaHe# It onpenaenenus (yHKIMOHAIBHBIX W3MEHEHHH KIIETOK
oI ICHCTBUEM I1aTOrCHA;
» KommeroTepHOE MOIETPOBAHKE, KOTJa C TOMOIIIBIO KOMITBIOTEPHBIX
MoJIeJIeld BOCTIPOU3BOIAT ITOBEIEHUE MTaTOIOTHYECKUX MTPOIIECCOB;
* Teopernuecknil aHaTN3 HAKOTUICHHBIX JaHHBIX U (hOPMYyTHpOBaHHE
HayYHBIX THIIOTE3;
» Knuanueckne uccnemnoBaHms;
[TaTohm3nonornst COCTOUT U3 TPEX OCHOBHBIX Pa3/IEIOB:
1. O6mas Ho3010ruA (OT TPEYECKUX CIIOB VOGOG — «OONE3Hb» U Aoyilo —
«y4EeHHE») - YUCHHE O CYIIHOCTH OOJIe3HH, BKIIOUAIOIEe OCHOBHBIC ITOHS-
THS W Kareropuu marojoruu. OOmmas HO30JOTHS COCTOUT M3 CIEMYIOIINX
pa3zienoB: o01asi 3THOJIOTHS (YUIEeHHE O MPUYNHAX W YCIOBUAX BOSHUKHO-
BeHUs OoJe3Hel) 1 001Ul maToreHes (yaeHHe O MEXaHU3MaX BOZHUKHOBE-
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HUS1, Pa3BUTHsI U UCXOJ1a 3a00JIeBaHUM, 00 y4acTHH B UX NIATOTEHE3€ KOMITCH-
CaTOPHO-IPUCTIOCOOUTEIIBHBIX MEXaHU3MOB).

2. YdeHHe 0 THNOBBIX NMATOJOTHYECKUX MPOLECCAX - [TOBTOPSIOIIUXCS,
YCTOHYMBBIX MPOIIeCcCcax, 00bSTUHEHHBIX MATOTCHE30M U JISKAIIMX B OCHOBE
Pa3InYHBIX 32a00JIeBaHUI.

3. IlaTtodu3n0JIOTHSI OPTAHOB U CUCTEM (YacTHas MaTO(YU3HOJIOTHS) U3Y-
YaeT MPUYMHBI U MEXaHU3MbI 3a00JICBaHMI, BOSHUKAIOIIUX MPH TOBPEK]IC-
HUU OPTaHOB U CUCTEM.

OcHoBHBbIE MOHATHS MATOPU3UOTOTHH:

Hopma - 5T0 onTumanbHasi KU3HENESTEILHOCTh OpraHU3Ma YelOBEKa B
OKpy>Karollen cpefe.

I'omeocTa3 - crocoOHOCTH OpraHu3Ma MOJICPKUBATH TOCTOSHCTBO BHY-
TpPEHHEN CpeJibl.

310poBbe - 3TO COCTOSTHHE TOJIHOTO (PU3HYECKOTO, IICUXUYECKOTO M COLH-
AJIBHOTO OJIAroIoTy4Hs YelIOBEKa, a He TOJILKO OTCYTCTBHE O0e3HH HITH (H-
suueckux Jedexro (onpenencnue BO3)

Havano Gone3nu (mpendosie3Hb) — HadalbHOE TMPOSIBICHHE BO3/IEHCTBUS
MPUYUHHBIX ()AKTOPOB HA OPraHKM3M U BO3HUKAIOIIUX B OTBET Ha TO 3allUT-
HBIX peakiui. ITO B HEKOTOPBIX CIIydasx OOpaTHMBIi dTall, KOrja 3alluT-
HBIC PEaKIMU HAMPSKESHBI U MOTYT MPEKPATUTh MPOTPECCHIO TTOBPEKICHHS
WM OTCPOYMTH Pa3BUTHE KIIMHUYECKUX MIPU3HAKOB OOJIC3HHU.

[Ipendone3Hp HA3BIBAIOT TAKXKE MPEMOPOHIHBIM COCTOSIHUEM, JIATCHTHBIM
MIEPUOAOM U JIp.

BOJIE3Hb — 3mo HapyweHue cmpykmypbl U (pyHKYuli op2aHu3ma nood delicmeuem
noepexcoarouwjux pakmopos, npu o0HoepemMeHHOl aKmusayuu 3auumHo-

npucnocobumenbHbIX MEXAHU3MO8, Npueodswiee K HapyuweHuo HOpManbHOli
HU3HedessmenbHOCMU U 02paHuUYeHUro npucrnocobasemocmu

CUMITOM - 3TO MPHU3HAK, KOTOPBIA BCTPEUAOIIUICS MTPYU MATOJIOTHU U OT-
CYTCTBYIOIIUH Y 37I0POBBIX JIFOJICH

CHUHIPOM - yCTOHYMBAasi COBOKYITHOCTh CHUMIITOMOB, OOYCJIOBJICHHAS €U~
HBIM [TATOTCHE30M.

3amuTHO-NPUCIOCOOUTEIbHAS (aJanTAMOHHAS]) peaKlust — JTO Ha-
MpaBJIeHHAasl HA COXpaHEHHE TOME0CTa3a peakilus OpraHu3Ma, pa3BUBaroIa-
siCSl B OTBET Ha BO3/ICHCTBHE MOBPEXKIAIONINX (DaKTOPOB.

[aTonoruyeckasi peaknusi — 3TO PEAKIMs OpraHW3Ma, BO3HUKAIOIIAS B
OTBET Ha JICHCTBUE MOBPEKMAOIMUX (PAKTOPOB, IPU KOTOPOU MPOUCXOIUT
HapylIeHHEe TOMEOcTasa.
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MATO/IOMMYECKWI MPOLIECC — KomnaeKc namono2u4ecKux u 3auumHo-
npucnocobumesnbHbix peakyuli 8 MoepexcOeHHbIX MKAHAX, OP2aHAX UauU op2aHu3me,

nposenauuxca e aude Mopgosno2uveckux, Memaboau4ecKux u pyHKYUOHAAbHbIX
HapyweHul

B Tex cmydasx, Korga maTogoruyeckue mporecchl o0agaoT CBOMCcTBaMU —
CTCPCOTUITHOCTHU (He3aBI/ICI/IMOCTL CBOICTB mpouecca OT NpruiruH U MECTa pas-
BI/ITI/I}I) " YHUBCPCAJIbHOCTHU (He3aBI/ICI/IMOCTL Imponecca OT KOHKPETHOI'0O BUaa
33.60J'IeBaHI/I$I, Ipu KOTOPOM OH HpOSIBJ'I}IeTCSI) OHH HA3bIBAKOTCS THUIIOBBIMH.
K THIoBbIM maToiaoruyeckum mponeccamM MOXKHO OTHECTU: JIMXOPA/IKy, BOCIIa-
JIeHne, KUCIOPOAHOE TOJI0JJaHNE, OTEK, TUIIEPTPO(HIO, OITyXOJIEBbI POCT H JIp.
ITaTosioru4eckoe cOCTOSIHHE - MEJUICHHO MPOTEKAIOLIUI [1aTOJOTNYECKUM
mpouecc (HpI/IMepLIZ JIOXKHBIC CYCTaBbI; aMIlyTallul KOHC‘-IHOCTI/I).

ITHOJIOrUA

DTHOJIOTHS - YUCHHUE O MPpUYMHAaX U YCIOBHUAX BOSHUKHOBCHUS U PA3BUTUA
Oose3He.

Ha Bo3HukHOBeHHME J1F000T0 3a00JIEBAHUS OKA3bIBACT BIUSHUE KOMILIECKC
HEpaBHOIECHHBIX QakTopoB. Cpeau HUX IPUHSTO BHIIEISATH HanbOJIee Beco-
MbI€, KOTOpPbIE HA3bIBAIOT IIPUUUHON (ITHONOTHYECKUM (PAKTOPOM) U OCTaITb-
HBIE, KOTOPBIE HA3bIBAIOT YCIOBHSIMHU.

Heo0xoqumMocTh NpUYHHBI JUTsl BOSHUKHOBEHUS 3a00J1eBaHMsI OOBSICHSICTCS
TEM, 4TO MPU €ro OTCYTCTBHU JIaHHOE 3a00JIeBaHUE PA3BUTHCS HE MOXKET HU
NpY KakuX ycloBusx. Hampumep, TyOepKyiie3 BO3HUKACT TIOCIE 3apaskKeHHUs
YeioBeKa MUKOOaKTeprel TyoepKyIesa, 1 0e3 Mona aHus B OpraHu3M JTaHHO-
rO BO30OyIHTENS TYOCPKYJie3 BO3HUKHYTh He MOXKeT. [IpuinHbl 3a00J1eBaHus
MOTYT OBITh BHEITHHMH, CBSI3aHHBIMHU C JICHCTBUEM Ha OPraHW3M YellOBEKa
(bu3mdecKuX, XUMUIECKUX, OMOJIOTHUYECKUX W CONMATLHBIX ()aKTOPOB, a
TaKke BHYTPEHHUMH (HapymieHus: B reHome). [[prnauHHbIi GakTop MOXKET
JIEHCTBOBATH MIPSIMO WJIM OMOCPEIOBAHHO.

NMPUYNHA BOJIE3HU — Heobxodumeblli pakmop, evi3biearowyuli 3abonesarHue u

onpedensowuli e2o cneyuguky

[Ipoune akTopsl, KOTOpbIE CHOCOOHBI BINATH HA BOSHUKHOBEHHE U pa3-
BUTHE 3a00JICBaHMsL, HO IIPH ATOM HE SIBJISIOTCS HEOOXOAUMBIMH, HAa3bIBAIOTCS
YCJOBHSIMM BO3HUKHOBEHHSI OOJIE3HU.

YC/10BUE BOJIE3HU — hakmop, enusAtowjuli Ha 803HUKHOBeHUe u pa3zeumue

3a6onesaHusn
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[TonnMaHue pojy MPUYWH U YCIOBHH B Pa3BUTHU 3a00JIEBaHUS OIpe-
JeJsIeT MOAXO0/bl K ero NMpoQuIakThKe U JiedueHuro. [lockoabKy nmpuunHa
ABIISIETCS. HEOOXOAMMBIM (PaKTOPOM B BOZHUKHOBEHHMH M Pa3BUTHH 00Je3-
HU, YCTPaHEHUE MPUUYUHBI THO0 MPEephIBaET WK CYIIECTBEHHO ocialser
TeueHue 00j1e3HH, MO0 NPENATCTBYET €€ BOSHUKHOBEHHIO. YCTPAaHEHUE
YCIIOBHUIA, CIIOCOOCTBYIOIUX PAa3BUTHUIO 3a001€BaHUS TAKXKe SIBISIETCS OIpaB-
JTAHHBIM TIOJIXOJIOM B JICUCHUH U TPOQUIAKTHKE. B 3TOH CBS3M cTaHOBHUTCS
BAXHBIM IMOUCK W BBIACJICHUEC IMPUYNHHOI'O (baKTopa N3 BCCIro KOMIIJICKCA
ycnoBuid. He00X0MMMOCTb TaKoTO BhIJENICHHS U 00YCIIOBHIIA 1BA KIFOUEBBIX
MOJIX0/1a K POJIM MPUYMHHOTO (akTOpa B MEIUIIMHE — KOHIUIIMOHAIU3M U
MOHOKay3aJI13M.

MOHOKAY3A/IN3M — meyeHue 8 0bwieli sSmuosaozuu, co21acHO KOmopomy 05

Kaxc0020 3a60se8aHuUA 00miceH UMembCA NPU4UHHbIU hakmop, onpedenarouuli
cneyugpuyHocmeo 6one3HuU

XoTst 3Ta IOKTPUHA TOJTYy4YniIa TOCTATOYHO OOJBIIYIO MONYISPHOCTD
B MEJIMIIMHCKOM cpelie, MHOTHE TaKKe IMPU3HAIOT, YTO OOJIBIIOE KOJIUYe-
CTBO 0OJIE3HEH UMEIOT MHOKECTBO IPUUUH M TOITOMY HE COOTBETCTBYIOT
atoit Touke 3peHus (Blaxter 2015). OTMeuaercs, 4TO MOHOKay3aIbHbIN
B3IJIsJl HA TPOOIeMy MPHUYMHHOCTH UMEET «CEPhE3HbIe OTPAHUYCHHUSIY
M3-32 «YPEe3MEPHOTO YIPOUICHUS» NPUUMHHO-CICICTBEHHON CBS3M 3a-
ooneBanus (Locker 2003) (Mishler 1981). Otcroga poxaaeTcsi BTOpoe
HaIpaBJIeHUE — KOHUITUOHAIIU3M.

KOHAOULNOHAJIU3M — meyeHue 8 obujeli amuosozauu, ceasviearoujee
B803HUKHOBeHUe 3abonesaHus ¢ so3delicmeuem Ha Op2aHU3M cOYemaHus

npumMepHO paeHOUEHHbIX M0 3HA4YeHUo ycaoeuli u He ebidensaroujee 8edyujyro posb
NpuUYuUHHO20 hakmopa

Tem He MeHee, IpU3HABask 3HAUUTEIIBHYIO POJIb YCJIOBUI B BOSHUKHOBEHUH
U TeyeHUH 3a00JI€BaHUII B psiZie CIIyyaeB, IPECTaBISETCS ONPABAAHHBIM BbI-
JIENATh TPUYUHHBINA (hakTop (B T€X CIIydasx, KOTJIa OH H3BECTEH), TOCKOJIBKY
3TO IO3BOJISIET PEAI30BbIBATH AITHOTPOIIHOE JICUEHHE, [IPEphIBaoLIee (Win
HpefoTBpAlLAloIee B ciIydae Npo(UIakTUKK) Ha Ha4aIbHOM 3Talle Pa3BUTHE
3a0oneBaHus U HanOoJiee paJIuKalIbHO pelaroiiee mpooaeMy.

Panee Taxke BbIABUrascs B3IV HA IPUUYUHHOCTb, CTABSALIUI HA IEPBbIIA
IUIaH HACJIEACTBEHHYIO IIPEAPACIOIOKEHHOCTh U OCOOEHHOCTH KOHCTUTYLIMN
OpraHu3Ma, KOTopas OTMEYAETCsl IPH 3HAYUTEIbHOM KOJIMYEeCTBE OoJIe3Hen
— 3TO KOHCTUTYLMAHAIM3M.
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OcHoBHBIE IOHATHS YuyeHHUusd 0 maToreHese.

B oTBeT Ha aeficTBHE ITHOJIOTHYECKOTO (pakTopa B OpraHu3Me pa3BU-
BAETCs PSAJl MPOLECCOB, KOTOPBIE M ONMPEACISIOT BHIPAKEHHOCTh, POpMY,
JUTMTEIBHOCTD pPa3BUTHs 32a00J1€BaHMsI, €0 BHEITHIE TPOSBICHHS 1 BO3MOXK-
HBIC MCXOJIbl. DTO M €CTh MATOTreHe3 WM MEXaHU3Mbl Pa3BUTHsI OOJIC3HH.

OCHOBHOE 3BEHO IATOlEHE3A — 3mo usmeHeHue 8 op2aHuU3mMme, Komopoe

onpedensaem pa3sumue oCMasnbHbIX 3MAnos Namosao2u4ecKkoz0 npoyecca

ITHoJMIOTHYeCKHi (PaKTOp NeiicTBYyeT Kak TpUrTep (IyCKOBOW MEXaHU3M)
Oone3nu. Jlanee maroreHe3 COCTOUT M3 CMEHSIOMIMX APYT ApyTa LEMu Co-
OBITHI1, HA3bIBAEMBIX 3BEHBSIMHU TIATOTEHE3a. 32 3BEHBSIMU MaTOreHE3a Mep-
BOI'O MOPSAKA CIAEAYIOT 3BEHbS IATOTE€HE3a BTOPOI0, TPETHErO, YETBEPTOTO
U T.4. opsiaka. [Ipu 3ToM 3BeHBSI MOTYT OBITH NMPEACTABICHBI HE TOJIBKO
JIMHEHWHOHN TOCJIeI0BATEIbHOCTBIO COOBITHH, OHM MOTYT BETBUTBLCS U T'e-
HEpHPOBATh HOBbIE 11eTH COOBITHH. Cpeay 3THX 3BEHBEB MOKHO BBIJIEIHUTD
3BEHO, OIIPEIEIAIONIEE Pa3BUTHE BCErO NATOreHe3a, yCTPAaHEHUE KOTOPOTo
IIpepbIBAaET pa3BUTHUE 3a00/IeBaHuUs, HE JJa€T €My peanu3oBarbcs. Takoe
3BEHO ITaTOTE€HE3a HA3BIBAIOT OCHOBHBIM.

Hanpumep, 0CHOBHBIM 3BEHOM ITaTOTEHE3a BEHO3HOM THIIEPEMUN ABISAETCS
HapyleHUEe BEHO3HOTO OTTOKA, MOCKOIbKY HMEHHO C HUM CBA3aHO Jajb-
HelIIee N3MEHEHHE TeMOJUHAMUYECKHX TT0Ka3aTelIel B TKAHU U Pa3BUTHE
TUIIOKCHH.

IToMrMMO OCHOBHOTO 3BE€HA B IAaTOT€HE3E Ul aICKBATHOTO MPOBEICHHS
JUArHOCTUKH Y IIaTOIr€HETHYECKOH Tepanuy ObIBAET BAXKHO OIPEAEIUTD 3BEHO,
OTBETCTBEHHOE 3a HAMOOJIBIINI CIIEKTP BHELIHUX IPOSIBICHUN 3a001€BaHUA.
Taxoe 3B€HO aToreHe3a Ha3bIBAIOT BEILYILIUM.

BE/]YLL|EE 3BEHO MATOIEHE3A — pakmop, onpedensatouyuli mexaHusm 3aboneseaHusn

u omeemcmeeHHbili 3a Haubonbwuli cnekmp e2o nposAeneHuli

Tax, TUIOKCHsI, BOSHUKAFOIIAS BCJIEICTBHIE PA3BUTHS BEHO3HOH TUIIEPEMIN
SBIISCTCS TIPUYMHON BO3HUKHOBEHHS OTEKOB, KDOBOMIUSHUHN 1 TUCTpOhUN
TKaHU.

Benymiee 3BeHO He 00s13aTETBHO COBIAAET C OCHOBHBIM.

Korna B xoze pa3Butust 3a001eBaHNs BOSHUKIIEE HAPYILICHHE CaMO CTaHO-
BUTCS STHOJIOTUIECKAM (PAKTOPOM (ITPUIHHOM ), TOJIEP>KUBAFOIINM U YCYTY-
OISIOIINM 3TO 3a00JI€BaHNE — TAKOW BHJI IIATOT€HE3a HA3bIBAIOT «IMIOPOYHBIM
Kpyrom» (circulus vitiosus). [IpamMepoM mopoyHOTO KpyTa SIBISETCS Pa3BU-
THE MHCYJAMHOPE3UCTEHTHOCTH NPH CaxapHOM JIuadere BTOporo tuma. Tak,
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» #
OCHOBHOE 3BEHO » HapylieHue BEHO3HOro OTTOKa

nosbiweHne
AvanepesHble
rMAPOCTaTUHECKOTO AaBNEeHUA
KPOBOM3NUAHUA
8 BEHO3HOM KOHLie Kanuanapa

CHUXXeHWe NnHelHON
nosbileHne NpoHuyaemocTm
Kanuanape , cocyaos
o o=

PucyHok 3 [lpuyuHHeIl (hakmop u 38eHbs NamMo2eHe3a Ha NpuMepe 8eHO3HOU 2unepemul.

CKOPOCTU KPOBOTOKA B

BEAYLUEE 3BEHO

WHCYJHMHOPE3UCTEHTHOCTD TIPUBOANT K HAPYIICHHUIO YTHIIN3AIUH TITFOKO3bI
nepupepruuIeckiMH KIETKaMH, YTO B CBOIO OY€pPE/lb, BHI3BIBACT YBEIUUCHHE
BbIPAOOTKHU HHCYJIMHA [B-KJIETKaMH MTOKEITYIOYHOM JKelie3bl. Bo3HuKaromii B
pe3yJbTare THIEPHHCYIMHU3M IPUBOJIUT K YTHETEHUIO SKCIIPECCUH PEIIeTITO-
POB K HHCYJIMHY Ha NepuepUIeCKUX KIETKaX, YTO eIie OOJIbIIe yeyryoseT
WX UHCYJIMHOPE3UCTEHTHOCTb.

Hcxonwt 601e3nm. [Tockonbky 3a00eBaHme MPOTEKAET KOHEYHOE BpEMs,
OHO 3aBEpINACTCS TEM WIIM WHBIM UCXOIOM. [Ipu 3TOM BO3MOXKEH Oaromnpu-

yBenu4yeHue BbipaboTku ‘
MHCyNUHa B-KneTkaMmu

rTMNepuHCYIMHU3IM

yMeHbLUeHUe dKcnpeccum
peLenTopoB K UHCYNUHY

UHCY/IMHOPE3UCTEHTHOCTb

PucyHok 4 [TopouHbIli Kpy2 UHCY/TUHOpEe3UCMeHMHOCMu Npu caxapHom duabeme Il muna



12 TlaTodusuosorus. M36pannsie TeMbl. KpaTKkuii Kypc.

SATHBIA UCXOJl — BBI3JOPOBJICHHUE (ITOJTHOE WIIM HETOJIHOE B 3aBUCHMOCTHU OT
CTETIeHH BOCCTAHOBIICHNUS (PyHKIUI OpraHu3Ma), Wi HeOnaronpusaTHbIN Hc-
XOJI: CMepTb. B pszie ciryuaeB ocTpo pa3BUBAIOLIETrOCs 3a00/I€BaHNUs BO3MOKEH
B Ka4€CTBE €r0 UCX0/1a ePEXo]] B XPOHUIECKYIO (hopMy.

B pasButun u ucxoze 3a001eBaHus BaXKHYIO POJIb UTPAET HE TOIBKO 0CO-
OCHHOCTH M MEXaHW3MbI IOBPEXK/IAIONIETO JICHCTBUS MAaTOTeHa, HO U CIIO-
COOHOCTH OpraHM3Ma pearupoBaTh Ha MOBPEXKICHNE U MPUCTIOCAOIHBATHCS
K U3MECHEHHIO YCIIOBHI BHEUTHEH cpelibl (PEaKTHUBHOCTB).

PEAKTUBHOCTb OPFTAHU3MA — cnocob6Hocmb omee4yame onpeodesneHHbIMU

u3meHeHUAMU Ju3HedesamesibHOCMU Ha 8o30elicmeue 8HEeWHUX (haKmMopoe

IIpu sTOM ecnu AeiicTBre BHEIIHUX (DAKTOPOB, M3MEHSIOIIUX KU3HEICs-
TETBHOCTh OPTaHM3Ma HE MPHUBOANUT K HAPYIISHUIO TOMeocTa3a (Harmpumep,
aJianTaIys TEPMOPETYISIUN K H3MEHEHUIO TeMIIepaTyphl BHEITHEH Cpe/Ibl)
PEaKTUBHOCTB OTpeenseTcs Kak ¢puznoioruueckas. B ciaydae, ecnu jeii-
CTBHUE BHEIIHUX (DAKTOPOB MPUBOAUT K HAPYIICHUIO TOMEOCTa3a BCIIC/ICTBUE
HEJIOCTATOYHOM a/IaNTallii OpPraHu3Ma, PEaKTHBHOCTh Ha3bIBAIOT MATOJIOTH-
yeckoi. [lo cyTn maronormueckasi peakTHBHOCTD JIGKHUT B OCHOBE JIFOOOTO
3a0051eBaHMsL.

YiKe 10CTaTOYHO JaBHO CTAJIO IMOHSATHO, YTO CYIIECTBYET HEBOCIIPUUM-
YUBOCTH YEJIOBEKA K HEKOTOPBIM OOJIE3HSIM KUBOTHBIX M HA000poT. Takas
PEaKTUBHOCTH OTpeelisieTcss Kak BuaoBasi (Ouosorudeckas). Hapsay c
BHJIOBOW MOXKHO BBIJICIUTh PA3IMYHYI0 PEAKTUBHOCTH B Mpeleiax Ipymn
moziel (kak ¥ BooOIe ocobell B mpejeniax oJHOro Bujaa). B wactHOCTH
PEaKTHUBHOCTh MOXKET IPOSIBISATHCS B Pa3IMUUU 3a00JI€BaEMOCTH U (DOPMBI
MPOTEKaHUs OO0JIC3HU Y JIUII, OTHOCSIIUXCS K Pa3HOMY MOy (Hanpumep, y
JKEHIIIMH Yallle BCTPEYaeTCsl PeBMATOUIHBIN apTPUT) WK BO3pacTy (Ooiee
Tsokenoe Teuenne nHpexkunn COVID19 y noxunsix mrozeii). Takast peak-
TUBHOCTH Ha3bIBaCTCs TPyNmoBoii. HakoHel, eficTBUE OTHOTO U TOTO XKe
MOBPEXK/IAIOMIETO (paKTOpa HUKOT/IA HE BBI3BIBACT MOJHOCTHIO MJICHTHYHO
MPOTEKAOIIEro 3a00JIeBaHUS Y Pa3IMYHbIX NAIIMEHTOB. Takas peakTHBHOCTh
Ha3bIBACTCS HHANBHAYAJIbHOM.

Tak xak B opraHu3Me 4ejoBeKa CyIIECTBYeT CIIeUaIN3upOBaHHas CH-
CTe€Ma, OCHOBHOM 3a/1a4€il KOTOPOU SIBJIAETCS 3allMTA OT I€UCTBUSI BHEILIHUX
MaTOreHOB — UMMYHHAsl CHCTEMa, U 3Ta CUCTEMa CIIOCOOHA BBICTPAaWBATh
3aIUTY OT KOHKPETHOTO IaToreHa (KOHKPETHOTO IITaMMa OaKkTepuu, BUpyca
U T.J1.), TO €CTh CIeUU(PUICCKU Ha HETO PearupoBaTh — TAKYIO PEaKTUBHOCTh
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Ha3bIBAIOT cnenuuueckoii. B To ke BpeMsi UMMyHHasl cUCTeMa CIIoCOOHa
1 Hecreu(pUIecKH 3aliIaTh OpraHu3M, He Pacro3HaBasi KOHKPETHBIH Ma-
TOreH (BPOKIACHHBIN UMMYHHBIN OTBET) — TaKasl peaKTHUBHOCTb Ha3bIBAETCS
Hecnenupuyeckoii. K Hecnennpuueckoit MOXKHO OTHECTH U BCE OCTaJIbHBIC
BUIBI MHMBHYaTbHOW PEAKTUBHOCTH (CMa3Mbl TIIAJAKHX MBI OPOHXOB H
KHILEYHUKA, TMXOpaJIKa, yJalleHHe Cep/IeYHbIX COKpaIlleHnH (TaxuKapans),
y4YalieHue JbIXaHus (TaXUIHO?) U Jp.).

CreneHb MPOSIBJICHUSI PEAKTHBHOCTH MOXKET OBITh Pa3inyHa: HOPMaJb-
HOE TIposiBJIeHNE (HOPMePTrusl), IOBbIIIEHHAs! peaKTUBHOCTD (THIIepeprus)
Y TIOHID)KEHHAs] peakTUBHOCTH (FTHMEPrusi, IpH BhIpAKEHHOM yTHETEHUHU
PEaKTUBHOCTH — aHeprus). HetunmyHoe npoTekanue mprcrocoOnTeNbHBIX
[IPOLIECCOB, ONPEAEIISIOIINX PEAKTUBHOCTh HA BO3JICHCTBHE NIAaTOI€HA Ha3bl-
BalOT AM3eprueii (M3BpalieHHasi peakKTHBHOCTD).

B hopmupoBaHiH peakTUBHOCTH MPHUHUMAIOT y4acTHE BCE CUCTEMBI Op-
raHU3Ma 4eJIOBEKa.

[Ipumepom 3HaUeHUsST HEPBHOUN CHCTEMBI [T PEAaKTUBHOCTH MOXKET
CITYy’)KUTh HapyIIEeHHEe MEXaHHU3MOB TEPMOPETYISLUNUH MPU MOBPEKICHUH
rumnoragamyca. XopoIo U3BECTHO, YTO MPHU TUIIEPIPOAYKIIHH TITIOKOKOP-
TUKOUO0B TipH 6oe3Hn Mienko-KymmHra HapyImaeTcss IMMYHOJIOTHYECKas
PEaKTUBHOCTD MO OTHOIICHUIO K MHPEKIIUH, YTO WILTIOCTPUPYET 3HAYCHHE
SHAOKPUHHOM CHCTEMBI ISl pEaKTUBHOCTH. JI00BI€ MAaTOIOTHH HMMYHHOM
CHCTEMBI TIOAABIISIOT PEaKTHBHOCTH K BO3OYAUTENAM HH(EKITNH, 9TO TPO-
SBIISICTCS M TIPH UMMYHOIe(DUIINTAX ¥ TIPH aJIJIEPTHH U TIPU ay TOMMMYHHBIX
3a00J1eBaHUSX.

Peanu3zanus peakTHBHOCTH Ha JICMCTBUE MMaTOT€HA ONPEACIISIET YCTOMYH-
BOCTb OPTraHN3Ma K €ro IeHCTBUIO, TO €CTh Pe3UCTEHTHOCTD (TOJICPAaHTHOCTB).

PE3UCTEHTHOCTb OPTAHU3MA — ycmoliyueocmbo K delicmeutro namo2eHHbIX hakmopoe

PesucTeHTHOCTH OBIBAET IEPBUYHON ¥ BTOPUYHOM.

IepBuuHnas (HacnenCTBEHHAs!, ECTECTBEHHAs) PE3UCTEHTHOCTD MPOSIB-
JSieTCsl B BUJIE HEBOCTIPUMMYHMBOCTH K ACHCTBHIO (DAaKTOPOB, U MOXKET Hapy-
IIaThCSI TOJBKO B CIIyyae MOJIOMOK MEXaHN3MOB, OTBETCTBEHHBIX 32 pa3BUTHE
3TOTO BUJA PE3UCTEHTHOCTH. Tak, B MUMMYHOJOTHHU CYLIECTBYET IOHITHE
MMMYHOJIOTHYECKOM TONIEpaHTHOCTH OpraHu3Ma a ayTOaHTUIeHaM (Harprumep,
COOCTBEHHBIM OeJIKaM ), KOTopast OpMHUpPYETCs PHU CO3PEBAHUH JTUM(POIUTOB.
OpHako HapylIeHHEe MEXaHU3MOB CO3PEBaHMs TUM(OIMTOB MPUBOIUT K MX
CMOCOOHOCTH aTaKOBBIBaTh COOCTBEHHBIE HOpPMaNIbHbIE OCJIKH (ay TOAHTHUTCHBI),
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YTO MPUBOJUT K Pa3BUTHIO ayTOUMMYHHOM TaTOJIOTHH.

Bropuunas (nmpuoOpereHHast) pe3UCTeHTHOCTh BOSHUKAET B PE3yJIbTaTe
paHee eHCTBOBABILIETO Ha OPTaHU3M BHEIHero dakTopa. Hanpumep, Hako-
MJIEHUEM MeJIaHWHA B KOXKE 10CIe HHTEHCUBHOM MHCOJSALNN MTPEAyIpexK-
JlaeT pa3BUTUE COIHEUHBIX 03KOroB. Wi nepeHeceHHOe NH(EKINOHHOE 3a-
OoJsieBaHKE BBI3BIBACT aJIANITUBHBIM KIMMYHHBIH OTBET, B TIPOIIECCE KOTOPOTO
(hopMHpyeTCsl HEeUyBCTBUTEIILHOCTD MIIM TIOHMYKEHHAS! YyBCTBUTEIILHOCTD K
JNEHCTBUIO TaHHOTO BO30OYIUTEIs. Y KUTENIEH BBICOKOTOPbs (popMupyeTcst
PE3UCTEHTHOCTH K TUIIOKCHUU BCIIEJCTBHE YCUIICHHUS IPUTPOII0I3a.

Ecnu pe3ncTeHTHOCTh BO3HHMKAET K JIEHCTBUIO Ha OPTaHU3M TOJIBKO OI-
HOT'0, OIPEIeNICHHOT0 (DaKTOpa, e Ha3bIBAIOT crelupuueckoi (Hanpumep,
UMMYHHTET K OTIpeJIeICHHON HHPEKIMH), & €CITU K Pa3InIHbIM (hakTopam —
Hecnenuduyeckoii (runeprpodust JpIXaTebHON MyCKYJIaTyphl YBEIHIHBACT
PE3UCTEHTHOCTD U K TUTIOKCHH U K (PU3NYECKUM Harpy3Kam).



I'AABA 2

IIATOAOTHSTI KAETKH

Knerka (ot marunckoro cellula — «kamopka, KIETyIIKa») — 9TO COCOOHAst
K CaMOBOCIIPOU3BEICHUIO dJIEMEHTapHAs! CTPYKTYPHO-(DYHKIIMOHATBHAS €11~
HUIIA )KUBBIX OPraHU3MOB, oOnaaromas COOCTBEHHBIM OOMEHOM BEIECTB.
Emte ¢ cepenunbt XIX Beka cTayio MOHITHO, YTO MATOTeHE3 3a00JICBaHUM He-
BO3MOXKHO PacCMarpuBaTh B OTPBIBE OT MPOLIECCOB HYIINX HAa YPOBHE KIIETOK
M UX COOOIIeCTB, YTO (yHIaMEHTaIbHBIM 00pa30M ObLIO CHOPMYITUPOBAHO
Pynonspom BupxoseiM. [Tonnmanne xapakrepa HapyeHus: QyHKIMOHUPO-
BaHUS KJICTOK JISKUT B OCHOBE MHOTHX IOJXOJI0B COBPEMEHHOI MEIUIIMHBI
B pa3pabOTKe HOBBIX METOJIOB JIEUCHUS U MPOPUIAKTHKY Oosie3Heil. B o xe
BpEMsI COBEPIICHHO OYEBHIHA CBSI3b (DYHKIIMOHAIBHBIX HAPYIICHHI B KIICTKE
C € CTPYKTYPHBIMHU U3MECHCHHUSMHU TIPH MOBPEKICHUH.

K/IETKA — cnocobHas K camoeocrnpou3eedeHuto 31emMmeHmapHas CmpyKmypHo-

(pYHKYUOHAAbHAA e0UHUYA HUBbIX Op2aHU3Moe8, obnadarouas obmeHom sewjecme.

Jlrobas kieTka oTaeIeHa OT OKPYXaroIeH cpe/ibl BHELIHEH (T1a3Maru-
YeCKOW) MeMOpaHo#l. BHyTpH KJIETKH CONEPKUTCS MUTOIIa3Ma, B KOTOPOH
PaCIIONOXKEHBI AIPO U JPYTHUE OPraHesUThl, a TAK)Ke KJIETOYHbBIE BKIIIOUE-
Hust. [Ipu efCTBUU MOBPEKIAIOMIHUX (AKTOPOB MPOUCXOJIUT HAPYIICHUE
(GYHKIMH U CTPYKTYPBI 3TUX KIETOYHBIX COCTABJISIOIINX, TPHBOJISIIEE K
MOBPESKACHUIO (MTPOSIBIISICTCS MPU3HAKAMU JUCTPO(HUH) WITH THOEIN KJie-
ToK. ['MOenp KJIETOK MpH MOBPEXKJICHUH (TaKkKe KaKk ¥ TKaHeH U OpraHoB)
0003HAYAIOT TEPMUHOM HEKPO3.

OT Hekpo3a NPUHIUITHAIBHO OTIUYAETCS JIPYTOd BHJI THOETH KIIETOK,
Tak Ha3bIBaeMas (hM3HOIOTHIECKas
(3amporpaMMupoBaHHas) THOCITH
WA amomnTo3. DTOT BUJ KJIETOY-
HOM TuOeN 0COOCHHO BaXKEH B HM-
OpHOHANHHOM TIEPUO/Ie PA3BUTHS,
KOTJIa MPOUCXOIUT 3HAYNUTEIbHAS
nepecTpoiika TKaHel, Tpedyromas
3aMeIeHNs OJHUX KIIETOK IPYTH-
mu. Ho 1 B mocTaMOproHaIIEHOM

PucyHok 5 [udponudeckas oucmpocgpus
noyek. Ha pucyHke cmpesikoli yka3aHbl
noapex0deHHble K/lemKu, codepxawjue
8akyosnu
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MEePUOJIe TAKXKE COXPAHSCTCS I0-
TpeOHOCTH B Y/IaJICHUU Psijia KIIETOK
(armonTo3y y B3pOCJIOr0 €KEJTHEBHO
MOJIBEPrarOTCs JACCATKH MHUJLIHAD-
JIOB KJIETOK), HapuMep TUMQOIIH-
TOB, CIIOCOOHBIX PACIIO3HABATH COO-
CTBEHHEIE OCNIKU U CIACAOBATENBLHO,
MOBPEX/IaTh COOCTBEHHBIC KJICTKU
Y TKaHH.

Kax u mo0o#t perynupyemblid
MPOIIECC aloITO3 HAaYWHACTCS C
MOJIyYSHHUSI KJISTKOH BHELITHETO WIIN
BHYTpPEHHEro curHaia. J{us momiy-

PucyHok 6 MaccusHbili Hekpo3 neyeHu. YCHHUSI BHCUIHMX CHUTHAJIOB CIIy’KaT
CmpenKod yKasaHel noaubwiue 2enamoyumei, HGJILII‘/’I PpsLx peLEenTOpPOB, HAIIPUMED:
JlUWeHHble 50ep

«peuenTopsl cmeptu» DR; Fas;
TNFR1. AktuBamnus 3TuX penenTopoB MPUBOAUT B CBOIO OYEPE/Ib K aKTHBAIINT
(hepmenToB — kacna3s (9 u 3), mox ACHCTBUEM KOTOPHIX B JaJIbHEHIIIEM IIPO-
WCXOAWT aKTHUBAIUS SHJIOHYKJIea3 U AeTPaJalisl XpoMaTuHa. JTOT HPOIIece
COTIPOBOXKJAETCS TAKXKe Pa3pylIeHHEeM IUTOCKeNeTa KIeTKH. [I[puBoauTh K
aKTUBAIMH Kacla3 MOTYT TaK)kKe MOMaIalolie B caMy KIIETKY PEeTyJsTOpHI,

Apo3L
&+ DR3 Apo2L

R ————_ ok DR4,5 e
MM (CD120a)

paspyuleHe _ g Kacnasbl <= rpaH3Mmbl

yuToCKeneta \
PAF-1

Fas L
Fas (CD95) @,

FNIIOKOKOPTUKOUADbI

PucyHok 7 Cxema akmusayuu anonmos3a. Ha pucyHke: DR — peyenmopel cmepmu;

ApoL — anonmosHeili nueaHo; APAF-1 — gpakmop akmusayuu anonmomudyeckoli npomeassl — 1;
TNF — ¢pakmop Hekpo3sa onyxonu; TNFR1 — peyenmop ¢pakmopa Hekpo3sa onyxonu 1;

FasL - Fas nueaHo; Ljum C - yumoxpom C
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TaKWe€ KakK NIFOKOKOPTUKOUIBI U TPaH3UMbl. BHYTPEHHUM CUTHAJIOM JJIs aK-
THUBAllMU Kacra3 MOXeT ObITh JeHcTBUE Oesika P53, TOJIYKOM K aKTUBAI[UU
JIEUCTBUSI KOTOPOTO CIIyXaT MyTallid B TEHOME, a TAK)KE OCBOOOKICHUE
uuroxpoma C mpH MOBPEXKACHUH MUTOXOHIPHIA.

Hrorom siBnisieTcst THOEIb KJIETKU ¢ COXPAaHESHUEM IIeJI0CTHOCTH HapYKHOM
MeMOpaHbl U POPMUPOBAHUEM OKPYKEHHBIX MEMOPaHOM KJIETOUHBIX (hpar-
MEHTOB — TaK Ha3bIBAEMBIX «aIlONTO3HBIX TEJICI. ANONTO3HbBIC TEJbIa IOI-
BEPraroTCs B IAJIbHEHIIIEM (aroluTo3y. DTo MO3BOJISIET U30eKaTh MAaCCUBHOTO
0CBOOOKICHUS N3 THOHYIIEH KIETKH BEIECTB, CTUMYIHPYIOMINX aKTHBHBIN
WMMYHHBIN OTBET, CONPOBOXKIAOIINNCS BOCIAJIEHUEM, U, CIEA0BATENBHO,
MHUHHMMAaJILHO 3aTparuBaTh OKPY Karolue TKaHu.

BOCIMAJIEHME

DAroymTo3

PucyHOK8 Omnuyue anonmo3sa om HeKpo3a

C HapyLIeHUsAMH MEXaHW3MOB aIloIITO3a CBSI3aHO MHOMKECTBO M1ATOJIOTHH, B
YaCTHOCTH Pa3BUTHE Ay TOMMMYHHBIX [IPOLIECCOB, KOTJa HAPYIIACTCS 3UMU-
HallMs «3alPETHBIX» KIOHOB JUM(OIUTOB, UIPAET allONTO3 TAKXKE 3HAUCHHUE
U B Pa3BUTHH PAKa, IIOCKOJIBKY OILYXOJIEBbIC KJIIETKH MOTYT IIEpecTaBaTh pe-
arupoBaTh Ha MHIYKIHMIO alloNTo3a, BEI3BAHHYIO P53, BCIEACTBUE MyTalllu.

I[InazmaTnyeckas memOpaHa.

[Tna3marnyeckas MeMOpaHa KJIETKU MPEICTABISIET U3 ce0sl AMHAMUYIHBIN
oucioit n3 hochonunuaOB, BKIFOYAOIINNA XOJIECTEPHH U TTIUKOIHUITHIBI, a
TaK)Ke COACPKALIMH MOJIEKYJbl OSJIKOB M IIMKONpOoTen10B. B neiom ¢oc-
(donunuAHbIA OMCIO0N Majo MPOHULIAEM VIS BOJAbI M BOZOPACTBOPUMBIX BE-
IIECTB, YTO 00YCIaBIMBACT BAKHEUIITYIO OapbepHYI0 GYHKIUIO KIICTOYHOM
MEMOpaHBI.




18 TTaTodusuosorus. M3bpannsie TeMbl. KpaTkuii Kypc.

rnKonportenabl

XonecrepuH

6enkun

PucyHok 9 Cmpykmypa nnazmamudyeckol MeMOpaHbl CO2J1ACHO XUOKOCMHO-MO3au4HoU
Mooesnu, npednoxeHHoU 8 1960-x 200ax CuHzepom u HuUKoscoHom

Jluruap! GMCIos UMEIOT TUAPO(UITBHYIO YaCTh MOJIEKYIIbI, OOpAICHHYTO
K BOAHOM cpejie v Tuapo(oOHY0 (HEMOSPHY0) YacTh, OOPAIICHHYIO BHYTPb
oucinos. [Ipu dToM nHUNUIHBIE U OEIKOBBIE MOJICKYJBI OUCIIOsT 00IaIaloT
MOJIBMYKHOCTBIO U TOCTOSIHHO TIEPEMENIaroTcs, 00yCIIaBINBasi «TEKY4eCTh»
MemOpansbl. JIexaras B OCHOBE TEKy4eCTH TETUIOBas OABMKHOCTH MOJIEKYJT
MPHUBOJIUT K CIIOHTAHHOMY O0OPa30BaHUIO B JIMITUIAHOM OHCIIOE TIOp, Yepes
KOTOpPbIE MOXET MPOXOJUTH BOJIa M BOJOPACTBOPUMBIE MOJIEKYJIbl 1 MOHBI.
DTOMYy MPOLECCY CIIOCOOCTBYET AIIEKTPUUCCKUI 3apsi MeMOpaHbl (MEM-
OpaHHBIH TOTeHITHAN). B TO e BpeMs 1o JeHCTBHEM CHIT TTOBEPXHOCTHOTO
HaTsHKEHUs] 00pa30BaBIIMECs MOPBI CIIOHTAHHO 3aTSATHBAIOTCS U MeMOpaHa
COXpaHSET B IIEJIOM CBOM OaphepHbIe GYHKINHU. TeKydecTh MeMOpaHbl 3aBH-
CHUT OT JIMITAJHOTO COCTaBa, HAIIPUMeEp, MIPUCYTCTBHE B MEMOpaHEe XOllecTe-
puHa (coctasiser okoao 50% IunuaoB B MeMOpaHax 3yKapHoT) MOBBIIIAET
BSA3KOCTh MEMOpPAHBI, YTO MPUBOAUT K YMEHBIIICHNIO €€ MPOHUIIAEMOCTH 1
MIPEOTBPAIAET YTEUKY BOAOPACTBOPUMBIX MOJIEKYI depe3 N30BITOYHO 00-
pazoBaBirecs mopel. Hemoctarok xonecTepuHa yBeTUIUBAET TEKyUECTh, a
CJIeIOBATENbHO, TPOHUIIAEMOCTh MEMOPAHEI.

IIpm moBpexIeHNH KIETOK HapyIIeHHe OaphEPHBIX CBOMCTB KIETOYHBIX
MeMOpaH MPOSBISETCS B YBEIWMICHUH TPOHUIIAEMOCTH U MOXKET OBITh B CBOYO
o4epenpb CIeCTBUEM MEXaHHIECKOTO (OCMOTHYECKOTO) PACTsHKEHHS, CBOOOI-
HO-PaIMKAIILHOTO (TIEPEKHCHOTO) OKHUCIEHUS (POCQOIUIHIOB UITH PE3yiTh-
TaTOM B3aMMOCHCTBUS MeMOpaH C MOIUANIeKTponuTamu. JleficTBue 3Tux
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IMPUYXH IIPUBOAUT K CHUKCHUTIO HCﬁCTBHH CHJI TOBCPXHOCTHOI'O HATAXKCHUA
Ha rpaHuile paszaena ga3 GochoIUnuIHOr0 OUCIOs MEMOPaHbI U BOJIBI U,
TakuM 00pa3oM, CIIOCOOCTBYET POCTY CYIISCTBYIOIIMX U JIABUHOOOPA3HOMY
00pa30BaHUIO HOBBIX MOP B (OCHOIUITUIHOM OUCIOE U PE3KOMY POCTY TPO-
HUIaeMOCTH. Takoil AP QeKT, ABISIIOMUNACST YHUBEPCATHHBIM MEXaHU3MOM
HapyIlIeHUs1 0apbepHOU PYHKIIUU MEMOpPAHBI, TOJTyYnII Ha3BaHUE IEKTPH-
YyecKuii npoooii.

[TpuMepHO MOJOBUHY MaccChl KIIETOUHOH MEMOpPaHbl COCTABIISIIOT OCJKH.
YacTh U3 HUX PACTIONOKEHA HA TIOBEPXHOCTU MEMOpPaHBbI, YaCTh MOTPYKEHA
Ha BCIO ee NyOuHy (TpaHncmemOpaHHbie Oenku). U hopma u pacronoxeHue
0EJIKOB TECHO CBS3aHBI C (DYHKIIUSIMU, KOTOPBIE OHU BBITIOJIHSIOT, HAIIPHMED,
TpaHcMeMOpaHHbIe OEJIKM HEPEKO YYacTBYIOT B OOMEHE MOJICKYJaMH IO
00e CTOpOHBI MeMOpaHsbl, a epudepruuecKrue OEITKH MOTYT BBITIONHSTH POJIb
muTockenera (OeJIOK CIIEKTPUH B SPUTPOIIUTAX).

[Momumo GapbepHO (HYHKIIUU MJIa3MaTHYCCKAsh MEMOpaHa BBITIOIHSICT
LEJIBIN PSA APYTHX BKHEHIINX (YHKIHIA: Yepe3 Hee OCYIIECTBISCTCS 0OMEH
BEIIIECTB KJIETKOH C OKpY)KaIOIIeH ee BHEITHEH CPeIoif, ¢ IIOMOIIHI0 MeMOpa-
HBI KJIETKHA B3aUMOJCHUCTBYIOT MEX/Iy COOO B Tpeesax MHOTOKJIETOYHOTO
OpraHu3Ma peryjmpyroT U KOOPIAUHUPYIOT CBOM (YHKIIMU U JKU3HEIESATEIIhb-
HOCTh, MEMOpaHa MOMOTaeT KJIETKaM IMOJJIEPKUBATH ONpeelieHHYI0 hopmy
U pasmep.

OO0MeH uepe3 mIa3MaTHIeCKyt0 MEMOpaHy OCYIIECTBIISICTCS IyTEM dHI0-
IIUTO3a, PK30IIMTO3a U TPAHCMEMOPAHHOTO TPAHCIIOPTA C y4acTHeM OEJIKOB.
TpancnopTHBIC MeMOpaHHBIC OCTTKN OBIBAIOT TPEX BUIOB: OCITKH, BEICTpaNBa-
IOIIHe TPAaHCMEMOpaHHBIC KaHAIBI, OCKU-TIepeHOCUNKN 1 ATD-3aBUCHMEBIC
obmeHHUKH (Hacocwl). TpancmMeMOpaHHBIC KaHAIBI MPEACTABIISIIOT U3 CeOst
TOpy Yepe3 BCIO TONIIHUHY MEMOpaHbI, CTCHKH KOTOPO 00pa3oBaHbI Oej-
koM. [Ipu 3TOM Yepe3 mopy KaHaia MOTYT IPOXOJUTE TOJIBKO ONPE/IeIICHHbIC
WOHBI, 0013 aF0IINE TIOJXOJISIIIM pa3MepoM U 3apsiiioM. benku-nepeHocunkn
1 OeJIKM-HACOCHI CIIOCOOHBI cTIeNN(UIHO CBSA3BIBATHCS C OTPEACICHHBIMA
MOJICKYJIaMH U TPAHCIIOPTUPOBATH UX Yepe3 MeMOpaHy, U3MEHsISl CBOIO KOH-
dhopmanuro.

MemOpaHHBII TpaHCIIOPT OBIBACT MACCHUBHBIM M aKTHBHBIM. [laccuB-
HbIil TPAHCHOPT 3aPSDKCHHBIX MOJICKYIT C YYaCTHEM TPAHCIIOPTHBIX OEITKOB
MPOXOJUT IO TPATUECHTY KOHIIEHTPAIIMHU, TO €CTh C TOW CTOPOHBI MEMOPAHBI,
I/ie KOHIIEHTPAIIXS JAHHOTO BEHIeCTBa OOJIbINE HA TY CTOPOHY, I7Ie MEHbIIIE.
I[MaccuBHO criocoOHbBI epemerarbest noHbl Na* u Ca’' B Ki1eTKy, a noHbl K™ u3
KJ1eTKH. [TacCUBHBIN TPAHCIIOPT MOXKET PEATM30BBIBATHCS U TIO AIICKTPUIECKO-
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MY IPaJMEHTY B CHITY CYILECTBYIOILETO 3apsi/ia Ha Pa3HbIX CTOPOHAX MeMOpa-
HbL. [IpoHUIIaeMOCTh Yepe3 KaHajIbl MOXKET 3aBUCETh OT Psijia BO3ICHCTBUI:
3TO MOXET ObITh: U3MeHeHue pH, MexaHu4Yeckoe pacTsHkeHHe MEeMOpPaHbI U
np. [Ipy u3MeHeHUU 3IEKTPUUECKOTO MOTEHIMalIa MEMOpaHbl YaCTh KaHAJIOB
U3MEHSIET CIIOCOOHOCTH MPOIYCKATh MOJICKYJIbI, TAKHE KaHAJIbl HA3bIBAIOT IO~
TeHIMAI3aBUCUMBIMU. KaHaJIbI TAKXKE MOTYT U3MEHSITh CBOU MPOITYCKAIOIINE
CBOWCTRBA B pe3yJIbTaTe PEICNITOPHOTO B3aUMOICHUCTBHSI C JIMTAH/IaMHU — aKTH-
BaTopaMu. Takue KaHaJbl HA3bIBAIOT JIUTAHA-3aBUCHMBIMHU. C 1aCCUBHBIM
TPAaHCIIOPTOM MOXKET OBbITh CBSi3aH BTOPUYHBINA aKTHBHBIH TPAHCHOPT, KO/
0EJIOK-TIEPEHOCUYHK, TPAHCIIOPTHPYSI TACCUBHO 110 IPATUCHTY KOHIICHT ALK
OJTHO BEIIECTBO, OJJHOBPEMEHHO MEPEHOCUT JIPyroe MpOTUB IPaTUeHTA €T0
KOHIIeHTparuu. Takum obpasom, Hanpumep, pabotaet Na -Ca’* -0OMeHHUK.

AKTHUBHBII TPAHCHOPT MOApPa3yMeBacT padOTy TPAHCIOPTUPYIOMIUX
0CIKOB 1O MIEPEMEIICHHIO BEIIECTB Yepe3 MEeMOpaHy MPOTHB AJICKTPOXH-
MHUYECKOTO MJIM KOHIICHTPAIMOHHOTO IPaUeHTa. DTOT MPOLECC MPOXOIUT C
3arparoi SHEpruu, oopasyroieiics npu ruapoinse ATD. Takoii TpaHcmopT
eite Ha3piBarOT AT®-3aBucumbIM. [IprMepoM mo100HOTO TPAHCIIOPTA MOKET
cirykuTh padora AT®-3aBucumoro Na*-K*-Hacoca mia3marndeckoit MeMOpa-
HBI, HCTIoNb3yromero AT® iy mepeMenienns Tpex HOHOB HaTPHs U3 KIETKH
B 0OMEH Ha JiBa NOHA KaJIHsl, MOCTYNAIOMINX B KIETKY.

BHEKJ/IeTO4YHadA cpeaa

3 © c® %¢ ©

K*-kaHan Na*-Ca?*-06MeHHUK Na*-K*Hacoc G
yuronnasma

PucyHok 10 Budbl mpaHcnopmHbix MeMOpaHHbIx 6e/1K08
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B *%1BO# KJIETKE MOCTOSIHHO OCYIIECTBIISICTCSI TPAHCMEMOPaHHBIH TpaHC-
MOPT, YTO MPUBOJUT K IEepepacipeIeIeHHI0O 1 HEPaBHOMEPHOMY HaKoILJIe-
HUIO HOHOB BHYTPH U BHE KJIETKH. B mokoe MeMOpaHa KJIETKH MPOHUIaeMa
s K¥, omHako BHYTpH KJIETKH 3TOT MOH COIACPKHUTCS B TOpa3ao OONbLIeH
KOHLIEHTPALIMH, YeM BO BHEKJIETOUHOM cpesie. ITO MPOUCXOAUT ITOTOMY, UTO,
HECMOTPSI Ha TO, YTO M30BITOK K™ B KJleTke 3acTaBisier ero TudQyHIupoBarh
no K*-kaHanam BO BHEKJIETOUHYIO CPEy, 3HAUUTEIbHOE KOJIMYECTBO HOHOB
KaJIisi BCe PaBHO OCTaeTCs B KJIETKe OJaroiapst 2JIeKTPOXUMUYECKOMY JIeH-
CTBUIO BHYTPUKJIETOYHBIX aHHOHOB (OTPHUIATEIHHO 3apsKEHHBIX OpraHuye-
CKHUX MOJIEKYIT — 0eikoB U (hocdaToB, KOTOpbIe He MOTYT AH(DYHIUPOBATH U3
KJeTKn). OTpHLIaTeNbHBIN 3apsi BHYTPH KJIETKH NpuBiekaeT K* B KIeTky, B
TO BpeMs KaK KOHIIEHTPAIlMOHHBIN rpajueHT K* 3acTaBisieT ero BEIXOAUTh U3
KJIETKH. B cOCTOSIHMU MTOKOSI 3TH MPOLIECCHl YPaBHOBEUICHBI. JTO paBHOBECHE
Y OmpeessieT 3apsi MIa3MaTHuecKoil MeMOpaHbl, MOTYYHBIINNA HAMMEHO-
BaHHE MOTEHIHAJA MOKos. [loTeHIIna MoKos ABISETCS OTPHUIATEIbHBIM
(cocrasnser ot -20 MB o -200 MB B 3aBHCHMOCTH OT THITIa KJIETKH) €IIIe
Y TIOTOMY, YTO TIOMHMO paBHOBECHs KOHIIeHTpannu HoHOB K" moreHman
MOKosI oJiiepkuBaercst padboroit Na'-K*-Hacoca, koTopblii 0OMeHUBaeT
TPHU MOHA HATPHS, OTJABAEMBIX HAPYXKy, Ha IBA HOHA KaJHs, TOCTYHAIOIINX
BHYTPb KJICTKH.

MeMOpaHbl HEKOTOPBIX CIIEIHATN3NPOBAHHBIX KIETOK (HEPBHBIE, MbIIIICY-
HBI€) CTIOCOOHBI OBICTPO MEHATH BEIMYMHY CBOETO MEMOPaHHOTO MOTEHITHAIA
BCIIEZICTBHE M3MEHEHHS paObOTHI MOTEHIINAI3aBUCUMBIX HOHHBIX KaHAJIOB.
Takoe camMopacnpoCTpaHSIOIIEECs 0 IOBEPXHOCTH MEMOpaHbl U3MEHEHHE
3apsizia MOJy4YUIIO Ha3BaHKWE MOTeHIHaJIA JeficTBUs. VIcXonHbIM COOBITHEM
B (popMHUpOBaHUM MOTEHIMAJIA ACHCTBUS MOXKET SBJISTHCS B3aUMOACHCTBHE
KJIETKU C BEIIECTBOM-HEHPOTPaHCMUTTEPOM. PerienTopsl, CBSI3aHHbIE C MOH-
HBIMM KaHajlaMH, B3aUMOJCICTBYIOT C HEHPOTPaHCMUTTEPAMH, BbI3bIBAs
OTKPBITHE FITH 3aKPBITHE CHICM(PHISCKUX NOHHBIX KaHAJIOB B MeMOpaHe. ITo
BBI3bIBACT IIOTOK MOHOB HATPUsI B KJIETKY ¥ YMEHBIICHNE BEJINUNHBI TIOTEHLIU-
aja KJIIETOYHOW MeMOpaHbI (AenoJsipu3annio). [lemonsapusanus MeMOpaHbl
B CBOIO OYepe/b IPUBOJUT K OBICTPOMY M KPAaTKOBPEMEHHOMY OTKPBITHIO
noTeHuuan3aBucuMbIx Na'-kaHasos. [Iporece camopaciipoctpansercs, Kkoraa
HPUTOK B KJIETKY Na* B OHOM yyacTKe MEMOpPaHbI BBI3bIBACT JIETIOSIPU3ALIIIO
MeMOpaHBbI CIEIYIOLIETO Y4acTKa M OTKPBIBAET B HEM OTEHLIMAI3aBUCHMBIE
Na'-kaHaibl, H3MEHSIOMHKE 3aps] MeMOpaHbl. JTOT MIPOLECC MOBTOPSIETCS
110 BCEH TOBEPXHOCTH MEMOpaHbI KJIETKU, IPUBOISA K PACHPOCTPAHECHUIO
noTeHIrana aeictus. TakuM 00pa3oM OTEHITHAI EUCTBUS, CBSI3aHHBIH C
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pacnpocTpaHeHUEeM BOJHBI JETIONISIPU3aIUH CBSI3aH C NepepacipeieeHueM
noHoB. [lockonbKy B mporiecce GOpMHUPOBAHHS IOTEHIIMAA JEHCTBHSI IOMUMO
noHoB Na' yuactByroT Taxke nonsl K 1 Ca*', ero hopma onpe/esnsieTcss HaJu-
YreM pa3HbIX (a3, CBI3aHHBIX C TPAHCMEMOPaHHBIMU TOTOKAMH 3TUX HOHOB.

Tak B HelipoHe MMOTEHIMAN ACUCTBHS UMEET JIBE (a3bl — a3y AenonsIpu-
3alMu, KOrJa 3apsii MeMOpaHbl CMEHSIETCSI C OTPHUIIATEIILHOTO Ha TTOJIOKH-
TENBHBIA U (ha3y penossipu3ainy, KOrjaa BOCCTAaHABIMBACTCS OTPUIATSIbHBIN
3apsi MemOpa#sbl. [lepBas (haza ObICTPON JNCHONSIPU3ALUYU TIPEACTABISCT U3
celst KpyTol MorbeM MMOTEHIMANA ISHCTBUS, YTO COOTBETCTBYET OBICTPOMY
OTKPBITUIO Ha KOPOTKOC BPEMS IOTCHIIUAI3aBUCUMBIX ((GI)ICTpBIX» HaTPHUCBLIX
kaHasoB u nputoky Na" B kieTky. [Tocie 3akpbiThst ObicTpbix Na'-kaHaaoB
HaynHaeTcs (aza pernoyisipu3anyu 3a cuet BeiBeneHus: K u3 kietku yepes
OTKPBIBAIOIIUEC JONOJIHUTCIIbHBIC MTOTCHIHNAI3aBUCUMBIC K*-xanainsr. ITo-
CKOIIbKY ObIcTpble Na'-KaHallbl IPUHUMAIOT TPH KOH(POPMAIIUU — OTKPBITYIO,
3aKpBITYIO U pepakTepHyO (KOTrJa KaHall He OTKPBIBACTCS JIaXKe B OTBET Ha
JIPYTOi ACTIOISIPU3YIOMIUN CTUMYI ), 3TO TIO3BOJISIET OTPAHINYNUBATE CKOPOCTH
HPOXOXKICHHS BOJIH JCTIONIAPU3AIMH 110 MEMOpaHe MM WHBIMHU CIOBaMHU
CKOPOCTb I'€Hepaluy II0TeHuaa 1eicTBusL.

aenonapusauus penonapusayua

N\

PucyHok 11 [TomeHyuan 0elicmaus HelipoHa

B MbImeuHoi Ki1eTke MOTeHIHaN JeHCTBUS (OPMHUPYETCs O0Iee CII0KHO,
YTO CBSI3aHO C MIOCTYIUICHUEM B LIUTOIJIa3My HEOOXOJUMOTO IJIsl COKPALLEHHS
KaJIbLIMsI, KOTOPBI TAKXKe Yy4acTBYeT B MIOCTPOCHUH MOTECHIMAA ACHCTBHS.
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[MToctymnenue nonos Ca’" B KIICTKY NPUBOJMT K YIUIMHEHUIO (pa3bl perosis-
puzanuu ¢ GopMupoBaHreM Iiaro. Takum oOpa3zoM B (asze penosipu3aniu
MBIIIEYHON KJIETKHU MO>KHO BBIJEITUTh:

* KOpOTKYIO HayaJIbHYIO PETOIIpU3aliio, KOT/Ia MPH JTOCTHKEHUH T10-
JIOKUTEIBHOTO 3aps/ia MeMOpaHbl IOTEHIHAI3aBUCHMbIe Na‘-KaHabl
3aKpBIBAIOTCS, YTO MpeKpamaeT BXox Na“ B KJIETKY, U OTKPbIBAIOTCS
JOTIOJTHUTENbHBIE IOTeHIHaN3aBucuMble K -kananbl, Onarogapst uemy
K" BBIXOIZUT U3 KIETKH

* [UIATO PENoJsAPU3alNH, KOTJa JOMOJHUTEIHHO OTKPHIBAIOTCS MOTEH-
nuai3aBucuMblie Ca’’-kaHasbl U KaJIbIHN [TOCTYHAET B HUTOILIA3MY,
TOPMO3s1 PENOJISIPU3ALIUI0

* KOHEYHYIO pernoysipu3aiuio, korna Ca*'-kaHajbl 3aKpBIBAIOTCS U YCKO-
psieTCs PEnoIpU3aIis 3a CUeT yTepH KieTkoi KV

HavyanbHaa
penonspusayus

Aenonspusauus

- KOHe4Has

penonspusaymus "'

noTeHuuan nokos noreHyuan Aeﬁn'sm! noreHyuan nokos
PucyHok 12 [TomeHyuan delicmaus Mbllue4YHOU Kinemku

B naronorun ymeHblIeHHEe MEMOPAaHHOTO MOTEHIMANA SIBJISICTCS CIE-
CTBHEM I1€PEPACHPEAEICHUSI HOHOB IIPH POCTE NMPOHULIAEMOCTH MEMOpPaHbI
MOBPEXKICHHOM KIETKHU.

OTO NPOSBISAETCS NPEXKIE BCETO TE€M, YTO KJIETKa HAYMHAET TEPATh Ka-
JIMH, IIOCKOJIBKY MOTEHLINAI TIOKOS TOBPEXKICHHOM KIETKH CHUKAETCSI U 3TO
cHkaeT notok K™ B kieTky. A B ciiydae, eciu NOBPEXICHUE KIETKU IPUBO-
JIUT K CHIDKEHHEO 00pazoBaHus AT® B MHUTOXOHAPUSX, HapymIaeTcs paboTa
Na*-K*- AT®a3p1, uT0 yrHeTaeT aKTUBHBIN TPAHCTIOPT KaJIHS U JOTIOTHUTEIh-
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HO MOHM)KAET €ro KOHIEHTpaLMIo B KieTke. OJJHOBPEMEHHO MOBBIIIAETCA
KOHLIEHTpALMs KaJiisl BO BHEKJIETOYHOHN cpejie. YBEeIHUeHHe KOHIEHTpaIu
K" Bo BHEKIJIETOUHOH cpenie CHUYKAeT MEeMOpaHHBIN MOTEHLHAT COCETHUX
KJIETOK, YTO B CBOIO OY€pEb MOXKET BBI3BaTh T'€HEpaIMIO HAa X MeMOpaHax
MOTEHIIMAIIA ISUCTBUS. DTOT (HaKTOp SBISETCS OAHUM U3 MEXaHU3MOB Hapy-
HICHUs] BO3OYJMMOCTH MHOKap/a B o4are WIIEMUH U MOXET ObITh OIHOU U3
MPUYUH BOSHUKHOBEHUS PUOPHILISIIIMU CepIIia.

B nporecce xku3HeAeATeIbHOCTH KIETKH MHOTOKJIETOYHOTO OpraHu3Ma
B3aMMO/ICHCTBYIOT MEX]y COOO0H, MOCKOIbKY HEOOXOAMMAa UX TeCHas KO-
opauHanus (QyHKIHNA B mpeesiax TKaHed u opraHoB. U, ciegoBarenbHoO,
nepeaavya NOTEHIMAala ¢ KICTKH Ha KIIETKY SIBIISIETCS OTHUM U3 CIIOCOO0B
B3aMMOJICHCTBUS KJIETOK B MHOTOKJIETOYHOM opraHusme. Takum oOpazom
MPOHCXOJUT CKOOPJUHUPOBAHHOE BO30YXK/ICHHE U COKPAIIEHUE MBIIICYHBIX
KJIETOK B TIpeJiesiaX MBIIIEUYHOH TKaHH.

Ho »T0 He eAMHCTBEHHBIN CIIOCOO KIETOUHOTO B3aumojeicTBus. Cyiie-
CTBYIOT €Ille TPH Croco0a MEeKKIIETOUHOW Tiepe/iady CUTHAIA!

1) lucTaHumoHHas nepeaaya CUrHaJIA, KOI/ia ofHa KJIeTKa CHHTE3UPYET
BEIIECTBO-PETYIISATOP, KOTOPHIH B CBOIO OUEPEIb BO3JCHCTBYET Ha JIPy-
T'YI0 KJIETKY 4epe3 creliuUUHbIi K HeMy perientop. Tak, B 4aCcTHOCTH,
JIEHCTBYIOT TOPMOHBI.

2) KontakTHasi mepeaaya CMrHaJja, KoTaa OJHA KJIETKa PeryaupyeT
(GYHKIAY ApyTrod KIETKU IMyTEM B3aUMOJEHCTBHA MOJIEKYJI, SKCITPEC-
CHUpPOBAHHBIX Ha NX MeMOpaHax (Harmpumep, Tak IeHCTBYIOT MOJIEKYJIbI
anre3un).

3) luTton/jia3MaTu4yecKuii KOHTAKT, KOT/Ia BEIIECTBO HEMOCPEICTBEHHO
yepes LIEJIEBble KOHTAKTBI IEPEIAETCS U3 OJHOM KIIETKU B APYTYIO.

B noBpexnenHoit kiet-

K€ YBEJIMUHMBAETCS KOHIICH-

S Tpauus nonos Ca?" B uTO-
LN 4 " miasMe. B HopMe KalbLuit
'ﬂ. : MIPOHUKAET B KIIETKY Kak

weneson

KOHTaKT CaMOITPpOM3BOJIbHO 4Y€PE3

_ S g1 -
i//\s {/ \ [ \) MeMOpaHHBIE TIOPHI IO
A / ‘
S Yy ) S 4

peuenTop

o IPaIMEeHTy KOHIIEHTPALIHH,
pepava curHana yepes
Lol piismn Sk TaK ¥ B HEKOTOPBIX CITydasix
TIPY OTKPBIBAHUH KaJIbIIHe-
PucyHok 13 Cnocobbl MeXK1emo4Ho20 BBIX KaHAJIOB ITOTCHIIHAJI3a~

e3aumodeticmeus BUCUMBIX (IIPH JEHONAPH-
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3a1i MeMOpaHbl) M JIMTAaHI-3aBUCHMBIX (IIPU B3aUMOJICHCTBUU KIETKU C
TOPMOHAaMH). YMEHBIIIASTCS CONlepKaHue B UToruia3Me kietku Ca** Gnaromapst
pabore Ca?*-Mg?'-AT®a3sb1, Na'-Ca?'- oOMeHHuKa U akkymymsinun Ca?’ B
MUTOXOHAPUAX. Ot MCEXaHN3Mbl, YMCHBIIAIOMINE KOHIICHTPAIIUIO KaJIbIUA B
LUTOILIA3ME, HAPYILIAOTCS IIPU MOBPEXKIEHUHU KIIETKU. B MOBPEKACHHOM KIIETKE
MMPOUCXOAUT IMOBBIICHUEC NTPOHUITACMOCTHU BHYTpeHHeﬁ MeM6paHI)I MHUTOXOH-
JIPUH, 9TO MOHMKAET MEMOPaHHbBIN MOTCHIINAT U CHIDKAeT 3()(EeKTUBHOCTh
SJICKTPOXUMHNYCCKOIO MEXaHN3Ma aKKYMYJISINUN KaJlblId B MUTOXOHIAPHU. C
JIPYTOH CTOPOHBI TTOBBINICHHE TPOHUIIAEMOCTH BHYTPEHHEH MEMOpaHbI TPUBO-
JIIT K «yTedke HoHOB K 13 MexmMeMOpaHHOro MPOCTPaHCTBA B MATPHUKC, YTO
CHIKAeT KOHIEHTpanuio HoHoB K B MexkMeMOpaHHOM TIPOCTPAHCTBE U HAPY-
maet padory AT®-cunterassl 1 00pazoBanue ATD (pa300iieHHe OKUCIICHUSI
U pochoprmpoBanus). ITO B CBOIO ouepeib yraeraer padory Ca*-Mg?*-AT-
®a3spl (Hapymiaetcs yaanenue Ca’ u3 nuroruiasmel) u Na'-K'- AT®a3s1 (310
MOBBIIIAET B IUTOIIa3Me KoHIeHTpanuio Na*, uro Hapymmaet paboty Nat-Ca*'-
0OMEHHHUKA U MTOBLIIIAET KOJTUYECTBO KaJIbIIs B HI/ITOHHEBMC).

VYeroitunBoe yBeuueHue koHmeHTpamu Ca?t B KJIeTKe MPUBOAUT K 00JTb-
IOMY CHEKTPY (YHKIIMOHAIBHBIX HapYIICHUH: JIe30praHu3yeTcsi padoTa
COKpaTUTENHHBIX OCJIKOB IIUTOCKEIIETA U, CIIEJI0BATEIbHO, HAPYIIIACTCS MO
BIYKHOCTH BHYTPUKJIETOYHBIX CTPYKTYP; TPOUCXOAUT N30BITOUHAS aKTHBAITUS
[IEeJIOTO psifa KICTOYHBIX KaIbIIUH-3aBUCUMBIX (pepMeHTOB (Pocdomumnas,
MpoTenHKUHA3, GocdoaudcTepas), HAPYIIAFOTCS MPOIECCH OPMUPOBAHISI
MeMOpaHHOTO TTOTeHIIANA.

[MuTockener.

B muroruiazme Kaxaoi KIeTKH TPUCYTCTBYIOT OSIKH IIUTOCKENETa, Ope-
JIEJISIONINE B3aUMOPACIIONOKEHUE OpPTaHelll B IUTOIUIa3Me, MepeMeIeHIe
BelecTB ¥ popMy KIeTKU. [[UTOCKeNeT mpeicTaBIeH TPeMs BUIaMU OEITKOBBIX
HUTEH — CAMBIMH TOHKUMH aKTHHOBBIMH MUKPO(DUIAMEHTaMH, TIPOMEKYTOU-
HBIMH (10 TOJIIIMHE) HUTSMH, K KOTOPBIM OTHOCSIT, HAIIPUMEP, MUO3HH, U MU-
KpoTpyboukamu. briaromaps nonuMepusaiuu OeNKOB UTOCKENETa STH HUTH U
MHUKPOTPYOOUKH MOTYT IO ME€pe HaJOOHOCTH 00pa30BBIBATHCS U PaCIaIaThCs,
00ycnaBiuBast MOIBIIKHOCTh KIICTOYHBIX OPraHeIlT H B3aUMOJICHCTBHE C MEM-
OpaHaMU KIIETKH. AKTUHOBBIC HUTH YYaCTBYIOT B OCYILECTBICHUN COKPAICHHS
MBIIICUHBIX KJIETOK, TOJBIKHOCTH U (DAarorutose paroiuTHPYIONNX KIETOK,
MUHOIUTO3¢E, IETPAHYIISAIMHI U T.JI. MUKPOTPYOOUKH PACXOMSATCS B [IUTOILIA3ME
KJIETKH U3 NEHTPOCOMbL. OHU OTBETCTBEHHBI 32 TPAHCIIOPT OPTaHEIT U BE3UKYIT
B KJICTKE, 32 PACHpPEICICHUE XPOMOCOM TP KIICTOYHOM JICTICHUH.
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[MockonbKy amst paboThI
COKPAaTUTEIbHBIX OCJIKOB
HEOOXOIUMO TOCTaTOUHOE
konuyectBo ATD, T0 B yc-
JIOBUSIX TUTIOKCHH KIJIETKH,
1, COOTBETCTBEHHO DHEP-
rogaedunTa, Hapymaer-
e e NHONRAS  MUbTEVosa cf MeXaHKIecKas pabota

T COKpaTUTENLHON CUCTEMBI
KJIETKH (1 MUKpO(drIIaMeH-
TOB U MUKPOTPYOOUEK).

Wnmoctpatyeid maToIoruy MUTOCKENeTa MOKET TakkKe ObITh ISHCTBHE psijia
TIPUPOTHBIX TOKCHHOB. Harpumep, nnToxaia3zuH (TOKCHH TUIECHEBBIX TPUOOB)
CIOCO0OEH CBSI3BIBATHCS C aKTUHOM, YTO HAPYIIAET €ro MOJMMEPH3AIINIO H,
COOTBETCTBEHHO, COOPKY MUKPO(PHIAMEHTOB. AJIKAJION/T PACTHUTEILHOTO MPO-
UCXOXKICHNUS KOJIXUIIMH HHTHOUPYET TOJIMMEPU3AIIUIO TyOYITMHA UITH IIPUBOJIUT
K JIerpaJlalliil MUKPOTPYOOUEK, 4TO, B CBOIO 04Yepe/ib HapymaeT (opMy KIETOK
(nanpumep, pubpo0OIACTOB, HEUPOHOB U T.JI.) U TPAHCIIOPT B HUX BEIIECTB.

PucyHok 14 Budbl 6esikos yumockenema

Snpo.

OcHOBHOM (yHKIMEH s/Apa SBISETCS XPAaHSHUE M BOCITPON3BEICHIE TCHE-
THYecKkoil nHpopmanmu, 3akoarposanHoi B JIHK. Snpo kieTkn okpyxeHo
TIBYXCJIOWHOU SIIEPHOI 000JIOUKOH, TP ATOM BHYTPEHHSIS siACpHAs MeMOpaHa
BKJTIOYaeT OeJKH, HEOOXOAMMBIE I B3aMMOJCHCTBUS C XPOMOCOMAaMH, a
HapykHass MeMOpaHa SBISIETCS POIOKEHHEM MEeMOpaHbI SHAOIIa3MaTH-
yeckoro petukyiayma. [Tomumo JIHK, opraHu3oBaHHOTO B XpOMOCOMBI, SIAPO
COZICPKUT OOJIBITIOE KOIMIECTBO OCITKOB ((PepMEHTHI, THCTOHBI, PETYIISTOPHEBIE
OeIKM), OTBETCTBEHHBIX 32 (PYHKIIMOHUPOBAaHKUE TeHOMA. S nepHast 00orouka
HUMEET TOPHI (CTIeITHaTbHbBIC KOMITIEKCHI OSITKOB), Uepe3 KOTOPhIC H30MpaTeih-
HO B SIAPO MMPOHUKAIOT PETYIISATOPHBIC OCITKN 1 HE0OXonnMbIe (DepPMEHTHI, a U3
sanpa skcnoptupytorcs B muroriazmy PHK n puGocomsr, koTopeie cuHTe3n-
PYIOTCS B SAPBIIIKE (CIEIHAIN3UPOBaHHOE 00pa30BaHUE B SApE).

IIpu moBpe)ACHUAX sIIpa BOSMOXKHBI PA3INIHBIE BUIBI HAPYIICHUH:

e Myrauuu monexkyn AHK, npuBoasimiue k HapylneHHUIO IPOLIECCOB
TPAHCKPUNINHN U TPAHCISAINHU, YTO B CBOIO OUEpEIlb BHIPAXKAETCS B
HapyIICHUH KU3HEEATEIIbHOCTH KIETKH, CBI3aHHBIM C YTHETEHHEM
cuHTe3a PepMEHTOB, CTPYKTYPHBIX, PEIIEITOPHBIX OEIIKOB U T.J1. My-
TaIid, BOBIIEKAIOIINE TeHBI, KOHTPOIUPYIOIINE KIETOYHO JIeJICHHE
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MOTYT MPUBOJIUTH K OITyXOJIEBOMY IE€pEpOXKIECHUI0 KieTkH. Kpome
TOrO 3aKPENUBIINECS B TEHOME MYTAalUU IPUBOASIT K HAPYILLIEHUIO
nepeiauu HacJIeICTBEHHOW HH(OpMAaIIHH.

* [laronorust pyHKIMOHUPOBAHUS SACPHBIX CTPYKTYD, CBS3aHHAs C Ha-
pYLIEHUEM II€pelaul CUTHAIA TEHETUYECKOMY allllapaTy KIETKH, Ha-
PYLIEHUSIMH ITpOCTpaHCcTBeHHOM opuenTanuu monekyn JJHK B sape,
Tpancnopra PHK u np.

IHAOIIAZMATHYECKUH PEeTHKYJIYM.

DHIOMIa3MaTHYECKUI PETHKYITYM MPEICTABISET 13 ceOsi CBOCOOpa3HyIo
[ATOTIA3MaTHIECKYIO CETh, COCTOSIIYIO 13 MeMOpaH. B sHmomma3marnaeckom
PETHKYIyME TIPOUCXOIUT CUHTE3 OCJIKOB, JIMITUJIOB M IPYTUX BEIIECTB, Kak HE00-
XOZMMBIX CaMOH KJIETKE, TaK U CeKPETUPYEMBbIX KIJIETKOM HapyXKy. DHI0IUIa3Ma-
TUYECKUI PETUKYITyM Pa3AeistoT Ha HIEpOX0oBaThli 1 maaxkuid. Ha noBepxHocTu
HIEPOXOBATOTO PETUKYTyMa NPUCYTCTBYIOT B OOJIBIIIOM KOJMYECTBE PUOOCOMBI
(xommexec PHK u Genka), OTBETCTBEHHBIE 32 CHHTE3 OejKa KIIETKOH (TIporiecc
TpaHcsmn). [loMuMo ToKanmu3auy Ha HI0MIIa3MAaTHUYECKOM PETHKYIyME
pubOCOMBI MOTYT TaK)Ke OBITH CBOOOIHO PACIOJIOKEHHBIMU B IIUTOILIA3ME.
I'manxuii sHI0MIa3MaTHYECKUI PETUKYITYM YYacTBYeT B CUHTE3€ JIMIIU0B. B
OOJBIIMHCTBE KIIETOK HIEPOXOBATHIN PETHKYITYM 3HAYUTEIIHHO TPeodiafaeT Hajl
TITJKAM 32 UCKITIOUYSHNEM CTICIIHAIM3UPOBAHHBIX KIIETOK aKTHBHO CHHTE3HMPY-
FOIIUX JIMMUZB! (HApUMep, KIETKH KOPBI HAATIOYEYHHKOB, CHHTE3UPYIOIINE
CTepOMIHBIE TOPMOHBI WJIHM TEMaTOIUTHI, CHHTE3UPYIOIINE JTUIOMPOTENHBI),
1 00J1a1al01UX PAa3BUTHIM IVIAJKUM 3HJOIIA3MATHYECKUM PETUKYIYMOM.
BakHo# (QyHKIHEH TT1aKOTO YHIOIIIA3MATHICCKOTO PETUKYITyMa SBIISCTCS
AKKYMYJISILMS KJIETOUHOTO KajbLsl U3 MTOILIa3Mbl. BeicBOOOXKnaromuiics u3
IVI4IKOTO PETHKYITyMa KaJbLUi B KAU€CTBE BTOPUUHOTO MECCEHKepa, 00ycia-
BJIMBAET aKTHBALUIO KIIETOK IIPH MOJIYYEHHH PsAZia PELENTOPHBIX CUTHAIIOB. B
MBIIIEYHBIX KJIETKAX ATOT BHUJ PETUKYIIyMa YPE3BBIYAHO PA3BUT IOCKOJIBKY
BBICBOOOXK/ICHHE B LIUTOILIA3My aKKyMY/IMPOBAaHHOI'O IPEBAPUTEIILHO B IVIal-
KOM PETUKYITyM€ HOHOB KaJIbLIMs HCIONB3YIOTCS KIIETKOU B aKTE COKpAILCHHS.

Hapymenust pyHKIMOHUPOBAHUS HYHAOIIA3MAaTHYECKOTO PETUKYIyMa
MOTYT MPOSIBIIATHCSI MHOTOOOPa3HO.

B miepoxoBaroM 5HI0IUIA3MATHYECKOM PETHKYITyME MOBPEKICHHON KIETKH
ero MeMOpaHa HepeJKO yTPauuBaET CBsI3b C PHOOCOMAMH, YTO €30PraHU3yeT
CUHTE3 OerKa B KIleTke. MOXKeT TakKe MPOUCXOIUTh pactiaj pudocoM Ha CyOb-
€IMHUIIbI, HalIpUMep, Npu Aeduiure HoHOB Maraus. B ycnoBusx aedumura
AT® MOXET CHIKAThCS CKOPOCTh TPAHCIIILIMKU Ha PUOOCOMAx HIEPOXOBATOTO
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9H/IO0ILIA3MAaTUYECKOTO PETUKYIIyMa.

B maaxom sHAOMIA3MaTHUECKOM PETUKYIYME HapyIlieHHe MPOHUIIAEMOCTH
MeMOpaH 1 U3MEHEHUE aKTUBHOCTH (DEPMEHTOB MTPUBOJUT K CHHIKCHHUIO 00-
pasoBaHus (HOCPOIUITNIOB U XOJIECTEPHHA, YTO B CBOIO OUEPENb OTPAXKALTCS
Ha KaueCTBEHHOM COCTaBe KJIETOYHBIX MeMOpaH. HapymraeTcs Taxke CHHTE3
JIMTIONPOTENHOB. B MOBpeKICHHOH KIIeTKe HAapyIaeTcsl ylaleHUE KIbIHS U3
[UTOIJIA3MbI B TJIaJIKUI SHJOIUIA3MaTHUYECKUN PETUKYIIYM NP HAPYIICHUH
(yHKIMOHUPOBaHUS Kanblui-MaruueBoi AT®da3pl, 4TO MOXKET MPUBOIUTH
K TIaTOJIOTUW MBIIIEYHOTO pacciiabieHus. B KiIeTkaXx MBIIICYHBIX BOJIOKOH,
KpOMe TOTO, HapyllaeTcs Mepeiada MoTeHIuala AeHCTBUS 110 MeMOpaHaMm
T-cUCTEMBI, TO €CTh CTPAJAIOT MPOIECCHI AMEKTPOXUMHUUECKOTO COTPSIKEHHUS
BO30YXKIICHHS U COKPAIICHUSI.

Kommiaekce INoabaxn

Kommnexce ['ompmku, npencraiser co0oil coOpaHHbBIE B CTOTIKY OTPAaHU-
YeHHBIE IVIaJIKO MEMOPaHOM MOJIbIe YIUIOMIEHHBIE [UCTEPHBI, (POPMHUPYIOIIIE
TpH QYHKIIMOHAIILHBIX OTCEKA.

ITepssrit orcex (Lluc) pacmomokeH psSAaOM ¢ HIOTUIA3MATHYSCKIM PETH-
KyJyMOM, B HErO MOMaJaroT TPAHCIIOPTHHIE BE3UKYJBI (OTIIOYKOBABIINECS
YYaCTKH MEMOpaHbl PETHKYITyMa), CollepiKallie OSITKH U JINHIIBI, KOTOPhIE
CHUHTE3MPOBAINCH B peTuKymyme. [lomanas B komrmieke [0nbkn BE3UKYITBI
BKJTFOYAIOTCS B MEMOpaHy KOMITIIEKCa, 0CBOOOKIas copepxumoe. Jlanee Genku
Y JTUTUIBI TIEPEMEIIAIOTCST B CPETHUH 1, 3aTeM, B KOHeUHBIH orcek (Tpamnc),
OTKyJla OHH TPAHCIIOPTUPYIOTCS B HY’KHYIO 4acTh KieTKu. Ilepemeriasce ye-
pe3 OTCEKH KOMILIEKCa
Tonbmku, OeNKy U Jin-
MUJbI YIIAKOBBIBAKOTCS
B TPAHCIIOPTHBIE BE3U- comerops
KyaeI L onbpkm (cexpe-

TOpPHBIC BE3WKYJIBI) U

NPHCOEANHSAIOT OIpe- rapre
JIeICHHbIE KOH(pUTYpa- @
[T

Komnnekc lonbaxu

MW MOJIEKYJ YTIIEBO-
JIOB — TaK HA3bIBACMBIC LUTONNAIMA
«aJapecHBIE METKHY, ——
HEOOXOIUMBIE IS I10-
majgaHus 3TUX OEJIKOB
U JUIHUIOB B HYXKHYIO  PucyHok 15 Komnsekc [obdxu

Be3UKYNbI

SHAONNAZMATUHECKUIA
PeTuRynym
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YaCTb KJICTKH, HAIIPUMEP, Ha MIJIa3MaTUYCCKYIO M€M6paHy WA B JIU30COMBI.

HpI/I TaTOJIOTUU KJICTKHU MOTYT IPOABJIATHCA I[e(beKTBI MPONCCCOB YITAKOBKU
BC€IICCTB B KOMIIJICKCE FOJII),Z[)KI/I, HalpuMmep, HAPYUICHUE YITAKOBKU Ir'aJIaKTO-
SUJINPOBAHHBIX OeJIKOB BCJIICACTBHEC ):[e(bI/IL[I/ITa I‘aJIaKTO?,I/IHTpaHC(I)epa?:LI napu
OJHOM U3 TUIIOB HACJIICACTBCHHOI'O MYKOJIMIINJ034a.

MuroxoHapun

B MUTOXOHIpHUSAX MPOMCXOJIUT 3allaCaHUE SHEPTUU B MOJICKYJIBI ajle-
HosuHTpudochara (ATD), koTopbie B JalibHEHIIIEM UCIIOJIB3YIOTCS B
MeTabonu3me. CTPYKTYPHO MUTOXOHAPHUHU IPEJACTABICHBI HAPYKHOU U
BHYTpPEHHEH MeMOpaHO#, KOTOpasi B CBOK 04Yepe/ib KMEET MHOTOYHUCIICH-
HbIE CKJIaJKU (KPUCTHI) MPeAHAa3HAUYCHHBIC JJIs YBEJIUYCHUS IUIOIIATN
noBepxHocTH. C BHyTpEeHHEH MEeMOpPaHOUW acCOMUPOBAHBI (PEPMEHTHI
neixaTesbHoM nenu u AT®-cuHTeTas’a, He0OXOUMBIC ISl OCYIICCTBICHUS
nporeccoB obpazoBanusi AT® —oxucnurensHOro GocHopUINpOBaHUS.
[Ipu sTom okuciieHrne U GochHOPHINPOBAHUS CONPSIKEHBI MOCPEICTBOM
CO3/1aHuA TpaJiieHTa KOHIIEHTPAIMN MPOTOHOB, MPU WX HAKOILUICHUU B
MEXMEMOPaHHOM MPOCTPAHCTBE BO BpeMsi pa0OThI IUTOXPOMOB. B cBoto
odepenb BO3BpalleHHEe MPOTOHOB dyepe3 kaHan ATd-cuHTeTa3bl U3 Me-
KMEMOpPaHHOTO MPOCTPAHCTBA B MAaTPUKC MPUBOAUT K aKTHUBALHMH (ep-
MeHTa U Gpochopunupoanuio AJID B ATD.

Hapyxnass MmemOpana MUTOXOHJIPUH XOPOIIO MTPOHHIIAEMA JIJIST BOJIBI
MOHOB U Jake HeOompmmX (10 5000x/]a) GemkoB, Garomaps HATHYUIO 3HAYH-

mexmembpaHHOE NPOCTPaHCTBO

HAQH ' (B ’ J y6uxuHon uuToXpom
AermaporeHasa Aernaporeasa KoQ pernaporenasa 41TC oKcupaasa

H. AAH H AA+ CYKUMHaT dymapat

CHUHTeTasa
MaTpUKC

PucyHok 16 OkuciumerneHoe hocghopusiuposaHue Ha 8HympeHHel MemMbpaHe MUmMoxoHOpuu
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TENTBHOTO KOJIMYECTBA KaHAI000Pa3yIomuX OEJIKOB — MOPUHOB. B To ke Bpems
BHYTPEHHSISI MEMOpaHa MUTOXOHIPHY HEMPOHUIIaeMa Il HOHOB U HeOOJIb-
mmx Monekya. [lepemenienrie HEOOXOUMMBIX MOJIEKYJ Yepe3 BHYTPEHHIOK MU-
TOXOHJIPUAIIBHYIO MEMOpaHy POUCXOAUT C y4acTHEM OeIKOB-TIEPEHOCUHKOB.

BHyTpHr MUTOXOHJpHUH PacoOIOkKEH MAaTPUKC — MPOCTPAHCTBO, OIPaHU-
YeHHOe BHYTpeHHEH MeMOpaHoiil. B Marprkce nporcxoast GpepMeHTaTHBHbIC
peaKIyy IUKIa TPUKapOOHOBBIX KucioT (muki KpeOca), okucienne nupysara u
JKUPHBIX KUCIIOT. B Marpukce pacnionaraercst muroxonapuaibHas JIHK u PHK
(pPHK u TPHK), cunTe3MpYyIOIIIe HEKOTOpble MUTOXOHIPUAJIbHBIE ()EPMEHTBL.

ITomMumo 3amacanus SHEPTUU MUTOXOHIPUH UTPAIOT CYIIECTBEHHYIO POJIb
BO BHYTPUKJIETOUHOM OOMeHe noHOB Ca’’, B MeXaHHW3Max aromnTo3a u psje
JIPYTUX (QYHKIHH.

Hapymenne paboTbl MUTOXOHAPHUH B CHITY 3HAYUMOCTH MX (YHKIIHH SIB-
JISIETCS OTHUM M3 KITIOYEBBIX 3B€HBEB B IPOIIECCE MOBPEKICHUS KIETKH.

ITaTonmorus KJIeTKH MOXET COMPOBOKIATHCS TOPMOKEHHEM TPOIIECCOB
okucieHus B nukie Kpedca, Kak 3TO IpOUCXOANT, HAITPUMEp, TPH WHTOKCH-
Kallid aMMHAKOM.

Taxxe BO3MOKHO yrHEeTeHUE padoThl (HEPMEHTOB JIBIXaTEIBHOHN IEMH
TIpU ACHCTBUM HA HUX Psila TOKCHYECKUX BEIeCTB (M30MparenbHast O1oKa-
Jla aToMa KeJjie3a MUTOXPOMOKCHIA3bl [IHaHUIaMH, HapyIIeHHe repeHoca
9JIEKTPOHA YOMXWHOH/IETH/IPOT€HA30H MPH JIEHCTBUHM aHTUONOTHKA aKTHHO-
MHNFHA A) WX TipH AeUIATE BEIIECTB, HEOOXOIUMBIX ISl aJlCKBAaTHOTO
(hyHKIIMOHMPOBAHUS IbIXaTENbHON 1enH (aBuTaMuuo3bl B2, PP, neumut
JKee3a, MeIH | T.1.)

MoryT TakXe pa3BUBaThCS MPOIIECCHI pa300IIeHUS OKUCICHHS U (hochopH-
JIMPOBAHMS BCIIEICTBUE YTEUKU IPOTOHOB U3 MEXMEMOPAHHOIO IIPOCTPAHCTBA
B MaTpPUKC 4epe3 BHYTPEHHIOI0 MEMOPaHy MUTOXOHIPHHU NPH HOBBILICHUN
ee TPOHUIIAEMOCTH (HapuMep, Mpu NelcTBUH 2,4-THHUTPOGEHOa, ONTH-
pyOmHa, THPOKCHHA).

JIn30coMBI U EPOKCHCOMBI

JIN30COMBI SIBISIFOTCSI MEMOPaHHBIMH 00Pa30BaHHSAMH, TIOJIOCTH KOTOPBIX
COZIEP KUT KUCIIBIE THAPOJIa3bl, HEOOXOIMMBIE [UIS pachaa OeJIKOB, )KUPOB U
yrieBooB. | maponurudeckre GepMeHTHI JIN30COM 00pa3yroTcs Ha MeMOpaHe
IIEPOXOBATOTO YHIOIIA3MATHYECKOTO PETUKYIYMA U UX IINKO3MWIINPOBAHNE
HPOHMCXOIUT B KoMIuTekce [ompmku. B aronutupyronmx KieTkax, HampruMep
JIEHKOIMTAX KPOBH, JTH30COMBI, 00BETUHSSCH C (harocoMamu, 00pa3oBaBIIIH-
MUCS TP TIONIIOMIEHNH (haroIUTHPyeMoro 00beKTa, 00pas3yroT (aroIm3ocomy,
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I7ie ¥ IPOUCXOAUT NiepeBapuBaHie. B HearonuTUpyommx KIeTKax JIM30C0o-
MBI 00pa3yloTcs Mpu ayToharuu NOBPEKACHHBIX KIETOUHBIX CTPYKTYP MpH
y4acTHU MeMOpaH H0IIa3MaTHYeCKOT0 PETUKYITyMa HITH ITPH CO3PEBaHUH
9HJI0OCOM, 00pa30BaBUIMXCS MPH DHIOLUTO3E BE3UKYJ, KOTIA U3 KOMILIEKCa
FOJ'II)IDKI/I K HUM JOCTAaBIIAIOTCSA JIN30COMAJIbHBIC (I)CPMCHTBI.

HCpOKCI/ICOMI)I TAaKXKC ABJIAIOTCA M€M6paHHI)IMI/I BE3UKYJIaMU, OJHAKO B
OTJIMYHE OT JIM30COM, BMECTO THIPOJIa3 COACPKAT OKUCITUTENbHBIC (DepPMEHTHL,
00pa3yroline NepeKkuch BOAOPO/IA U3 KMCIOPOa U OpraHMyecKkoro cyocrpara,
TMO/IBEPTIIETOCS] OKMCICHHUIO B IIEPOKCHCOME, a TaKKe KaTajasy, JJisl KOTOpOH
MePEeKUCh BOJIOPO/IA SIBIISIETCS CyOCTPATOM, MPEe0OpasyIoNIyro EPEKHCh B BOY,
YTO CHUKAET TOKCHYHOCTD. | [epOKCHCOMBI OKUCIISIFOT Pa3IMYHbIE OpraHUueCKUe
MOJIEKYJIbI, HAIIPUMED YKUPHBIC KKCIIOTHI ¢ 00pa3oBaHieM aleTmi-kodepmeHTa
A (anetrn-KoA), He00X0MMOT0 B KIIETOYHOM METa0OIIU3ME.

[Taronorus JIM30COM MOXET OBITh CBSI3aHA JIMOO C TIOBBIIICHUEM ITPOHHIIA-
€MOCTH UX MeMOpaH, JIM0O ¢ HeI0CTATOYHOCTBIO JIN30COMAIBHBIX (DEpPMEHTOB.

[oBrbINICHHE TTIPOHHUIIAEMOCTH, COMTPOBOMKAAIOIIEECS BBIXOJIOM JIN30CO-
MaJIbHBIX (PEPMEHTOB B IUTOIIA3MYy C MOCICAYIONINM ayTOJIH30M KIIETKU
HaOJIroIaeTCs MpH Hekpo3e. Hampumep, JeiicTBUE TIECHEBBIX a()IOTOKCUHOB
Ha renarourThl TPUBOAUT K PE3KOMY YBECIIMYCHUIO IPOHUIACMOCTHU MeM6paH
JIM30COM, YTO TIPUBOJIUT AyTOJIH3Y KIETOK, PA3BUTHIO MACCHBHOTO HEKPO3a U
OCTpOI NEYEeHOYHON HEJOCTATOYHOCTH.

[Ipu HETOCTATOYHOCTH JTU30COMATBHBIX (DEPMEHTOB MPOUCXOIUT HApY-
[IEHHE META00IM3Ma psAda BEUICCTB (FJIPIKOFGH, JIMIIAbI, MYKOITOJIMCaXapu bl
Y JIp.), CBSI3aHHOE C yTHETECHHEM MX Pacra/jia B IN30COMaX U MOCIEIYIONIEro
HaKOTUICHHA B KJIETKaxX (T.H. «00JIe3HN HAKOMJIEHHUS» - HACIIEJCTBEHHBIC
TJIUKOT€HO3BI, JINTTUAO3EI, U T.1I.).

[IpumepoM maToNoruu TU30COM, ITPU KOTOPOH HAPYIIAETCS MEXaHU3M
COPTHUPOBKH U TPAHCTIOPTA JIM30COMANBHBIX ()EPMEHTOB SIBISETCS O0/e3Hb
I-knemox. Ilpy 5TOM peKOM HACIEACTBEHHOM 3a00JI€BaHUH JTM30COMBI JIH-
IIeHBI THIPOJIa3, 9TO HapyIIaeT epeBapuBanue. B To jxe BpeMst aKTHBHOCTH
THIPOJIa3 OTIPEIENeTCS BHEKIETOYHO. DTO SBISIETCS CIIEACTBHEM HAPYIICHUS
COPTHUPOBKH B KOMIUTEKce | 0ITbKH, KOT/Ia M3-3a OTCYTCTBHS MaHHO030-6-(oc-
(ara (Mapkep COPTHPOBKH JTU30COMATBHBIX (PEpMEHTOB), (PEpMEHTHI OIIIH-
OOYHO YITAaKOBBIBAIOTCS JUTSI BHEKIIETOYHOM CEKpEIiH.

[TaTonorus mepoKCHCOM MOXET OBITh CBS3aHA KaK C HACIEICTBEHHBIM
(mepBuYHBIM) HepUITUTOM (PEPMEHTOB, TAK U C BTOPUIHBIM YCHIICHHEM OKHC-
JUTETHHBIX TPOIIECCOB B TIEPOKCHCOMAX, HAIIPUMEP TIPH BOCTIAIEHUH WITHA FX
ociiabiieHueM, HalpuMep TP THITOKCHH.
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IIATOAOTI'HSI TEHETHYECKOI'O AITITAPATA KAETKH.
ITATOAOTHSI HACAEACTBEHHOCTH

CrpykTypa 1 yHKIMM OpraHu3Ma [IaBHBIM 00pa3oM 3aBUCST OT OelkoB. B
CBOIO OYepe/ib OEIKOBBIC MOJICKYJIbI UMEIOT OIpE/IETIEHHOE CTPOSHHUE, T03BO-
Jsro1ee JF000i KIIeTke (KaK U OpraHu3My B LIEJIOM) yCTOHYMBO U3 MOKOJIECHHS
B [IOKOJIEHHUE COXPAHSTh OTIMYAIOIIIE €€ B CBOEH OCHOBE 0COOEHHOCTHU CTPYK-
Typbl ¥ pyHkuun (penorun). Madopmanms o cTpoeHUH OSIKOBBIX MOJIEKYI, a
TaKOKe CTPOeHNH puboHyKIenHOBBIX KucioT (PHK), koTopbie cuHTe3upyroTcs
HETIPEPBIBHO B KHMBOH KieTKe, 3aMKCHPOBaHA B MOJIEKYJIaX JAE30KCHPUOO-
HykJenHoBoH kucioTsl (JJHK) B Buze onpeneneHHbIX mocie[oBareIbHOCTeN
HYKJICOTHJIOB (€AMHHIA HACTIEJICTBCHHOCTH - TeH).

TEHbI — smo yyacmku [HK, Hecywue uH¢hopmayuro 0 cmpoeHuu 00Holi MoseKynbl
6enKa unu o0Holi monekynol PHK.

CosoKynHOCMb 8Cex 2eHO8 8 coYemaHuU € peaynupyrouumu
nocnedosamenbHocMAMU (pyHKYUOHAAbHbIe 06aacmu) cocmasasiom FTEHOM

Crpykrypa u pynkunonupoanue JHK

JHK — 510 monuMepHasi MoJieKysa, COCTOAILAsE U3 MHOXKECTBA HYKJI€O-
THUJI0B, PACIIOJIOAKEHHBIX B CTPOI'0 OIIPEIEICHHOMN nociienoBarebHocT. Hy-
KJICOTH/IBI B CBOKO OUYEPE/Ib COCTOST U3 caxapa — JAe30KCHpH003bl, (hochaTHoi
IPYIIIBI ¥ OJHOTO U3 YEThIPEX HYKJICOTUIHBIX OCHOBaHUH (a1€HUH, I'yaHUH,
THMUH, IUTO3HMH). Mexay co00i HyKJICOTHABI COSTUHSAIOTCS ITOCPEICTBOM
oOpasoBaHus cBs3eil caxap-ocdar B umHHEBIE 1eny. [Ipn aTom oOpasyrorcs
TIapHBIE ST, KOTOPBIE CBA3BIBAIOTCS APYT C APYTOM ITOCPEICTBOM (hOPMHUPO-
BaHMS CJIa0bIX BOIOPOAHBIX CBA3EH MEXIy MOJIEKYJIaMU KOMIUIEMEHTAPHBIX
rap OCHOBAHWH aJIeHUH-TUMHUH U TyaHUH-ITUTO3WH. TaknuM 0O0pa3oM B Tr000it
KJIETKE OpTaHW3Ma YelloBeKa (3a MCKII0YEHHEM IMOJIOBBIX) 00pasytoTcs 46
JBYXICTIOYEYHBIX, KOMIUIEMEHTAPHO-CBA3aHHBIX C JPYT APYTOM MOJIEKYII
JIHK, Ha3pIBaeMBIX XPOMOCOMBI, KOTOPBIE CBSI3BIBAIOTCS MEXTY CO00M B 23
cecTpuHCKHE maphl (22 maper ayTocoMm u 1 mapa moJoBbIX xpomMocoM: XX
napa y *eHIMH 1 XY mapa y My>K4HH), KaXIas U3 KOTOPBIX YHACJIeI0BaHa
OT oftHOTO U3 poanTeneil. [1oaHbIT HAbop XPOMOCOM € YIE€TOM MX KOJIMYECTBa,
JUIMHBI, PACIIOIOKEHHUEM LIEHTPOMEPBI U T.JI. COCTaBIISET KAPHOTHUII YEJIOBEKA.

JKu3Hb KIeTKH U ee [eneHue ¢ 00pa30BaHUEM JOUEPHHUX KIETOK, KOTOPbIE
MPUHSATO HA3bIBaTh KJIETOYHBIM HMKJIOM, IpoucxoauT npu yuyactuu JHK.
Knerounpiii nuks coctouT us yetwipex das: G -dasa, S-hasa (cunTeTHYECKas),
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G,-tasa (untepdasza) u M- dpaza (Muro3). Kierku, oOpatumo Bomeamue B
cocTostHuE MOKOst, nepexonat us G -¢dasvl B G -¢pasy.

Bce a3l npoxokIeHust KJIETOYHOTO LUKIIA SBISIOTCS PEryIHPYEMBIMH.
Takue MexaHU3MBbI KOHTPOJISI IPUHSTO HA3bIBATh KOHTPOJIBHBIMHU TOYKAMH
KJIETOYHOr0 IMUKJIa. M3 HUX MOXKHO BBIICIUTH TPH OCHOBHBIX: KOHTPOJIb-
Has Touka G (TOuKa pecTPHMKIHUH), KOHTpoIbHas Touka G,/M, KOHTpOJIbHAs
TouKa cOOpKHM BepeTeHa JeneHus (mepexoa oT meradassl k aHadase). Eciau
HPH TPOXOXKICHUH KIIETKOW KOHTPOJIBHBIX TOUEK OOHAPYKUBAIOTCS IE(PEKTHI
perumkanuu JJHK nin pasneneHuss XpoMOCOM — B 9TOM CIIy4ae MPOUCXOIHUT
OCTaHOBKa KJIETOYHOTO LIMKJIa BIUIOTH 10 ycTpaHeHus aedekros. [IBmkenne
M0 KJIETOYHOMY LIMKJTy TOYHO PETYIUPYETCs C MOMOILBIO CIIeHUaIbHBIX OSTIKOB
- HMKJIMHOB. [[UKITMHBI SKCIIPECCHPYIOTCS B TeYEHHE KOPOTKUX HHTEPBAJIOB B
COOTBETCTBYIOIINX TOUYKAX KJICTOYHOTO [UKJIA. L[UKITMHBI B3aMMO/ICHCTBYIOT C
(bepmeHTaMU — HUKIMH3aBHCHMBbIME KHHa3amMu (CDK), 1 X akKTHBUPYIOT.
CDK, B cBOM0 0Ouepesb, GoCHOpITMPYIOT U AKTUBUPYIOT OSJIKU, HEOOXOUMbIS
JUTSL IPOXOYKACHUSI KIIETOYHOTO [IUKIIA.

G ,-daza naspiBaercs asoit pocra. B 5Ty (hasy NpoMCcXOMMT aKTHBHbIH CHH-
Te3 OEJIKOB, YBEIMYUBACTCSI KOJIMUECTBO OPTaHesll U KJieTKa pacTeT. KoHTposb-
Hast Touka G, ONpeNeNnsAomas nepexos KIETKU B S-asy, perympyeTcs UKIII-
Hamu G /S (xomrutexcamu mukiud E-Cdk2 u nuxmn D-Cdk4). Kontposbhas
touka G /S perymupyercs Taroke Genkom pS3, KoTopbiii ipu nospexkaenuu JIHK
YIEPHKHUBAET KIETKY B (haze G| TOCTATOYHO JIOJITO JUIs BKIIOYEHHUS IPOLIECCOB
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penapauyu, 1mbo, ecnu nopexaenre JJHK nermonpasumo, 3amyckaer anonros

KieTku. B S-hazy npoucxomut cunre3 JIHK B pesynsrare uero Bce XpOMOCOMBI

PETUTMILHPYIOTCS, U KKAask XpPOMOCOMa COCTOUT U3 JABYX CECTPUHCKUX XPOMa-

i, CuHTe3 OeNKa CHIKAETCSl 32 MCKIIFOYEHUEM TUCTOHOB. Dxon B G,-¢asy

perynupyetcs komiekcom ki A-Cdk2. B G,-¢asy Bo300HOBIsIETCS CHH-

Te3 OerKa 1 MEKPOTPYOOUKH (POPMHUPYIOT BepeTeHo AeieHus. Bxoa B M-dazy
perymupyetcst komriekcoM ik B-Cdkl.

MuTo3 B CBOIO OuY€pEb

KNETOYHbIW LIUKN TaKXKe TPOXOIAUT B psin (as:

npodasa, npomeradasa, Me-

uwkamH E-Cdk2 tadasa, aHadasa u Tenodasa.
umkanH D-Cdk4

B meradasze cecrpun-

m_; ./,:> e % CKHE XPOMAaTH]Ibl XPOMOCOM
U COEJMHEHBI B pailoHEe 1IEeH-
TpPOMEpPHI, OTBEYAKOLIEH 3a

|:> PacXoXJICHHUE CECTPUHCKUX
<3 XPOMATHJL B JIOYEPHUE KIIET-
KU TIPH KJICTOYHOM JICTICHUH.

@l U K meHTpoMepe XpoMoCOMBI
<j/. NPOUCXOIUT NPUKPEIUICHUE

4 MHKpOTpyOOUeKk BepeTeHa

PucyHok 18 ®asel K1lemoyHo20 YUKa JCJICHUS ITPU MUTO3E. Xpo-

Wy <——— uentpuonn

M wmn
nHTepdasa N
G, .
- | @

npogasa bk paspenenme 5

npomeradasa »

&l Tenogasa

pacxoxpaeHue
Xpomocom

aHadasa

metadasa

PucyHok 19 Cmaduu mumo3sa
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MOCOMa JICTIUTCS IIEHTPOMEPO Ha JIBe YacTH, Ha3bIBacMbIE IUICYaMU, IPU
9TOM JUIMHHOE TIeYO MPHHATO 0003HaYaTh OyKBOH (, a KOPOTKOE — OYKBOIA .
B cepeaunne 1953 rony
A Jlxetime Yorcon (James Watson)
[— u ®pencuc Kpuk (Francis Crick)
OTHCAaH CTPYKTYpHOE YCTpPOii-
ctBo monekyn JIHK B Bune nByx-
LIETIOYEYHOM CIIUPAJIU C 11aroM B
LeHTpomMepa 10 map ocHOBaHMIA, 3aKPyUCHHOM
BOKPYT O€JIKOB- TUCTOHOB. Takoi
komiuieke JIHK-0enok npunsiTo
Ha3bIBATh XPOMAaTHHOM, KOTOPBII
Y TIPEJICTABISIET U3 ce0sl OCHOB-
HO€ COJIEPKUMOE SIpa KIETKH.
B npouecce nenenus kier-
ku nBe nenu JHK pacxomsarcs
(pa3pbIBarOTCSI BOLOPOIHBIE CBSI-
31 MEXJY HYKJICOTUIAMU) U JUIs
KaXJI0M U3 HUX KOMIUIEMEHTap-
HO CHUHTE3UPYETCs] HOBasl LIEIlb, IOBTOPSIIOIIAs UCXOAHYIO. DTOT IPOLEece
HaspiBaeTcs permtukanueil JIHK u on nexxur B ocHOBe mepenadn (peHOTH-
MUYECKUX IPU3HAKOB HOBOOOPAa30BaHHBIM KieTKaM. [Iponecc permkanun
JIHK mmeet psim 0coOCHHOCTEIH:

* MHunuanus peruiMKaluy HauMHAeTCs ¢ 00pa30BaHUs C ydacTHEM
(epMEHTOB HECKOJIBKHX JECATKOB ThICSY YHaCTKOB PACXOXKICHUS ABYX
crmpaseit JIHK n ux packpydnBanust (peTUIMKAITIOHHEBIE BUIIKH )

* C momorrsio JIHK-mmonmmmepas nmponcxomuT oopazoBaHme KOMILIEMEH-
TapHbIX ydacTkoB nernn JJHK ot 3>-xoHma x 5>-KoHITy (TOMEYeHbI B
COOTBETCTBHUHM C HE3ALIUILCHHBIM aTOMOM YIJICPOAA), A5l ONHOW HUTH
HETIPEePBIBHO, IS APYTOH (e HaBcTpeuy) — ¢pparmenTamu ((hparMeHThI
Oxkazaku), KOTOpBIE TIOTOM CITUBAIOTCS B €AUHYIO HUTh (pepMEHTAMH
—JHra3amu

» JIHK-monumepasa ne moxet permuuuposats [JHK Ha camom koHue
XpoMocombl (Teromepa). [loaToMy B OOTBIIMHCTBE KIETOK MOCIE
Ka)KI0T0 JEJICHMsI TeJIOMepa YKOpPauMBaeTCsl Ha MOCaJ0YHbIA yJa-
CTOK (pepMeHTa-nonumMepasbl. st perumkanmun TenoMepsl TpedyeTcs
CHeLUaIbHBIN (hepPMEHT-TEIOMEpasa.

[Tockonbky Oenku opraHu3Ma denoBeka coxepxar 20 aMHHOKHCIIOT B

nneyo p

nneyo q

PucyHok 20 O6wjas cmpyKmypa xpomMocomel
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pasznuuHbIXx KoMOuHanmax HykiaeoTuasl JJTHK koaupyror kaxayro u3 aTux
AMUHOKHUCIIOT TPHILJIETAMHU, TO €CTh ONPEJEICHHBIMI COUETAHUSAMU TPEX
HYKJIeOoTH0B. Takoi TpHILIeT Ha3bIBaeTcsl KOAOH. B mponecce cunresa Oenka
YYacTBYeT TaKKe OJHOLENOYEUHAsI MOJIEKYJla pUOOHYKICHHOBON KHCIIOTHI
(PHK), kotopas otnnuaercs ot JIHK no xapakrepy mosnekysbl caxapa (pudo3a
BMECTO JI€30KCUPHOO03bl) U OJHOTO W3 HYKJICOTHIHBIX OCHOBAHUH (ypariui
BMecTo TuMuHa). [Ipu 3Tom PHK MokeT BbICTynaTh B KaueCTBE MOJIEKYJIHI,
cienka nHpopMmanuu ¢ yyactka monekyas! JHK s mocnenyromero cuaresa
oenxa (madopmannonnas PHK, uPHK), MmoxxeT 00pa3oBbIBaTh CTPYKTYpHI B
[UTOIUIa3Me, T/ MPOUCXOIUT CUHTE3 Oesika — puboCcoMBbI (pUOOCOMabHAS
PHK, pPHK) u BbITONHATH QYHKINIO TPaHCIIOPTEPa aMHUHOKHCIIOT, OTPEO-
HBIX JUIs cHHTe3a OenkoBoit Monekyisl (TpancrnioptHas PHK, TPHK). Onncanst
u apyrue tunsl PHK.

IIponecc cunreza u”PHK ¢ marpunsl yuactka JJHK HaseiBaeTcs TpaHc-
kpunums. B nmponecce tpanckpunmuu yuacteyet ¢pepment JJHK-3aBucumas
PHK-nonumepasa, ¢ moMolibio KOTOPOro ¢ yyacTka ogHoi u3 nenouyek JJHK
komIuieMeHTapHo codupaercas MPHK. Tpanckpunuus HaunHaeTCs TOCHe
csizpiBanmsi PHK-nommMepasel on nevictBueM (pakTopoB TPaHCKPHITIHH C
HavYaJIbHOH (MPOMOTOPHOM) 30HOH TpaHckpubupyemoro yuactka JJHK.

Tak Kak Bce KJIETKH OpraHu3Ma COAEp)KaT OJHH U T€ YK€ TeHBI, Pa3IH4Hs B
(heHOTHTIE KIIETOK SIBJISIOTCS CIEACTBUEM PA3INYHIA B OKCTIPECCHH T€HOB. T0
€CTb OJIHY TeHBI aKTUBHO TPAHCKPUOHUPYIOTCS, IPYTHE — «MoTdaT». biaromaps
3TOMY MTPOMCXOANT 1 M3MEHEeHUe (DYHKIIMOHUPOBAHHUS KIIETOK TP M3MEHEHUHT
BHEIIHUX BO3JecTBUM. [I03TOMY Ba)KHEHIIMM MEXaHU3MOM DKCIIPECCUU
TEHOB SIBJISIETCS PEry/sILys MHULMALMK TPAaHCKPUIILUU. DTOT IIPOLIECC Pery-
mupyetcs yaactkamu JIHK, Ha3pIBaeMbIMU IHXaHCepaMH. DHXaHCEPHI TIPH
3TOM B3aUMOZEHCTBYIOT CO CIELUAIbHBIMU OellkaMu — paKTOpaMu TPaHc-
KPHMIIIUH U aKTUBUPYIOTCA. [locie akTuBanyy 3HXaHCep B3aUMOAEHCTBYET C
HPOMOTOPOM I'€Ha HOCPEACTBOM 00pa30BaHuUs ETIIM XPOMOCOMBI C y4aCTHEM
CIELMANIBHBIX CTAaOMIN3UPYIOLIMX OenkoB. [lepenaua perynsaTopHbIX CUTHAJIOB
0T ()aKTOPOB TPAHCKPHUIILMH, CBSI3aHHBIX C YHXAHCEPOM, Ha IIPOMOTOP OCY-
MIECTBIICTCS IIOCPEACTBOM MEIUATOPHBIX OCITKOB (KOMIUIEKC U3 26 OCIIKOB).
IIpomoTOpEI B CBOIO 04Yepeb HHULMUPYIOT akTuBHOCTh PHK-nonnmepassl,
CUUTBIBAHUE MOCIIEOBATEIEHOCTH HYKIEOTHIOB reHa U Tpanckpumnuio PHK.

IToMumo 5HXaHCEPOB MHULUALINS TPAHCKPUIILINHU PETYIUPYETCS CIIENAANb-
HBIMU PETYISATOPHBIMHU O€JIKaMH, N3BECTHBIMU KaK aKTUBATOPHI U PEIPECCOPHI.
Bejxu-akTHBaTOPBI CIOCOOHB! B3aMOAEHCTBOBATh C IPOMOTOPOM I'eHa B
JHK u obecrieunBath Bo3aeiicTBrE (PaKTOPOB TPAHCKPHUTIIINH, HEOOXOAUMBIX
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s aktuBanuu PHK-nonmnMepassl. Beaku-penpeccopbl Ha000poT, B3au-
MOJICUCTBYSI C IIPOMOTOPOM MPEISTCTBYIOT BO3JICHCTBHIO HA HETO (PAKTOPOB
TPAHCKPUIIIINN U yTrHETatoT aktuBanuio PHK-momnMepassbr.

IMockonbky B JIHK O0BIIMHCTBO MPOMOTOPOB I'EHOB COIEPIKAT OCTPOBOK
CpG (o6mactu JHK, B KOTOPBIX HEMOCPEICTBEHHO 32 IUTO3UHOM CIICTYET
TyaHUH T10 HapaBJICHUIO 5’—3”) ¢ MHOTOYHMCIICHHBIMH caTaMu (YIacTKaMM)
CpG. Korma muorne CpG-calThl TPOMOTOpa TeHa METHIIMPOBAHBI, CUUTHI-
BaHUE HE MPOUCXOJMT W T€H CTAHOBUTCS WHTMOMPOBAHHBIM (MOJIYAIIUM).
Perynsanus metunuposanus JJHK, usmensdronmas B UTore TpaHCKpUILUIO
TCHOB, IMTPOUCXOUT MOCPEIICTBOM B3AMMOJICHCTBUS IPOMOTpa ¢ (paKToOpamMu
TPAHCKPHUTIITUHIH.

B xnmHMYeckoii mpakTrke 3(h(HeKT MHTHOUIINY TPAHCKPHITITUN HEKOTOPBIX
BEIIECTB HCIIONIb3YETCS B aHTHOAKTepHaNbHON Tepannn. Tak, aHTHOMOTHK
pudaMIUIMH THTHONPYET aKTUBHOCTH OakTepuaibHoi PHK-monmnmepassr,
MO/IaBIISIsT TPAHCKPUIIUIO, a 8-THAPOKCUXHUHOJIHH MIPEACTABISAET U3 ce0s
TPUOKOBBII HHTHONUTOP TPAHCKPHITIINH.

O6pazoBasiiasics B rporecce Tpanckpumimu Moekyrna PHK moaBepraercs
B SiIpE CIUTAWCUHTY, TO €CTh M3 Hee YIAISIOTCS YIaCTKH, T/Ie He 3aKOIUPOBaH
0enoK (MHTPOHBI) U COXPAHSIIOTCS YUACTKH, KOAUPYIOIINE OeJIOK (IK30HBI),
nocite atoro PHK cranoButcs marpuanoit (MPHK) u Tpancnoptupyercs B
IUTOIUTa3My KIJIETKH depe3 MOpHI B AJIEPHON MeMOpaHe 10 HaIllpaBIEHUIO K
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pubocoMam TO €CTh CTAHOBSTCSI OCHOBOM JIJIsI IOCJIEAYIOIIETO CHHTE3a OelKa
(TpaHcasimum).

Tpancisiust npoucxoauT Ha pudocomax ¢ yuactueM TPHK. CuntriBanne
nnpopmarmu ¢ MPHK npoucxoaut ¢ yuacruem TPHK, kaxnas u3 kotopbix
MMEET aHTUKOJIOH (TPHUILIET HYKJICOTHJIOB), KOMIUIEMEHTAPHBIN TOMY I HHO-
My Konony HykieorunoB Ha MPHK. Kaxnas TPHK cnocoOHa npucoenuHsTh
OIIpe/ieTICHHY 0 aMHHOKHUCIIOTY, COOTBETCTBYIOIIYIO aHTHKOZIOHY. Ha pubocome
aMUHOKHCIOTHI oTcoenuustores oT TPHK u nmocnenosarensHo crmBaioTes
Mexty coboii. Tak oOpa3yercst MoJIeKyJia Oelika B KOTOPOU MOCIICA0BATEIIb-
HOCTb aMHUHOKHUCIIOT CTPOTO COOTBETCTBYET IIOCIIEA0BATEIILHOCTH TPUILIETOB
nykineotnnoB Ha MPHK. Ha ogaoit MPHK MokeT mpoucxXonuTh TPaHCIISIINS C
y4acTHEM OTHOBPEMEHHO HECKOIILKUX PHOOCOM, UTO YCKOPSIET CHHTE3 Oeltka.

Mope:xnenue THK u 3ammrTa or MyTanuii.

IToepexaenus JTHK ObiBarOT 3HI0T€HHBIMU U SK30I'€HHBIMH.

Onooeennvle nospexcoenus JJHK pa3BuBaloTCs B pe3yiibTaTe OLIMOOK B
mporiecce perKanuy win pa3psiBo JIHK npu okucintensHoOM 1e3aMUHU-
POBaHMY WM AEWCTBUU KUCIOPOIHBIX PAJIUKAIIOB.

Ok30eennvle nogpedcoenus /JHK BOSHUKAIOT B pe3yibTaTe NEHUCTBUS
u3aydeHus (yneTpaduoiaeToBoe, HOHU3NUPYIOIIEe), TEPMUUYECKOTO (akTopa
(ToTepst MypUHOBBIX OCHOBAHUMN ), XUMHUYECKUX MyTarcHOB (apOMAaTHIECKHE
COCTMHEHUS U Jp.), BUPYCOB.

B tom ciydae, eciu mponCXOIUT BOSHUKHOBEHHE OIMMOOK B MOJIEKYJIE
JHK B cuny neiicTBus BbIICHA3BAHHBIX MPUYUH M 3TH ONIHOKU 3aKperisi-
FOTCSl — BO3HUKAET MyTalus.

MYTALNA — ycmoliyusoe usmeHeHue nocnedosamenbHOCMU HYK1eomuooe 6

AHK e pe3ynomame HapyweHus npoyeccos penaukayuu, peKombuHayuu 2eHos,
mpaHckpunyuu u penapayuu AHK

Camu o cebe mytanmu B JJHK mocrarouHo penku mo cpaBHEHHIO C KO-
JIMYECTBOM MOBPEXICHUI U IPOMCXOAMUT 3TO IIOTOMY, UTO B KJIETKE UMEIOTCS
MEXaHH3MBbI 3aIIUTHl OT MyTAallMi B TOM YHCJIE MeXaHU3Mbl penapauuu
(BoccranoBnenus) JJHK. [l spdextnBHOTO QYHKITMOHUPOBAHUS TaKUX
mexann3moB JIHK momxHa OBITH IBYXIIETIOUEYHOH, TOT/IA TIOBPEXKICHHBII
YYacTOK OHOM LieNH BOCCTAHABJINBACTCSI KOMIIEMEHTApHO COOTBETCTBYIO-
[eMy y4acTKy BTOPO# IeT (BBICTYIAeT MaOI0HOM) C y4acTHEeM (epMEHTOB.
B mponecce 3TOro npoucxXoauT U3bATHE YHAOHYKIICA30i MOBPEXKAECHHOTO
Hykseotuaa, nocie yero JJHK-nmoaumepasa BcTaBisieT B HOBPEKICHHYIO
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HUTb HOBBIA HYKJIEOTHJ, KOMIUIEMEHTAPHBIA HYKJIEOTUAY BTOpOM nenu. U,
HaKOHEI, MPOUCXOIUT cuinBanue nospexaeHHon autu JJHK depmentom
yura3oit. OJTHaKo B ClTydae MOBPEK/ICHUS 00CUX ISl WU B CITydasiX, Korua
KOJIMYECTBO pa3pbIBOB oueHb Bennko nospexaenus JJHK He penapupytorcs
Y BO3HUKAeT MyTallus.

[Homumo penapannu JJHK cymiecTByIOT U HHBIE MEXaHU3MBI 3AIIUTHI OT
MyTanuil. OMHUM U3 TAaKUX MEXaHU3MOB SIBIISICTCS aKTHBAIIHS TIPHU MTOBPEXK-
nennn JJHK 6emka pS3 («xpaHuTenb reHOMay ), KOTOPBI 3KCIIPECCUPYETCS
BO BCEX KJIETKax OpraHu3ma.

MyTaiuu Jaiiie BCero npuBOJIAT K HAPYIICHUIO ()YHKIIMOHUPOBAHUS, 110~
BPEXKJICHUIO U THOCTH COMATUYEeCKUX KIETOK. Takue MyTaluu MPUHSITO
Ha3bIBaTh COMaTHYeCKUMU. [IpuMepoM MoJJOOHBIX COOBITHIT MOXKET CITYKHTh
MOBPEK/ICHNE KIIETOK KOCTHOTO MO3Ta P OCTPOH JIy4eBOH OOJIC3HU B PE3yiTh-
TaTe BOBHUKHOBEHUS MHOKECTBEHHBIX noBpexaeHuii JIHK npu o0nydyeHun.
Wnorna myTaruu, Mpor3oIe e B TPYIe reHOB, KOHTPOIUPYIONIUX Kile-
TOYHOE JIeJICHHE, BHI3BIBAIOT OITYXOJIEBYIO TpaHchopMaIuio KiIeTki. MyTaiun
JIHK ponurenell MOryT 3aKpeIuIsiThCS B IOTOMCTBE U IIPUBOAMTH K PA3BUTHIO
HacJIeJICTBEeHHBIX OoJie3Hel. [ eHeTHUeCKre HapyIIeHUs, HAacllelyeMbIe OT PO-
JUTenei 0OBIYHO MPOSBIIAIOTCS PU POKACHUH. MIHOTIA TaTONOrvs BOSHUKAET
KaK CJICJICTBHE MyTalui Mpu GOPMUPOBAHUY raMET UIIA BO BPEMsl Pa3BUTHS
rutona pu 6epemennocTy. [logo0HbIe MyTauy Ha3bIBAIOT FrAMeTHYECKUMHU.

MyTarus reHa MOXXeT MPUBECTH K U3MEHEHHUIO KOZa, HEOOXOAMMOTO TSt
00pazoBaHus PEPMEHTOB, CTPYKTYPHBIX OCJIKOB H T.JI. U, COOTBETCTBEHHO K
MaHu(eCcTaIH TaTOTOTHICCKIX MTPU3HAKOB 3a00eBanms. OHAKO Y YeITOBEKA
B FT€HOME MMEETCS ABE KOIMH AJIJIENIH KaXKJI0T0 T€Ha U I03TOMY Hacle10Ba-
HHUE TeHETHYECKUX 1e(DEeKTOB MOXKET MPOSIBIIATHCS KaK PEIleCCHBHOE, KOTa
IUIsT PEHOTUITMYECKOTO TIPOSIBIICHUST HEOOXOMUMO HAIMYHE MYTalnu 00enx
ajulesied TeHa, UM Kak JJOMUHAHTHOE, KOTa 1ake 0JlHa MyTHUpOBaBIIas aj-
JIeTh MPOoSBisieTcs (EeHOTUMUIECKUM M3MEHeHUEM Tpu3HaKa. Taxke st
HacJeI0BaHUs Ba)KHA JIOKAJIM3aLHs MyTUPOBAHHOTO T'€Ha — ayTOCOMHAs WIIH
Ha IOJIOBBIX XpOMOCOMaX.

MyTtauuu 0JHOrO WJIA HECKOJIbKHUX HYKJIECOTHOB B paMKaxX OAHOTO reHa
Ha3bIBAIOT FTeHHBIMH WM MOHOTeHHBbIMHU. ECIM reHHast MyTanusi Ipoucxo-
JTUT 32 CYET 3aMeHBI (BBITIaIEHUS, TOOABICHHS) OTHOTO HYKJICOTHIA — TAKHe
MYTAalUU HA3bIBAIOT TOYEYHbIMM. [Tpy 5TOM MyTalus MOXXKET B OTHOM CIIy4yae
MIPUBOJNTH K N3MEHEHHUIO OTHOTO HYKJICOTH/Ia ¥ B UTOTE B KOTMPYEMOM OeJIKe
3aMEHSETCS OJlHA AMUHOKHUCIIOTa (MyTaIlus 0e3 M3MEHEHUS! paAMKU CUUTHIBA-
HUSI) WA B APYTOM CITydae TIPH BBITIaIEHUH HYKJICOTH A MM HalIPOTHB J00aB-
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JICHUU JIMITHETO HYKJICOTH A, IOCKOIBKY CYHTHIBAIOTCS MIPH TPAHCKPUTILIHN
TPHILIETHl HYKJICOTUIO0B — KOIOHBI, IIPOUCXOAUT CABUT PAMKH CUUTHIBAHHS
(cuMTBIBAIOTCS IpyTUE TPUILIETHI, HE HCXOHBIC) U aMHUHOKHCIOTHBIN COCTaB
KOZIUPYEMOTO OeJIKa MOJTHOCTHIO U3MEHSIETCS.

OpnHuM U3 Hanbosee 4acThiX 3a00JIeBaHUM, CBSA3aHHBIX C MOHOTEHHOM
MyTalen SBISETCS] MyKOBHCIUI03 (KUCTO3HBIA Guopo3). CunTtaercs, 4yTo
HOCHUTEJILCTBO Ie()EKTHOTO TeHa MOKeT gocturars 1 Ha 20, a 3a0051eBaeMOCTb
1 Ha 2500 HOBOpPOXK/CHHBIX. 3a00JIEBaHUE HACIICAYETCSI ayTOCOMHO-pEIeC-
CHBHO U ITPOSIBIISIETCS] 00pa30BaHHEM aHOMAaJIbHO I'YyCTOTO CEKpeTa B JKele3ax
BHEIITHEN CCKpeUurH, MpexKaAec BCETO B CIU3UCTBIX 6pOHXOB, KHIIICYHHWKA U
IMPOTOKax HOI[)KGJ'Iy)IO‘IHOfI JKCJIE3BI, YTO NPHUBOAUT K 3aTPYAHCHUIO OTTOKA
CEKpeTa U ero 3aCTOI0, COMPOBOXKIAOIIUMCS PACITUPEHUEM BBIBOIHBIX IIPO-
TOKOB, aTpodueii xesne3 u pazsutueM Guoposa. CryiieHre CeKpeTa CBA3aHO
C ayTOCOMHO-pEIeCCUBHO HacienyeMmoii anomanueii rena CFTR, mokanuzo-
BaHHOTO Ha 7 XPOMOCOME, H CBS3aHHOTO C 3TUM C JIe()eKTOM MEMOPaHHOTO
IIEPEHOCUYHKa HOHOB XJIOpa B 3IUTEIMAIbHBIX KieTkaX. Hapyuienue Bbie-
JICHUSI HOHOB XJIOPA IIPUBOJIUT K MOBBIIICHUIO ITOCTYIICHUSI HOHOB HAaTPUs
Y BOJIBI U3 CEKpeTa B KIETKY M 00€3BOKUBAHUIO CEKPETA.

HOPMA MYKOBUCUMAO03

OBE3BOXEHHAA
Cnn3b

MYTUPOBaHHbIA

<~ CFIR

PucyHok 22 [lamoezeHe3 HapywieHUs 06pa3os8aHus CaU3U 8 CmeHKe 6POHXA Npu MyKosucyudo3e

Emte onqauM nmprMepoM HaclieICTBEHHbIX 3a00IeBaHMi, B OCHOBE KOTOPBIX
JeXKaT MyTallii TEHOB MOXKET CIIY)KHTh HaCJIEACTBEHHBIHN MKoreHo3 | tuma
(bonesns 'upke) HACIIETyEeMBIH IO ayTOCOMHO-perieccuBHOMY Tuty. [Ipn aTOM
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3a00JIeBaHUHU B PE3yJIbTaTe FTeHHON MyTalMi HAPYILACTCsl AaKTUBHOCTb TITFOKO-
30-6-(ocdarasbl, KIHOUEBOrO (hepMEHTa IIIMKOTSHOIM3a U [IIFOKOHEOTeHEe3a,
YTO MMPUBOAUT Y HOBOPOXKACHHBIX K 'MIIOINTIMKEMHU U 3aJICPKKE pa3BUTUS, a
TaKXKe K M30bITOYHOMY HAKOTUICHHIO IIMKOTeHA B MEYSHH (CIIECTBUE — YBeE-
JIMYCHUC IICUYCHU — FGHaTOMeI‘aJII/Iﬂ), Mblax, cepane, movYkax u HapyueHuro
(YHKIIMOHHPOBAHHSI THX OPTaHOB.

Hpyroii npumMep 3a00seBaHus, Pa3BUBAIOIICTOCS B PE3yJIbTaTe TEHHOM
MYTalU# penurkemonypus. B marorenese 3Toi O0IE3HN KITFOYEBBIM SBIISICTCS
ayTOCOMHO-PEIIECCHBHO HacjeayeMasi HeI0CTaTOYHOCTh epMeHTa (heHH-
JaJIAaHUHTUAPOKCHITA3bl, HEOOXOIUMOTO IS TIpeBpalieHns (eHnIalaHuHa
B TUPO3UH. B pe3ynbrare Takoro HapymeHUsi aMHIHOKHCIOTHOTO OOMeHa
YK€ B I€PBBIC MCCAILIBI ITOCJIC POXKIACHUA IMTPOUCXOIUT HAKOIIJICHUC (1)CHI/I-
JlaNlaHWHA U OKHCcIieHHe (eHWIaJaHnHa ¢ 00pa3oBaHHEM (EHIITUpPYBaTa
W (peHmaKTara, 4To MPUBOAUT K MOBPEXKJCHHIO TKAaHEH M MPEXKJIe BCETO
K Tspkenomy nopaxkenuio LIHC ¢ pa3BuTHeM MOBBIIEHHOW BO30YAMMOCTH,
runeppedIeKCHu U IPOrpecCUpyroniero ciiadoymust. Takke HeI0CTaTOYHbBII
CUHTE3 TUPO3UHA CHIKAET 00pa3oBaHKe MEaHWHA, ISl KOTOPOTO THPO3WH
SIBIISIETCSL CyOCTpaToM, B pe3ylIbTaTe Yero y HOBOPOXKACHHBIX CHIDKAETCS
WHTEHCUBHOCTH OKPACKH KOXKH U BOJIOC.

[ToMrMO TOYEUHBIX, CYIIECTBYIOT OOJiee CIOKHBIE MyTALlUH, TIPU KOTOPBIX
TIPOVCXOINUT U3MEHEHHE CTPYKTYPBI XPOMOCOM — XPOMOCOMHBIE MyTAaIlUH (FH-
CepIINH, TPAHCIIOKAIMH, THBEPCHH, aMIITU(UKALTIN) FITH MYTAIHH, TTPY KOTOPBIX
TIPOVCXOANT M3MEHEHHE YHCIIa XPOMOCOM — F€éHOMHbIEe MYTallMH (B HEKOTOPBIX
KJIacCH(hMKAIMSIX PACCMaTPUBAIOTCS TAKKE B KA9€CTBE XPOMOCOMHBIX).

Xpomocomuble MyTanuu. K XpoMOCOMHBIM MyTanisM IPHUBOIUT U3Me-
HEHHE CTPYKTYpPhI XpPOMOCOM, BO3HHUKAFOIIIEE ITPH MUTO3€ HITH Meiio3e (Hapy-
IIeHNe KPOCCHHTOBEpa — 0OMEHa TeHETHIECKUMH aJIJIeNIIMHU), TPH KOTOPOM
MIPOUCXOANT TIEPECTPOHKa yIacTKa XPOMOCOMBI, BKJITFOUAIOIIETO HECKOIBKO
reHoB. [Ipu 7ToM BO3MOKHO pa3BUTHE CIIEAYIOMINX XPOMOCOMHBIX MyTaIlnH,
M3MEHSIONINX CTPYKTYPY:

» Jlemerum —yTpara 9acTv TEHETHYECKOTO MaTepralia XpOMOCOMBI;
» Jlynmukanuy — yaBanBaHNE y4acTKa XPOMOCOMEI;

*  AMIumduKanuy — KpaTHOE YMHOKEHHE Y4acTKa XPOMOCOMEI;

* HWHcepuun — BcTaBKa JOMOTHUTEIHHOTO Y4acTKa XPOMOCOMB;

* TpaHcrmokanuu — MepeMenieHne y9acTka XpoMOCOMBI:

* MuBepcun — BcTaBKa MEPEBEPHYTOTO YHACTKA XPOMOCOMBI

[Tpumep 3a601eBaHUS B OCHOBE KOTOPOTO JICKHUT XPOMOCOMHAS My TaIlHs
— cunopom Hu Jocopoace. JlanHoe 3a007eBaHNEe pPa3BUBACTCS B PE3yIbTaTe
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PucyHok 23 Budbl XpoMOCOMHbIX Mymauyuti

JIeJIeTH B 22 XpOMOCOME, CIICICTBUEM YETO SIBISICTCS] HApyIICHHE YMOPHO-
renesa 3 u 4 xabepHol TyTH, POSBIISIONICECS B YACTHOCTH HEJOPa3BUTHEM
THMYyCa ¥ MapanuTOBUAHBIX Kene3. CHHIPOM KIMHUYECKH MPOSIBISIETCS
TSDKEIIBIM BPOXKICHHBIM HUMMYHOIC(DUIIMTOM U HapyIIeHHEM OOMEHA KaJTbIIUSL.

T'enomubie MmyTanuu. Bo3MoXxHO Takyke BOSHUKHOBEHUE MYTallUi, CBS-

HopMa Jeneuus
22q11.2 22q11.2
pervoHa PENCHS

PucyHok 24 [leneyus 22 xpomocombl npu cuHopome JJu [lxxopoxe
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3aHHOE C U3MEHEHUEM YHCIIa XPOMOCOM, X MHOT/IA HAa3bIBAIOT TEHOMHBIMH.

Bo Bpemst Melio3a nipu 0Opa30BaHUM MOJIOBBIX KIETOK (TaMeT) MOTYT
BO3HUKATh OIIMOKHU B pa3eIeHHH XPOMOCOM, YTO B CBOIO OU€peIb IIPUBO-
JTUT K aHOMaJIbHOMY YHCITy XpOMOCOM (aHEYMJI0[ANH) B TIOJIOBBIX KJIETKAaX.
[Tpu 3TOM 00pa3yrOTCs TOMOJHUTEIBHBIE WIH OTCYTCTBYIOIINE XPOMOCOMBI
1 3HAYUTEIbHBIC CTPYKTYPHBIE Ne(EKThI, MPUBOISIINE K JIETaIbHOMY HC-
xony. Tak Tpu HapylICHUH PACXOXKJIEHUS XPOMOCOM B Meilio3e BMecTo 23
nap XpoMocom (46 XxpoMoCoM) B TIOUEPHUX KJIETKAX BO3HHUKAIOT 22 unu 24
napsl. [Ipu nocnenyromeM 00beTMHEHUH aHEYTUIOMIHOMN TOJIOBOM KIETKH
C HOPMAJIBHOM 00pa3yeTcsi 3urora ¢ HEJOCTaTOUHOU (45) b0 NuIIHEeH
(47) xpoMoCOMOiA.

Aymocomuvie aneyniououu.

Hawnbonee yacThIM KIMHUYECKUM IIPUMEPOM TEHOMHOM MyTAaINH SIBIISETCS
TpUCOMUSI (TPU TOMOJIOTMYHBIX XPOMOCOMBI BMECTO JIBYX) 110 21 XpoMocome
uimu cundpom Jayna. Yactora BCTpeuaeMoCTH cCuHApoMa JlayHa Bo3pacTaeT
KaK pe3yJIbTaT HapyUIeHHUs IpoIiecca pa3ieleHnss XpOMOCOMBI B SIMIIEKIIETKE
TIpH YBEJIMUYCHUH Bo3pacTa poskeHHITs! ¢ 20 et 1o 50 et mpumepHo B 30 pas).
Y HOBOPOXXICHHBIX MPOSBIIAIOTCS 3a/Iep’KKa POCTa U YMCTBEHHOTO Pa3BUTHSA,
XapaKTePHBI TAOUTYC — IJIOCKOE JIUIIO C MaJICHLKUM HOCOM, OTKPBITBIH POT
C YBEIIMYEHHBIM S3BIKOM, SITUKAHTYC («MOHTOJIBCKasH CKIIaJKa BEPXHETO BeKa
y BHYTPEHHETO yIJia I71a3a).

Aneynnououu noio8uix Xpomocom.

[Tprmepom U3MEHEHNS KOJTMIECTBA TIOJIOBBIX XPOMOCOM SIBIISIETCS CUHOPOM
Knaiingpenomepa. llpu mnanaoM 3a00JI€BaHUN Y MYXIHHBI OMIPEACIISIOTCS
onHa (reHoTunt XXVY) HIN pexe HeCKOIBKO (TeHOTHIHI XXXV 1 XXXXYVY)
JIONIOJTHUTEIBHBIX KoM X-xpomMocoMbl. Hanuuue ¥Y-XxpoMocoMbl onipenernsi-
€T MY’KCKOH ITOJI TAIIMEHTOB, B TO K€ BPEMSI IIPUCYTCTBUE TOTIOIHUTEINBHOMN
X-XpOMOCOMBI TIPOSIBIIAETCS] HU3KUM YPOBHEM TECTOCTEPOHA, (heMUHN3AINEH
Y HapyIIESHUSIMH TTOJIOBOTO PAa3BHUTH.

Cunnpom Kaitadensrepa nposiBisieTcs: 0ecriofaneM, THIOTOHAI3MOM,
THHEKOMACTHEH, OBOJIOCEHHEM T10 KEHCKOMY THITY, COYETAETCsl C BHICOKUM
POCTOM yBEIIMYCHHUEM JJINHBI PYK U HOT.

Hamportus, 1mpu yMeHbIIEHHH KOJIWYECTBA MOJIIOBBIX XPOMOCOM, KOT/Ia
OCTaeTCs TOIBKO OJfHA X-XPOMOCOMa M OTCYTCTBYET Y-XpoMocoMa (MOHO-
comus X) pa3BHBAeTCs IPYroe HacleACTBEHHOE 3a00eBaHUE — CUHOPOM
Llepewescrozo-Tepuepa. IlockonbKy Y-xpomMocoma OTCYTCTBYET y MAaLIUEH-
TOB TIPOSIBISIETCS KEHCKUH (DEHOTHIIT, OTHAKO C BEIPAKEHHBIMU HAPYIICHUSIMHA
B TIOJIOBOH cepe.
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MONOBbIE XPOMOCOMDI

HOPMA CUHAPOM KNAMH®ENLTEPA

PucyHok 25 AHeynnoudus npu cuHOpome KnaliHgpenemepa

J1iist GONTBHBIX XapaKTepHO HEJJOPAa3BUTHE STMYHUKOB, BTOPUYHBIX ITOJIOBBIX
MIPU3HAKOB, IEPBUYHAS aMeHOpes (OTCYTCTBHE MEHCTPYalrii), KOPOTKHH POCT,
KOKHBIE CKJIQJIKW HA OOKOBBIX TIOBEPXHOCTSIX IIEH, YKOPOUCHHE MSACTHBIX U
TUTFOCHEBBIX KOCTEH, aruiasusi (aiganr nansles, geopMaiiis KUCTEH U CTOTL.

ITonurenno HacJieayemMble naToJJoruu.

HacnenoBanme MHOTHX TIPH3HAKOB CBSI3aHO C AKTHBHOCTBIO HE OHOTO,
a HECKOJIbKUX TCHOB M TaKWE MPU3HAKHA MPHUHITO CUATATH MOJUT€HHBIMU.
Takue mpu3HAKH BO3HHUKAIOT B PE3yJbTaTe B3aMMOICHCTBUS HECKOIBKUX
TCHOB, KaKIBIA M3 KO-
TOPBIX BHOCHUT CBOIf NOJIOBLIE XPOMOCOMDbl

CyMMUpYIOIuiics 3¢-

a Aa A a A

(hexT m ero mposiBie- — e — — —
HHE 3aBUCHUT TaKXe OT
BIUSTHUS BO3JEHCTBUS
OKpY>Kalole cpenbl, —
XapakTepa NUTaHHS B i i i i

b
¢busnueckod um ym- ' =] =N

CTBEHHOM aKTUBHOCTH.

IIprMepamu moaureH- HOPMA CUHABOMILUEREMIEBCROTOS
TEPHEPA

HBIX TPU3HAKOB SIBIISI-

FOTCA MHTCIUICKT, POCT,  pycyrok 26 AHeynnoudus npu cuHdpome Lllepuiesckozo-
Bec. PaccTpolicTBa U TepHepa
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3a00JIeBaHMsI, BOSHUKHOBCHHE U ITPOTEKAHHE KOTOPBIX CBSA3aHO C BIUSHUEM
HECKOJIbKUX T€HOB (TIOJIMTCHHO HaclieAyeMble) Ha3bIBaloT MHOTO(aKTop-
HBIMU. MHOTO(aKTOpHBIE PACCTPONCTBA BCTPEUAIOTCS ropas3io Oosee 4acTo,
YEM MOHOI'CHHBIC 1 XPOMOCOMHBLIC HACJICACTBEHHLIC aHOMAJIMU. HpI/IMepaMI/I
MHOTO()aKTOPHBIX 3a00JIEBaHUI, B TIATOTCHE3€ KOTOPBIX UTPAET POJIb HAClIe-
JOBaHUEC )Ie(i)eKTOB B pa3JIMYHLBIX I'pynrax recHoB, MOI'yT 6I)ITI) 3CCCHIMAaJIbHAsA
THIEePTeH3Us (THIIEPTOHUYECKast O0JIC3HB), CaXapHbIN TMA0ET, aTEPOCKIIEPO3,
37I0Ka4eCTBEHHbIE HOBOOOPA30BaHUs, UMMYHOE(UIUTHI, ay TOUMMYHHBIC
paccTpoiicTBa, ajuiepruu u ap. [Ipu 3ToM Haclie0BaHue ONPEIEIEHHBIX KOM-
6I/IHaHHﬁ T€HOB MOXKET BJIMATH KaK Ha BO3MOXHOCTh BO3SHUKHOBCHUS CaMOI'0
3a00JIeBaHMsI, TAK U HA TSHKECTh €r0 MPOSIBIICHUS.

I'eneTnyeckue uccie0BaHUs U Tepamnus.

B HaCTOAIICC BPEMSA IrCHETUYCCKUC UCCIICIOBAHNA aKTUBHO IIPUMCHSATIOTCSA
B JMArHOCTHUKE HACIIEACTBEHHEIX 3a00IeBannii. B yacTHOCTH, HEOOXOIUMOCTH
IMpeHaTaJIbHOI'0O AMAarHOCTUYCCKOIO O6CJ'IeI[OBaHI/I$I " KOHCYJIBTUPOBaHMA BO3-
HUKACT y 6epeMeHHLIX IMPEKJIIOHHOI0 BO3pacTa UM B CJIydac HAJIMIUA I'CHC-
TUYECKUX HApYyILIEHUI B CEMEMHOM aHamHe3e. JIJis IpoBeIeHUs TMarHOCTUKHU
B TaKUX CJIydasx UCTONB3YIOT YABTPa3BYKOBOE HCCIIEJOBAHUE, aMHHOIICHTE3
(uccrmemoBaHre aMHUOTHYECKOM JKHIKOCTH, COMEPIKAIICH KICTKHU TUIOJA,
BEIIIECTBA, CEKPETHPYEMBIE TUIO/IOM) M OMOIICHIO BOPCUH XOPHOHA.

Tepanust reHeTUUECKUX HAPYIICHUH SIBIISICTCS KPAHE CIIOKHOM 3a1aueit
U OPHUCHTHUPOM B PA3BHUTHU OTOI'0 HallpaBJICHUSA MCOWUIIUHBI ABJIACTCS Ha-
XOXKAEHHUE ITyTH 3aMEHBI 1€(DEKTHOIO F'eHa HOPMaJIbHBIM 3/I0POBBIM I'€HOM C
HCIIOJIb30BAHUEM METOJI0B T€HHON MHXEHEPUH.

3HaUYNTEINIbHBIEC YCIEXH MOJIEKYJIIPHOM IT'€HETUKH M T€HHOW MHXEHEPUU
CBSI3aHBI C Pa3BUTHEM TexHoorui cexkBeHupoBanus JJHK (ompenenenwns
HYKJICOTHIHOHM ITOCJIEI0BATEIbHOCTH T€HOB) U TEXHOJIOIUH MOIYUYEHUS pe-
komOuHanTHO# JIHK (pexomOmHanmst — mepepacmpeaesieHne TeHeTHISCKOTO
Marepualia, IpUBOAALICE K CO3IaHUI0 HOBBIX KOMOMHALM reHoB). TexHoo-
THsl PeKOMOMHALIMHY TT03BOJISAET B OMOIOTUY 1 MEIULMHE U3Y4aTh MEXaHU3MBI
PeryisLum SKCIPECCUN TCHOB, ONPeNeIiTh (PyHKINU OCIIKOB.

Cyth TexHonoruu pekomOuHantHoi JIHK 3akmrouaercss B Tom, 9TO
MOXXHO COCIMHHUTH in Vitro ¢ moMompio pepmeHTOB-aAUra3 (pepMeHTHl,
cmmmBatomue pparmenTsl JJHK) mpenBapuTesHO BEIpE3aHHBIE ¢ TTIOMOIIBIO
(dhepmenToB-pecTpukTas (pepmentsi, pazpesaromue JJHK B crporo ompe-
NeIEHHBIX yyacTKax) paznugnasle pparmentsl JJHK.

B texnonornu pexomOrHanTHOM JIHK HCTIONB3yroT cieayromnne MeTOTuKH:
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» Jlnunneie Hutu JJHK paspesator Ha ¢parMeHTBI pecTpUKTA3aMH.
Hanee ¢parments JJHK pazmensior ¢ moMolinsio 31ekTpodopesa B
3aBUCUMOCTH OT UX pasmepa. Yuactok JJHK mMoxxHO coOpath ¢ npu-
MEHEHHUEM JINTa3 U CeKBEHUPOBATH (OIIPEICIUTD TI0CIC0BATEIIBHOCTh
HYKJICOTH0B). TakuM 00pa3oM MOKHO MOJTy4aTh HOBbIC BAPHAHTEI
HYKJIEOTHJIHBIX TTOclienoBaTeabHocTe. Ha 3ToM ocHOBaHa reHHas
UH)KeHepus. I3MEeHEHHBIN ¢ TOMOILbIO TEHHON UHKEHEPUH I€H MOK-
HO TTOBTOPHO MOMECTHUTH B KJIETKY, UTO TTO3BOJISIET UCCICIOBATh U3-
MEHEHUE (PYHKIIUH KIIETKU M TAKUM 00pa30M BBISCHUTH HOPMAJIbHYIO
(DYHKIIUIO HCCIIeAyeMOro TeHa. [‘eHHas HHKEHEPUS MOXKET HCIIOJIb-
30BaThCS IS MOJIYYEHUS HOBBIX CBOWCTB JKUBBIX OPTaHU3MOB, I10-
JIE3HBIX JIJIs YyelnoBeKa. Tak, UCII0JIb30BaHUE T€HHOW WHIKEHEPUH IS
MOJIyYEHUS TECHETHYECKH MOIU(DUIIMPOBAHHBIX PACTECHUI MTO3BOJISICT
YBEJIIMYUBATh YPOKANHOCTD M MOTPEOUTEIBCKYIO IEHHOCTD CEIbCKO-
XO3STHCTBEHHBIX KYJIBTYp. BechbMa mepCeKTUBHBIM MPECTABIISCTCS
HCTIOJIb30BaHUE TCHHON WHXKCHEPUH B TEPAIlMH HACICICTBEHHBIX
3a00JieBaHUH, ISl Yer0 HEOOXOAMMO MOHUMaHue (YHKIIMH TeHOB,
UJICHTU(PUKALMSI TeHETHYSCKMX MYyTallHi, U pa3paboTKka METO/I0B
3aMEHBI MyTHPOBABIITUX TCHOB.

* MeToapl ruépuaM3aIuK HyKICHHOBBIX KHCIOT OCHOBAHEI HA CTIOC00-
Hoctu Mosiekyn JIHK ninu PHK HaxonuTh KOMIIJIEMEHTApHYIO HYKJIE-
OTHIIHYIO TOCTIEAOBATEIHPHOCTD M CBSA3BIBATHCS C HEH. DTO CBOMCTBO
MOYKHO HCTIONB30BaTh IS TOUCKA KOMIUIEMEHTApHOU TTOCIII0BATCITh-
HOCTH cpeliu MHOXecTBa nocneaoparenbHoctedt JJHK npu nomoru
MedeHOTO (HampuMep, QITyopecIieHTHOH METKOH) (hparmeHTa (30H1a).
DTa TEXHOJIOTHS MO3BOJISIET OCYIIECTBIATH MMOMCK HY)KHOTO TeHa B
reHoMe uenoBeka. Ee ucnonb3zoBaHue B IpoekTe «I €eHOM YestoBeKa»
[IO3BOJIWIIO OIPENETUTh FTEHETUUYECKYHO OCIEA0BATENBHOCTh FEHOMA
YeJI0BEKa, a TAKKE JIOKAIU3ALMIO U XapaKTep psaa MyTalui.

* Mertonbl kaonupoBanus JHK — 510 MeTonbl, noiayydeHus uaeHTHY-
HBIX KONMM HyKJIeoTuaHoU nocnenosarensHoct JJHK, conepxameit
WHTEpecymui reH. Hanmprumep, MOXKHO KIIOHUPOBATH (parMeHTHI
JHK, conepxamniue HyXKHbIE TeHBI, BCTpanBasi ©IX B TEHOM OaKTEpHii
C UCIOJIb30BAaHUEM BHPYCHOTO WJIM IUIA3MUJIHOTO BEKTOpa BEKTOpPA
(crrocoba oCTaBKH B TEHOM). 3aTeM OaKTepuH, B KOTOPBIE HYKHBIHA TeH
BCTPOWIICS, HACHTH(UIMPYIOT C TIOMOIIbI0 TrOpuam3arun. [locnemnyro-
1ee KyJIbTUBHPOBAHHE TaKUX OaKTepHid TIO3BOJISIET MOTYYaTh OOJbIINE
konuuectBa konuit IHK, conepxamux HykHbII reH. [eHeTnyecku
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MOJU(PUIIMPOBAHHBIC OAKTEPUU UCIIOJIb3YIOTCS B (hapMaIleBTUYCCKUX
TEXHOJIOTHSIX JUISl TIOJTy4YEeHHUS] TOPMOHOB (HAIpUMep, HHCY/IMHA, COMa-
TOTPOIIMHA, IPUTPOIIOITUHA), HHTEPHEPOHOB, (PEPMEHTOB, BUTAMUHOB,
aHTHUOUOTHKOB,

Eme nna xnonuposanus JHK ucnonssyror metox IIHP (momumepasnoit
uenHo# peakiun). @parment JJHK, coneprkamuii Hy>KHBIM T€H, CMEIIINBACTCS
co crnenuanbHbiMu Gepmentamu — JIHK-nonrMepa3amu, KoTopbie HCIOIB3YS
HYKJICOTHIHYIO mocienoBatenbHocTh JJHK B kauecTBe MaTpulibsl 00pasyror
komruieMeHTapHyto HUTh JIHK. Kaxknas nmonyuennas takum odpazom JJHK B
CBOIO O4Yepe/lb, SBISAETCS MATPHLCH I 00pa30BaHUs APYroil KOMILIEMEHTAp-
Hoti /IHK. Takxum obpa3zom, ¢ nomoiiisio [TL[P oueHb ObICTPO MOXKHO MOJTyYaTh
oospiue konmuuectBa JJHK, coneprxaiinx HeoOX0quMbIE TeHbI. DTOT METO
HCIOJIb3YETCs B YACTHOCTH JIJISl IMATHOCTUKU B MH(EKI[MOHHOW MTAaTOJIOTHH.




'AABA 4

IIATOAOTHSI TKAHEBOT'O POCTA. OITYXOAEBBIN POCT

Tak kak 4ea0BeUeCKU OpraHu3M SABJIACTCA MHOTOKJICTOYHBIM, YPE3BbI-
YaWHO BaKHBIMU CTAHOBSTCS MMpouecCChl, CBA3aHHBIC C q)OpMI/IpOBaHI/IeM,
Pa3sBUTUCM, HpI/ICHOCO6J'IeHI/IeM K USMCHAIOINUMCA BHCITHUM YCJIOBUSAM, I10-
BPCKACHUEM U BOCCTAHOBJICHUEM TKaHEH. TKaHI/I, B CBOIO OUCPCAb COCTOAT U3
,Z[I/I(b(bepeHHI/IpOBaHHLIX KJICTOK, HaAXOJAIINXCs BO B3aPIMOI[eI7[CTBPIH " CKOOp-
JAUHUPOBAHO BBITTOJIHAIOIINX CBOU q)YHKIII/II/I B MHTCPECAX BCCIro opraHusma.

TKAHb — co80KYynMHOCMb KAemoK U MeXK/1emo4YyHo20 eeujecmead, 06vedUHEHHbIX

npoucxoxcdeHuem, cmpoeHUeMm U 8bIMOAHAEMbIMU hyHKYUAMU

ITockonbKy Bee KJIETKH OpraHu3Ma COAepsKaT OIHH U T€ XKe TeHbI Pa3IHyIus
B CTPYKType H (YHKIIMU TKaHEBBIX KJIETOK OIPEICISIOTCS IKCIPECCHEi OT-
HOCHTEJIBHO HEOOIBIIOr0 Habopa TKaHeCTIeIIM(DUIHBIX TEHOB O] BIUSHUEM
perynstopHbIX OeikoB 1 xapakrepa yrmakoBku JIHK. Ha Tpanckpumnmuto re-
HOB U CO3pPEBAHUE KIETOK TAKKE BIUACT UX B3AUMOJECHCTBHE C OKPYKEHUEM
HOCPECTBOM TPaHCMEMOpaHHBIX OEIKOB (HanpuMep, HHTerpuHOB). [To Mepe
IIPOXOKJEHUS TANOB CO3PEBAHMS HAKAIIJIMBAETCS Pa3HUIIA B DKCIIPECCUHU
TKaHEBBIX T€HOB, YTO U ONPEAEIACT Pa3aIudus 3pEIIbIX KIETOK. Biuser Taxke
Ha CO3PEBAHME KIETOK M BO3ACHCTBUE INTOKMHOB-PETYIATOPOB HA COOTBET-
CTBYIOIUE UM PELENTOPBI.

[Mpomugepanns u co3peBaHue KIETOK TKaHEH MOXET MEHATHCS KaK B
(U3HONIOTHY TaK U B TTATOJIOTUHL.

B ¢usmonornyecknx yciaoBUAX BEIpaKEHHOE H3MEHEHHE TKaHEeH mpounc-
XOIWT BO BpeMsl SMOPHOHAIBHOTO Pa3BUTHSL, IETCKOTO BO3pacTa, B porecce
crapenus. Kpome Toro, B nmponecce (pyHKIHOHHPOBAHUS OPraHU3Ma MOTYT
BO3HHKATh CUTYyalllH, KOTa TpeOyeTcsl yCHINTD BBIOIHACMYIO TKaHbIO (DYHK-
LU0, 4TO TpeOyeT COOTBETCTBYIOLIETO U3MEHEHNUS TKAaHEBOI CTPYKTYpHI 32
CUET YBEIMUCHHSI KOJTMUECTBA KIIETOK. Pa3BUBaeTCs rUNepIIaZsus Kak OJUH
13 MEXaHU3MOB rumneprpopun tkauu. IIpumep — runeprpodus koxu cromn
JIFOZIeH, HE TIOJIBb3YIOIIUXCS 00YBBIO.

[TomMumo rumnepruia3un runepTpodus TKAaHN MOJKET Pa3BUBAThLCS 3a CUET
YBEJIIMYECHHS pazMepa KIETOK, KaK 3TO MPOUCXOIUT, HAIIpUMED, B MHOKapIe.

TUMEPTPO®UA TKAHU — yeenuveHue cmpykmypbi (06bema, pazmepa) mKaHu 3a ciem

2unepnaasuu uau 2unepmpoduu KAemok, conpoeoxcdaiowjeecs yeeaudeHuem hyHKyuu

[IpoTHBOIIOI0KHO HaNpaBJICHHOE N3MEHEHHE TKAaHH, KOTJa B PE3ysbTare
OrpaHUYCHUS MUTAHUS MM U3MEHEHUS (PYHKIIMOHAIBHON PErysiy IPOUC-
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XOJIUT YMEHBILICHUE CTPYKTYPbI, COIPOBOXK/IAIOIICECS OTPAHNYCHUEM (PYHK-
LMY, HA3LIBAIOT aTPopusl.

B MHOTrOKJIETOYHOM OpraHu3Me
P TIOBPEXKJICHUU HEPEKO IPOUC-
XOJIMT yTpara 4acTH TKaHH, BBI3bI-
Barollasi HapylIeHue ee PyHKIUH, U
MO3TOMY BO3HHMKAET HEOOXOIUMOCTh
BOCCTAHOBJICHUS] yTPAUEHHOU TKaHU
WM pereHepaumu. MuocTpupyor
pereHepanuio 3a C4eT BOCCTaHOBIIE-
HUSI KJICTOYHOTO COCTaBa TKAHU — Pe-
TeHEpaluA SIMUTCIIUA IIPU 3aKUBJIC-
HHUH paH, pereHepanys renaTtonuToB
IIpU MOBPECKACHNUU MTCUCHU U T.[.

Tem He MeHee BO3MOXKHBI CUTYya-
PucyHok 27 Ampogpus Koxu. Ha pucyHke LIMH, KOTJa MPOUCXOAUT U3MEHEHUE
Cmpel'lKO[]yK(BaHbl UCMOHYeHUe KOXXU, 3KCHpeCCI/II/I KJIETOYHBIX T€HOB, pe_
Ce/IaXKeHHOCMb COCOYKOB U KOJI1a2eHO3 T ————
npoudepanno KIETOK, YTO MTPUBOJAHUT K MATOJIOTHUYECKOMY U3MEHEHUIO
KJIETOYHOTO COCTaBa TKaHW. lIporecc HaumHaeTcs ¢ MyTaluu, KOTopas u3-
MEHSIET CIIOCOOHOCTh KJIETKH JAU(PGEPEHIIUPOBATLCS U MEHSIET CKOPOCTh
nponudepanun. 3aTeM B JAHHOM y4acTKe TKaHU 00pa3yeTcs KIOH KIETOK
(TTOTOMKOB MyTHPOBABIIIEH ), C ©3BMEHEHHBIM TEHOMOM. 3716Ch BO3MOXKHBI TPH
BapuaHTa: PEUMYIIECTBCHHOE HapyIIeHUE TporeccoB auddepeHpoBKH,
MPEHMYIIECTBEHHOE HApyIIEHHE MPOIIECCOB MpoHu(eparum, OMHOBPEMEHHOE
HapylIeHHEe MPoIeccoB TUPPEPESHIIMPOBKU H IPOIHQeparyu.

B niepBoM ciryuae mpoucxoauT U3MEHEHHe mporieccoB quddepeHIMpOBKY,
npuBozsIIee K (GopMIPOBAHHIIO MOP(OTOTHYECKIX OTIINYAN B JAHHOM ydacT-
Ke TKaHd. [Ipu 5TOM OIWH THI KJIETOK 3aMemaeTcs APYTUM — Pa3BUBAETCS
MeTaria3us.

METAIN/IA3UA — 3ameujeHue 00HO20 Muna KAemoK mKaHuU Opy2um 6 peaysbmame

HapyweHUus MmexaHu3mos ougghepeHyuposKu

[TpumepoM MOKET CIIy>KUTh METaIula3usi OPOHXUAJIBHOTO SIUTENHS C IIpe-
00pa3oBaHrEM MepLATEeIbHOIO CTOI0YATOrO 3MUTENMS B IUIOCKHM, a TaKkxkKe
00pa3oBaHue MI0CKOI0 OPOTrOBEBAIOILET0 AIHUTEININS YIaCTKa CIIM3UCTOH T10-
JIOCTH PTa, Ha3bIBAEMOT0 JiefikonJiakusi. Merarinazuio 00bIYHO PacLiCHUBAIOT
KaK IpeIoITyX0JIeBbIi poLecc.
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Bo BTOpOM 1 TpeTheM ciydae, Korna HapyIIalTCs MPOLECChl, PEryIupy-
IOIME KJIETOUHOE JICJICHUE, 00pa3yroTCsi OMyXOJIH.

OI1YXO0J1b — namosno2uyecKuii npoyecc hopmupoeaHus Hoeoob6pa308aHHOU

6bIcMpPO U HEKOHMPOAUPYEMO pacmyuieii MKaHuU e pe3ysnbmame 2eHemu4ecKu
06ycn10871€HHO20 HapyweHus pe2ynayus pocma u dugghepeHyuposKu

LleHTpanbHbIM COOBITHEM B TpaHC(HOpPMALIH HOPMATTBHON KIIETKH B OITYXO-
JICBYIO SABJIACTCA USMCHCHUE AKTUBHOCTU I'CHOB, KOHTPOJIMPYIOIUX KJIICTOYHOEC
JICIICHHE, PUYMHON KOTOPOTO MOXKET SBJIATHCS MO0 MyTallus, 1100 U3MEHe-
HHUEC SMUTCHETUYCCKOI'O PETYJINPOBAHNSA UX aKTUBHOCTH. Takwue T'pynrIibl rCHOB
MCTOPUYECKH ITPUHATO Ha3bIBaTh MPOTOOHKOreHaMu. Korja mpoucxonuT nux
IKCIIPECCHsI ¥ KJIETKA TPAHC(POPMUPYETCS B OITyXOJIEBYIO 3TH T'€HbI CTAHOBSTCS
OHKOI'CHaMM. HYTI/I AKTUBALlMU IIPOTOOHKOI'CHOB MOT'YT OBITH CJICAYIOUINMU:

* OHKOTCHBI MOTYT OBITh IIPUBHECEHBI B KIIETKY-X035IMHA PETPOBUPYCOM;

* IIPOTOOHKOTE€H BHYTPH KIETKH MOXET IMOABEPTHYTHCS MyTallUH C U3-
MCHCHHEM €TI0 aKTUBHOCTH,

* (DYHKIIMOHUPOBAHHE HYKJICOTHIHBIX nocieaoarenbuocreit JJHK,
KOTOpbIE B HOPME PEryIUPYET SKCIPECCUIO IPOTOOHKOI€Ha (B3au-
MOZICHCTBHE TIPOMOTOPOB M SHXAHCEPOB, PETYIANNS OeIKaMU-aKTH-
BaTOpPaMH U CYIPECCOpaMy) MOXKET ObITh HapyIIeHA, YTO MO3BOJISIET
IIPOTOOHKOI'€HY CTAaTh AaHOMaJIbHO aKTUBHBIM;

* omuOKa PEIUTUKALMHA XPOMOCOM MOKET IIPUBOAUTD K BKJIIOUYCHHUIO B
T€HOM JIOTIOJTHUTEIIBHBIX KOITHH ITPOTOOHKOTCHA (aMITTH(HKAIINS), 9TO
TaKX€e YBEJIMYMBAET €I0 AKTUBHOCTh

B psize ciryuaeB pa3BUTHE OILyXOJIM MOXKET OBITh CBSI3aHO U C HAPYILLCHUEM
SMUICHETHYECKUX MEXaHU3MOB PETYJLILIMK aKTUBHOCTH I'€HOB, OTBETCTBEHHBIX
3a KJIIETOUHOE JIeJIeHHE. JNHUIeHeTHYeCKHe U3MEeHEeHUs1 — 3TO U3MEHEHUs
(DYHKIIMOHMPOBAHUS TEHOMA, KOTOPbIE HE CBSI3aHbl C U3MEHEHUEM II0CIIENI0-
BarenpHOCTU HyKJeotuaoB JIHK. Takoro pona usmMeHeHns: akTUBHOCTH I€HOB
MOTYT OBITh CBsi3aHbI ¢ MeTmmpoBanneM JJHK (runepmernnupoBanne u ru-
MIOMETHIIMPOBAHKE ), MOIM(PUKALIE THCTOHOB U H3MEHEHHUSMH B apXUTEKTYpe
XpOMOCOM (BBI3BaHHBIC HEAZEKBATHON KCIpeccreil 0enmkoB, Taknx kak HMGA2
i HMGA1). Taxoxe BaKHBIM MEXaHU3MOM BO3HUKHOBEHUS OITyXOJICH SBIISI-
FOTCS 3MUT€HETUYECKUE U3MEHEeHUs B reHax penapauuu JIHK, Bei3biBaronue
cHIDKeHure dKcripeccun OenkoB penaparn JJHK. Korna pemapanus JIHK we-
nmocrarouna, noBpexaerne JJHK ocraercs B kieTkax Ha Oosiee BRICOKOM, YeM
00BIYHO, YPOBHE U BBI3bIBACT MOBBIIICHHYIO YaCTOTY MyTauuil. Takue n3meHe-
HUSI MOTYT BO3HHMKATh yXe Ha paHHEH CTauu Pa3BUTHUS OIyXOJIU U SBIATHCS
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MIPUYMHOM TEHETUYEeCKON HeCTAOUIBHOCTH, XapaKTEPHOM JJIsl OITYXOJICH.
OnyxoJii PUHATO Pa3/eisiTh HA TPU OCHOBHBIC IPYIIIbI HA OCHOBE IPO-
THO3a — 100pOKavYeCcTBEeHHbBIE, 3JI0KAYECTBEHHbIE 1 IOTPAHUYHbIE, 3/I0Ka4e-
CTBEHHBIE — 3TO OIMYXOJIH, KOTOPBIC YIPOXKAIOT )KU3HU OOJILHOTO B OTCYTCTBHE
aJeKBaTHOTO JiedeHus. /[is1 0003HAYCHUS 37TI0KAYECTBEHHBIX OIMyXOJCi B
OBITOBOI TpaJWIIMK HEPEIKO MCIIONB3YIOT TEpMUH «pak». OqHako B Oojee
TOYHOM MHTEPIPETAINH paK 03HAYAET 3JI0KaYECTBEHHYIO OITYXOJIb TOKPOBHOTO
snuTenus. Mcrnonb3yroT u Apyrue TepMUHBI U1l 0003HAUCHHMST 3I0Kau€CTBEH-
HBIX OHYXOHeﬁ B 3aBUCUMOCTHU OT UX TMCTOTCHCTUYCCKOI'O NPONCXOXKICHNA.
Tak 3JI0Ka4eCTBEHHYIO OIYXOJIb KEJIE3UCTOIrO IMUTEIIUS IPUHSATO Ha3bI-
BaTh aJCHOKAPIIMHOMOMN. 3710KaY€CTBEHHBIC OMYXOJIH ME3CHXUMAaIbHBIX
TKaHEH Ha3bIBAIOT CAPKOMAaMHU, HEPBHBIX TKaHEH — OlaCTOMaMHM, OMyXOJH
KpOBH — Jieliko3amu | T.J1. JJoOpokaueCcTBEHHBIE OIYXOJU — 3TO OITyXOJIH, HE
YIpOKaroIIye KU3HU OOJIBHOTO B OTCYTCTBHE JiedeHust. OHAKO, eCIi 100po-
KaueCTBEHHAsI OITyXOJIb B CHITY PACTIOJIOKEHHSI M CBOCTO pa3Mepa CAaBINBacT
JKU3HEHHO-BAYKHBIC TKAHH — 3TO MOYKET BBI3bIBATh JJOCTATOYHO TSKENbBIC OC-
noxxaeHust. [Tpumep — cnanenne 100poKadecTBEHHON OITYXOJIBIO TKAaHH MO3Ta.
W, HakoHell, MOrpaHUYHbBIE — ATO OIYXOJIH C HEONPE/ICICHHBIM ITPOTHO30M.

JOBPOKAYECTBEHHASA OIYXO0/1b — npo2Ho3 no3umueHsili; 3/IOKAYECTBEHHAA
Ol1YXOJ1b — npo2Ho3 HezamueHbili; MOMPAHUYHAA OlYyXOJ/lb — npo2Ho3
HeonpeodeseHHbIl

PucyHok 28 ADeHOMa Kopbl HAONOYeYHUKA. PucyHok 29 [1nockoknemoyHsil
Ha pucyHke cmpernkoU yka3aHa onyxosb opozosesaroujuti pak. Ha pucyHke
K/1y604K080Ui 30HbI KOpbI cmpenkoli ykazaHa 0671acme 0opo2oseHus 8

0NyX0NU («paKo8as XemuyXuHa»)
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[Tpudem Korjia HapyLIAlOTCS Me-
XaHHU3MBI, PETyIUPYOLIHE CKOPOCTh
pocra u auddepeHIpoBKY 0Opasy-
IOTCSI 3JI0KaY€CTBCHHBIC OITYXOJIH, a
npH peolialaHuy HapyIeHUi Me-
XaHHU3MOB, PETYIHPYIOLINX CKOPOCTh
KJIETOYHOTO JICJICHHSI, HO COXPaHECHUH
JIOCTaTOYHO BBICOKOH CHOCOOHOCTH
K nuddepeHnupopke o0pasyrTcs
T00OpPOKaYeCTBEHHBIC OMYXOJIH WIIH
obnasatoniue donee OIATONPUSTHBI-
MU KIIMHUYECKUMHU IIPU3HAKaMU Ba-
Pucyrok 30 Ocmeocapkoma. Ha pucyrike PHAHTBI 3I0KAYECTBEHHBIX OIYXOJICH.
CmpeJiKkou yKasdaHbl onyxoJsiegele KJiemku B [eJIOM pﬂ]le CquaeB KIUHAYE-
CKOMY MPOSIBJICHHIO 3JI0KAYECTBEHHOM OIMyXOJH MPEIIIECTBYIOT HOKIHHUYEC-
CKHE M3MEHEHUSI, KOTOPbIE IIPHHSTO HAa3bIBATh IIPEIPAKOBBIM COCTOSIHHEM HITH
NMpeIpaKkoM. DT U3MEHEHUSI B TKAHSIX MOT'YT IPEACTABIIATh U3 ceOs posude-
pALMIO KJIETOK TKaHH Ha (JOHE XPOHMYIECKOrO BOCTIAICHHS, OJHUITBI U Jp. Takue
pa3pacTaHus He XapaKTepH3yIOTCsl HHBa3UBHOCTBIO (IIPOPACTAHHEM B OKPY-
KAIOLIYIO TKaHb) U MOTYT BOOOIIE HE ITPOrPECCUPOBATH [0 37I0KAYECTBEHHON
OITyXOJIY WJIM, HAIIPOTHB, IPE/IIIIECTBOBATH PA3BUTHIO PaKa B TCUCHHUE MECSIICB
win Jet. Hepenko mokianHUYecKas (aza 3JI0Ka4eCTBEHHOW OITYXOJIH TPYIHO
JIMArHOCTUPYETCS, TIOKA HE MOSIBUTCSI MHBA3MBHAS 3JI0KA4YCCTBEHHAS OIYXOJTb.

OCHOBHbIE CBOUCTBA ONYXOJ/IU — Hepezyaupyembiii 6bicmpbiii pocm,

u3MeHeHHas (hopma pocma MKAHU, AMUNU3M, PyHKYUOHANbHAS A8MOHOMHOCMb,
peyudusupoeaHue, Nnpozpeccus, MemacmasuposaHue

KnmHu4YecKky oImyxoib XapakTepH3yeTcs PSIOM CBOWCTB — 3TO BBICOKAs
CKOpPOCTh POCTa TKaHH, ocobast (popMa pocTa (IKCHAHCHBHBINH — C OTTEC-
HEHHMEM OKPY)KaIOIIeH TKaHW WM MHBA3MBHBIN C IPOpPAacTaHUEM B OKpY-
JKAIOIIYI0 TKaHb U €€ pa3pylIeHHeM), COTPOBOKIAAIONMIASCS HapyIICHHEM
CTPYKTYPHOH OpPraHU3ali{ TKaHU, AaTUIMU3M (HETIOX0XKECTh) KJICTOK M TKaHH,
CBSI3aHHBIN ¢ HApyIIEHHEM MeXaHH3MOB HU(PPEPEHIINPOBKHU (aTUIIH3M, B
3aBUCHMOCTH OT METOJOB HCCIIEOBAHUS, MOXKET OBITh MOP(OIOTHIECKUM,
(YHKIIMOHATBHBIM, OMOXHMUYECKUM, HIMMYHOJIOTHYECKAM H T.J., @ TAKKe
MIPOSIBIATHCS HA Pa3HBIX YPOBHIX — MOJIEKYIISIPHOM, KIIETOYHOM, TKAHEBOM ),
ABTOHOMHOCTB OT PErYJUPYIONINX BO3IEHCTBUI CO CTOPOHBI OpraHu3Ma,
PeuuIMBHPOBAHME OIYXOJIH TTOCIIE yIAICHHS.
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CBOMCTBOM OITyXO0JIH, TIPUBOAS-
UM K TeHepaJM3aluM Ipolecca,
pPEe3KO YCHJIMBAIOIIUM HEraTUBHOE
JIeHCTBHE OMYXOJIM Ha OPTraHU3M U
OTpPaHUYMBAIOIEM BO3MOKHOCTH
XUPYPrUUYECKOTO JICUEHUS SIBIISETCS
CIMOCOOHOCTh K MeTacTa3upoBa-
HMIO, TO €CTh K BBICEJICHUIO YacTH
KJIETOK M3 OCHOBHOTO y3Jja ¢ 00pa-
30BaHUEM PErMOHApPHBIX (MECTHBIX)
WJIN OTHAJICHHBIX JOYCPHUX OITYyXO-
JIEBBIX Y3JI0B — ME€TACTa30B. BaxkHew-

IITUM CBOMCTBOM 3JI0Ka4e€CTBEHHBIX
PucyHok 31 Qubpocapkoma. Ha pucyHke .
CmpenKoli ykasaH nonumopeusM HOBOOOpA30BaHUI1 SIBISICTCS OIYX0-
amunu4ecKux onyxoseabix K1emok Jesas Hporpecc“’ul (ycwnsenue 3110~

KaueCTBEHHBIX CBOMCTB, BCIIEACTBUE
TEHEeTHYECKOW IBOJIOIUUH OMyXoJin). Pa3BuTHE ee MEXaHN3MOB CBSI3aHO C
OOJIBIIIMM KOJIMYECTBOM MYTAIIM, IPUBOMSIIMM K HECTAOMIBHOCTH TeHOMA
OITyXOJIH, TIOPOXKJIAIOIIEH TeHeTHUECKOe pa3HO00pa3He OITyXOJIEBBIX KIETOK
Y TIOSIBJICHHE JTOTIOJTHUTENFHBIX OITyXOJIEBBIX KIOHOB. | eHeTHYECKOE pa3Ho-
obOpasue SBISCTCS KITIOUEBON MPUIMHON Pa3BUTHS OITyXOJIEBOM MPOTPECCHH.
[Mpomudepupyrolye K JIETKH TeHeTUIECKN HeCTaOUIIbHBI U B OOJbINEH cTe-
TIEHH MOABEPIKEHBI MyTasiM. C KaXkIbIM ITUKJIOM Pa3MHOKEHHUS BOSHUKAET
BO3MOXKHOCTb JIJIs1 HOBBIX ClTydalHbIX Bapuauuid. HoBble MyTaluu no3BosisitoT
OTYXOJIEBBIM KJIOHAM NPHOOpeTaTh MIHpoKoe pazHooOpasue (heHoTuna, B
TOM YHCJIE JAlolee HEKOTOPHIM M3 HUX MPEUMYIIECTBO B POCTE U 3aIINUTE
OT HETaTHBHOTO BIIMAHUS OpraHu3Ma. Takne KIeTKHA B COCTaBe OIyXOJH pas-
MHOXAIOTCS OBICTpee U MPHOOPETAIOT OOJBIITYI0 aBTOHOMHIO M CITOCOOHOCTH
COXPaHATh KU3HECTIOCOOHOCTH MPH OTCEIIEHUH OT OCHOBHOM omyxoiu. B
KOHIIE KOHIIOB, 00pa3yroTCs BEICOKOPA3BHUTHIE OITyXOJIEBBIE KIETKH, KOTOPhIE
3HAYUTEIHHO OTINYAIOTCS OT CBOMX HOPMaJIbHBIX ITPEIKOB.

Kommieke cBOMCTB, IPUCYIIMX OMYXOJIH BIUSET HA IPOrHO3. Tak 3J10Ka-
YECTBEHHBIE OMYXOJIH XapaKTePU3YIOTCS OBICTPBIM, KaK TIPAaBUJIO MHBA3UB-
HBIM POCTOM, BBICOKOM CTENEHBIO aTurr3Ma (MOpP(OIOTUYECKUNA aTHITA3M
MIPOSIBIIICTCS HE TOJIBKO Ha TKAHEBOM, HO U Ha KJIETOYHOM YPOBHE), BBICOKOI
aBTOHOMHOCTBIO, HAKJIOHHOCTBIO K YaCTHIM PEIMINBaM, CIIOCOOHOCTHIO Me-
TACcTa3UPOBATh U OIYXOJEBOU Mporpeccueil. B mpoTHBONONIOKHOCTD 3TOMY,
JIOOpOKaYeCTBEHHBIE OITyXOJIM XapaKTepU3yIOTCs Ooliee MeTICHHBIM YKCITTaH-
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obpasoBaHue
cybknoHa B
OnyXo/ieBOM K/OHe

o6pasoBaHue
ONyX0/1IeBOTO K/IOHa

PucyHok 32 MexaHu3m onyxonegol npozpeccuu

CHUBHBIM POCTOM, 6onee PEAKUM PCHUANBUPOBAHUEM, UX KJICTOYHBIN COCTaB
cTabuJICH, OTCYTCTBYET 00pa30BaHUE METACTA30B.

IIpuunnb! onyxouieil. CTaanu KaHIeporeHesa.

[IpuHATO BBIACTSTE CIEAYIOIIUE CTAJNHU OIYXOJICBOM TpaHC(hOpMaITUH:

o HMuwmuuauusi: BHEIIHUHN (AKTOpP, HA3bIBAEMbIN KAHLIEPOTeH BbI3bIBACT
HEJIEeTATBFHYI0 MYTAINI0, U3MEHSIONIYI0 aKTUBHOCTh TPOTOOHKOTEHA
KIIETKH C MTPEBpaIleHHeM ero B oHkoreH. Kietka Tpancdopmupyercst
B OMyxoseByto. HumaropaMu MOTYT OBITh: HOHH3UPYIOIIEE MIIH
Y®-uznydenne, OCH3aUPEH, aTKUITUPYIONTUE TIperapaThl

* Ilpomonmsi: HHUIIMUPOBAHHAS OITyXOJIEBasl KJIETKa MposiMdepupyer
(9KCTIaHCHs KIIOHOB), 9TO CTIOCOOCTBYET B CBOIO OYEPEh HAKOTUICHHIO
JIOTIONTHUTENFHBIX MyTanuid. [IpoMoyTep BBI3bIBaeT 00paTHUMOE BITH-
ssHUe Ha pocT KieTok (0e3 namenenuit JIHK). [TpomoyTepamu MoryT
OBITB: IeiicTBIE M30BITKA TOPMOHOB (3CTPOTEH MPH PaKax dHIAOMETPHS,
TECTOCTEPOH TPH pake MPOCTATHI), ATKOTOIb, XPOHIHIECKOE BOCTIalle-
HUE WIIN pereHepanus

» IIporpeccupoBanue: HAKOIIICHNE MHOXXECTBEHHBIX My Tallli ITPHBO-
JUT K MTHBa3UBHOMY (DEHOTHUITY U METACTa3UPOBAHUIO.

IIpu 5TOM HM MHUTIHAIINH, HU TIPOMOIIMH CaMUX 110 ce0e B OOJBIITMHCTBE
ciIy4daeB HEeIOCTaTOYHO /IS KaHIeporene3a. O0a mporecca JTODKHBI Jei-
CTBOBAaTh ITOCIJIEJIOBATENIFHO U BPEMEHHAS 3aJlepKKa MEXKTy WHUIHAINCH U
MIPOMOIIAEH MOXKET OBITh UTMHHOW WA KOPOTKOM.

Bce kaHLeporeHsl Mo ux y4acTHIO B TOW WJIM MHOU CTaNK KaHLEPOTreHe3a
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MOKHO pa3leiIiUTh YACTUYHbIE U MOJHbIe. [[0JHbII KaHLIEpOreH AEHCTBYET
KaK Ha CTaJMy MHUIMAIMH, TaK 1 IPOMOLIMH KaHIeporeHesa (yasrpaduoier
BBI3bIBaCT 00pa30BaHNe MEJAHOMBI). B MPOTHBOIMOIOKHOCTH 3TOMY YacTHY-
HBIH KaHIIEPOTeH BBIMOJHSIET TONBKO (PYHKIMIO MHULIMAIMH WIH TPOMOLIMH
(3CTpOreHbl — y4acTBYIOT TOJIBKO B TIPOMOIIMH paka I'pyau, HO HE MHUIUHPYIOT
ero). B penkux cimyyasx pak MOKeT OBbITh HaCJIEeCTBEHHBIM, KOT/Ia IO JJOMH-
HaHTHOMY THITYy HACJIEAyIOTCs Ie(heKTHBIE aJlJIeNTd TCHOB KOHTPOIUPYFOIINX
KJIETOYHOE JiefieHHe (HacIeICTBEHHBIN paK MOJIOYHON jKeNe3bl U STHYHUKOB
— myTtanTHble ajienu reHoB BRCAT n BRCA2; cemeitnblil aieHOMaTO3HBIN
MoJumno3 — MmytupoBasiuii ren APC).

[To npupone GakTopbl BHEIIHEH CPEbl, BBI3BIBAIOIINE PA3BUTHE OITYXOJH
MOTYT OBITh XUMHUYECKOH, paiualldOHHON UITM MUKPOOHOW TIPUPOJIBI.
XuMHYecKHe KAaHIePOTeHbl.

XUMHUYECKHE KaHIIepOTreHbI 00J1a/1at0T 3IEKTPOPHUILHBIMU CBOHCTBAMU U
pearupyoT ¢ HyKJIeohWIHbHBIMI YUYaCTKaMHU B MOJIeKyax, ocodenno ¢ JIHK,
PHK u Genxamu. B3aumonelicTBre TaKUX MOJIEKYJ C XUMUYECKUMHU KaHIIE-
pOTeHaMH MOKET PUBOIUTH K MyTallUsM F€HOB, KOAUPYIONIUX PETYISAIIIO
KJIETOYHOTO JIEJIEHUS WU U3MEHATh (DYHKIIMU PETYIATOPHBIX OEJIKOB.

[Ipu 5 TOM XMMHYECKHE KAaHIIEPOTEHBI MOTYT UMETH CBOMCTBA MPAMOIO U
KOCBEHHOI'0 JeUCTBUS. XMMUYECKUE KAaHLIEPOTeHbI ITPSIMOTO JICHCTBUS HE Tpe-
OyIOT JanbHEHIIeN aKTUBAINN JJ1s TPUOOPETeHNsT KaHI[ePOTEHHBIX CBOICTB
(amkuIMpyromye XUMUYECKre coeuHeHns). B ncxoqHom cocrostanu (mipo-
KaHIIEPOTEHBI) MOJIEKYJIBI XUMUYECKUX KaHIIEPOT€HOB HEMPSIMOTO JICHCTBHS
He 001a1af0T KaHIIEPOT€HHBIM JIEHCTBUEM U IPHOOPETAIOT KAaHIIEPOTEHHOCTh
TOJIBKO TIPH TTOCICIYIONIEH METab0IMIeCKOH aKTHBAITNN. bOBITHHCTBO XU-
MHYECKUX KaHIIEPOTEHOB MPUHAIJICKUT K 3TON KaTeropru (aKTUBAIAs Harpe-
BaHMEM IIPH KYPEHUH, aJTKOTOJIb — IPE0Opa30BaHMe B alleTalbIeTH I, KOTOPBIHA
BBI3BIBAET CECTPUHCKUE XPOMATHIHBIE OOMEHBI M XPOMOCOMHBIE a0eppaliiy B
KJIeTKax, 00pasys amrykTsl JJHK — Momekyisl B3anmopeiictyromue ¢ JIHK
TUCTOHAMU; MOJIMIUKINYECKHAE ApOMaTUYECKUE YTIIIEBOJOPOABI — IPOAYKTaMHU
WX TUAPOKCHITUPOBAHUS SIBIISTFOTCS STIOKCUIBI — SJIEKTPOPIIILHBIE COeTHHE-
HUS, aTKIJTUPYIONTHE HyKiIeo(MHIbHBIC TPYIITEI a30THCTHIX ocHoBaHui JIHK,
¢ 00pa3oBaHUEM aJTYKTOB).

Kanueporennoe uziayueHue

KanneporenHbIM ieficTBHEM 00a/1a€T HOHU3UPYIOIIEE N3TYUYSHUE U YITb-
TpapuoIETOBOE U3ITYUCHHE.

Honuzupyrowee uznyuenue o0nagaeT MHAMUPYIOMIIMA KaHIIEPOT€HHBI-
MU CBOWCTBaMH Onaromaps Kak HemocpencTBeHHoMY noBpexaenuto JJHK u
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perynupytomux ynkuto JJHK 6enkoB, pa3pbiBasi CBs3U B 3TUX MOJIEKYJIax
(oAHO- MM ABYXLIENIOYEYHBIE Pa3phIBbL, 1€3aMUHUPOBAHUE WIIH aIly pPUHUPO-
BaHME), TaK U OJlarojiapst CriocoOHOCTU KOCBeHHO noBpexnarh JJHK, Bbi3biBast
o0Opa3zoBaHre aKTUBHBIX (OPM KHCIOpona (HarpuMep, THIPOKCHI pauKall
OH.), xoTopsie B CBOIO OUepeb pa3phiBaloT Bomopoaubie cBsi3u B JJHK u
Oenkax.

I/I3Hy‘ieHI/IC, BbI3bIBas1 MyTalluu O6J'Ia):[a€T HE TOJIBKO HEMTOCPCACTBCHHBIM
WHULIUPYIOIIUM KaHIICPOTCHHBIM HCﬁCTBHCM, HO TAKKE IMPUBOAMUT K ITOBPECK-
JACHUAM TKaHU, aKTUBUPYS UMMYHHBIC MCXAaHWU3MbI C Pa3BUTUEM BOCIHIAJICHUA U
pernaparyu, 94To COIPOBOXKIAETCSI BHICBOOOXKICHHEM [TUTOKHHOB M (JaKTOPOB
pocra. [Iponudepariust KJISTOK MPH 3TUX MPOLIECCaX B OOMYUCHHBIX TKAHIX
SBJISIETCSl PAKTOPOM MPOMOLIUH KaHIIEpOTreHe3a.

Yaempaguonemosoe uznyuenue Taxxe o0iagaeT HEMOCPEICTBEHHBIM
UHUIHUAPYIOMKUM 3(dekToM B KaHIepoTreHe3e, BhI3bIBass 00pa3oBaHKE TTH-
puMuIMHOBBIX Jumepos B JITHK, uro mpuBoauT K nepexoaHbIM MUPUMHUIU-
HOBBIM MyTanusiM L{uto3un — Tumun. [Tomumo 3T0T0, YIBTpadnoIeToBOE
H3JIYy4YCHUC, HOI[O6HO HOHU3UPYIOIIEMY U3TYUCHUIO, BbI3BIBACT ITIOBPCIKACHUC
TKaHeH, mpoiuQeparfio KIeTOK 1 MPOMOLINIO KaHIIEpOTeHe3a.
KanueporeHbl MUKPOOHOI MPUPOIBLI

B Hacrosmiee Bpemst OMcaHo yKe JOCTaTOYHO MHOTO MUKPOPTIaHNW3MOB,
BOSZIGIZCTBHG KOTOPBIX Ha OPpraHru3M 4Y€JIOBCKa C0COOHO BBI3BATH pa3BUTUC
OITyXOJIEBOTO TIpOIIeCca.

W3 nanboree akTyalbHBIX IPUMEPOB MOXKHO MpUBECTH T-1MM(OTPOTTHBII
BHpYyc yenoBeka (annt. Human T-lymphotropic virus, HTLV), Bupycsr nammi-
JIOMEBI YeJI0OBeKa, BUpyC DmmTeitHa-bappa, 6akrepuro Helicobacter pylori.

T-aumpoTponHbIii BUpPYC YegoBeka oTHocuTcsa K rpynne PHK-Bu-
pycoB. Bupychl Kak W KJIETKA UMEIOT JIBa OCHOBHBIX THIIA PETYISATOPHBIX
MocJieIoBaTeNIbHOCTEH, 3amyckatonux Tpanckpunuuto JJHK: suxancepsl u
npomMoTopsl. [TockoIbKy B 11€710M BUPYCHBIE IPOMOTOPHI M DHXAHCEPHI 3HA-
9uTeIRHO Ooiee d(h(DEKTUBHEI, UeM WX KJICTOYHBIC aHAJIOTH, TIPH BCTPAMBa-
HUH B TEHOM XO35MHA OHM MOTYT 3HAYMTEIHHO YCHIIMBATH 1, TAKAUM 00pa3om,
HapymiaTh PEeTyISAIHIO SKCIIPECCUU KIETOYHBIX reHoB. Korma peTpoBupyc
UHTErpupyeTcs B 00mact reHoMHO# JIHK, rpanryantyro ¢ mpoTOOHKOT€HOM,
TPAHCKPHUIIIHUS IIPOTOOHKOT€HA MOXKET OBITh HapyIlleHa, YTO MOXKET IPUBE-
CTH K TIPEBPAIICHUIO TPOTOOHKOTEHA B OHKOT€H U Pa3BUTHIO OMYXOJIEBOU
K TpaHC(OpManHu KIETOK.

Bupyc nanuiiomsbl yesioBeka (BITY), otHocuTcs k tpymme JJHK-Bu-
PYCOB, CITOCOOEH BBI3BIBATh paK MICHKW MAaTKA. DKCIPECCHsl BUPYCHBIX Te-
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HoB E7 u E6 B mpouecce nmapasuTupoBaHusi IPUBOAUT K CHUHTE3Y OEIIKOB,
Onoxupyrommx kietounbie Oenku pS3 u pRB (0enok peTnHOOIACTOMBI),
KOTOpbIE B HOPME KOHTPOJIHUPYIOT reHeTHueckyto neaoctHocts JJHK u unc-
KJIIOYAIOT KJIETOYHOE JIeJieHne Mpu MyTanusax. Hapymenue nerictus p53 u
pRB nmpuBOANT K HEKOHTPOJIUPYEMOMY JICIEHUIO KIETOK M HaKarsIMBaHUIO
myTanuii kierounoi JJHK. [Tomumo 3Toro BupycHbIe O€IKH HHAKTHBUPYIOT
u npoarontotuueckue paxropsl (Bel-2, Bax), 4To mpensTcTByeT anonTo3y
MyTHpPOBaBIIKX KiIeTOK. Kpome Toro camo Bximouenue BupycHoit JJHK B
JHK xo3smHa nectabuin3upyeT reHOM M CoCcOOCTBYET MyTHPOBaHUIO, B
TOM YHCJIE U B TPOTOOHKOTEHE.

Bupyc dmureiina-bappa, otHocurcs k rpynne JIHK-Bupycos u cro-
co0eH BbI3bIBaThH TUM(poMy bepkurra (oauH u3 BuaoB B-kietounoit mumdo-
MBI), paKk HOCOTJIOTKH U PsAJ JPYTUX OIyXoJied. DKCIIpeccusi TeHOB BHpyca
DnmreliHa-bappa B KileTke X03s1Ha caMo 10 ce0e He BBI3BIBACT MYTAIIHH,
OJTHAKO MPEIOTBPAIIalOT BOSHUKHOBEHHE Aol To3a MPHU MyTaIUsaX. 4To o0e-
CIIEYMBAET BBDKUBAEMOCTH U MOCIEAYIONIYIO MPOIH(EpParnio OmyXoIeBoi
KJIETKH IT0CJI€ aKTHBALIMU OHKOTEHA JIPYTUM KaHIeporeHoM. Takum o6pazom
Bupyc DOnmreiina-bappa neiictByet kak mpomMoTop.

Helicobacter pylori moxeT BbI3bIBaTh pak xenynka. Helicobacter pylori
MHDHUIHIPYET CIUZUCTYIO 000OUKY KENTy/Ka, BHI3bIBAs XPOHUYECKHI ra-
CTpHUT THNA B, B mpo1iecce KOTOPOro NMMYHOKOMIIETEHTHBIE KJIETKH, y4a-
CTBYIOIINE B BOCIIAJIEHUU CEKPETHPYIOT 3HAUNTEIHHOE KOTNYECTBO aKTHB-
HBIX (hopm KuciIoposa, mospexaaromero JJHK u Bri3piBaromero Mmyraruu.
Kpome toro mponndepanuo 3MUTEINAIbHBIX KIETOK B IPOLECCE XPOHU-
YECKOTO BOCHAJIEHUsSI CIIOCOOCTBYET IOBBIIIEHHON YyBCTBUTEIBHOCTHU K
MyTalUsM U YBEJIMYMBAET PUCK OINyX0JIeBOM TpaHCchopmanuu. B urore
MOXET BO3HHKATh aJeHOKapImHOMa Xemyaka. Takum obpazom, H. pylori
JIECTBYET B KA4ECTBE MIPOMOYTEPA.

IIarorenes omyxoJieit

KittoueBbIM B MOHUMaHWH TIATOTCHE3a OITyXOJIed sSIBISICTCSI OObSICHEHHE
MEXaHU3MOB ITPUOOPETEHHSI OMYXOJIEBBIMHU KIICTKaMH TIOCIIE HX 00pa30BaHuUs
B pe3yNbTare MyTaluii CBOMCTB, MO3BOJSIOIINX UM aBTOHOMHO, HEKOHTPO-
JUPYEMO JISIUTHCS, COXPAHATD KU3HECIIOCOOHOCTh, OBICTPO HapaIUBaTh
KJICTOYHYIO MAacCy B MpeJieiax UCXOAHOTO OMyXOJIEBOr0 y3iia, a Takxke Gop-
MUPOBATh JJOYECPHUE Y3JIbI — METACTA3bI.

BBICTPO ¥ HEKOHTPOIHUPYEMO JETUTHCS OMYXOJIb MOXKET Onaroiapsi:

* M30BITOYHOM ITepeaade CUTHAJIOB Mpoirdepartny,
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* YKJIOHEHMIO OITyXOJIEBBIX KJIETOK OT JAEHCTBHUS CYIIPECCOPOB POCTa,
* 00eCreUeHHIO PETIIMKATHBHOTO OECCMEPTHSI.
CoxpaHsTh KH3HECTIOCOOHOCTh OMYXOJIU MO3BOJISIET:
* CONpPOTHUBIICHHUE 3aPOrPAMMHUPOBAHHON T'HOEIN KIETOK,
* YKJIOHEHHE OT UMMYHHOTO pa3pyIleHusI.
BricTpo HapamuBaTh KOJIMYECTBO KJIETOK U METacTa3upoBaTh:
* UHAYKIHS aHTHOTEHEe3a,
* TIepecTpoiiKa SHEPreTHUECKOro MeTadoIn3Mma,
* AKTUBAIMs MHBAa3UM U METACTa3WpPOBaHUS.

H36bimounas nepedaua cuenanos npoaupepayuil.

B pesynprare MyTanuii B OIyXoJeBbIX KJIETKaX BO3MOYKHBI HECKOJIBKO
MEXaHU3MOB peallu3alny H30bITOUHOTO ACHCTBUSI CUTHAIOB PO Qepalum,
MOJTY4aeMbIX OITyXOJIEBOW KJIETKOH IMOCPEICTBOM POCTOBBIX (haKTOPOB:

1) N36b1TOUuHBIH cuHTE3 (hakTopoB pocTa. [Ipu 3TOM Omyxosm caMu MOTYT
M30BITOYHO MPORYIMPOBATEH (PAKTOPHI POCTA, HIIH, B IPYTHX CITydasx,
KJIETKH OITyXOJIM MOTYT CTUMYJIMPOBATh HOPMAaJbHbIE KIETKH OIy-
XOJTb-aCCOLMUPOBAHHON CTPOMBI, KOTOPbIE M30BITOYHO CHHTE3UPYIOT
(baxTophl pocTa sl OMYXOIIH.

2) Ha moBepXHOCTH KJIETOK OITyXOJIH YCHJIMBAETCSI 00pa30BaHUE perien-
TOPOB K (haKTopam pocra.

3) CTpyKTypHBIE H3MEHEHHS B MOJIEKYJIaX PEIETITOPOB K POCTOBBIM (paK-
TOpaM, KOTOpBIE CITOCOOCTBYIOT UX JINTaH-HE3aBUCUMON aKTHBAIIH
B OITYXOJIEBBIX KJIETKaX.

4) ITocTosiHHAst aKTUBALMsI CUTHAJIBHBIX IIyTEll PELIeITOPOB POCTOBBIX
(bakTOpOB, HE3aBUCUMAs OT aKTHUBALMU CaMHUX peLenTopoB. Tak, Ha-
puMep, HapylieHne aeaktuBanun Ras (6emok cemeiicta ' Td-a3,
HepearolUil CUTHAI OT PELeNnTopa pocTa K OelIKaM-aKTUBaToOpaM
TEHOB, PErYIUPYIOILUX KJICTOYHOE JICJICHNE) B PSJE CIIy4aeB BbI3bIBACT
omyxoJjeByto TpaHchopmanuro. Koraa ¢akrop pocra cBa3bIBaeTCs o
CBOMM TPaHCMEMOpPaHHBIM PELIETITOPOM, PELIENTOp akTUBUpyeTcs. CBsi-
3bIBAHUE C PELICTITOPOM 3amyckaeT akTuBalnio RAS uepes cBs3ytomui
MOCTHKOBBIN Oenok. HeaktuBHBINN RAS, cBA3aHHBIN C TYaHO3WHIH-
¢docdarom (I'1D), akTuBHpYETCS MOCPEICTBOM OOMEHA Ha T'YaHO3HH-
tpudocdar (I'TP). AktuBupoBanHblii RAS uepe3 nmpoMexyTouHbie
OeNKN aKTHBHPYET MUTOTEH-aKTUBUPYEMbIe TPOTeHHKHHA3HI (MAP
kinases), KoTopble HEOOXOMUMEI ISl TIepeladn SACPHOTO CUTHANIA 1
MHTO3a KIIETKHA. B HOpMaNbHBIX KiIeTKax 0elok, aktuBupytonuii ['T-
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dazy (GAP), crumynupyet nedochopuinpoBaHue akTHBUPOBAHHON
RAS B HeakTuBHYIO (hOpMY, KOTOpasi MOJABISET MepeJady CUTHAIIOB.
MytantHbiii RAS 00b14HO He MOXkeT B3aumoneicTBoBarb ¢ GAP wu,
CJIeI0BAaTEIbHO, OECKOHTPOILHO 00€CIIeUnBAET HENPETHAMEPEHHYTO
U CBEpXaKTUBHYIO Mlepefady CUTHAIOB BHYTPHU KJIETKH JaKe TP OT-
CYTCTBUH CTUMYIISILIMU POCTOBBIMU (PaKTOPAaMH, YTO MIPUBOIUT K He-
peryinupyemMomMy AEJICHUIO KISTKH.

KNETKA B MNOKOE AENALAACA KNETKA K/IETKA onyxonu

baxTop

pocra

N ""’ "\\“
N

N

petaaTop K HeaKTUBHbIN
bakropam Ras.
pocra

PucyHok 33 [locmoAaHHAa akmu8ayusa CU2HAabHbIX Nymel pocmossix (pakmopos 8 Kiemkax
onyxonu

aKTUBaUMA TPAHCKPUNLMM

Yxnonenue onyxoneguvix kiemok om 0eucmasus Cynpeccopos pocma.

Knetku omyxoiu MOTyT nproOpeTaTh ClIOCOOHOCTH MOCTOSIHHO JIEJIUTh-

Csl B CHIIy TOTO, UTO B pE3y/bTare MyTalMii HapyIIaloTCs MEXaHU3MBI, pe-
TYJIUPYIOIINE WX BCTYIUICHHE B KJICTOUYHBIM UK. B KauecTBe HapylIeHHS
CYIIPECCUBHBIX MEXaHM3MOB B OIYXOJIEBBIX KJIETKaX MOXXHO PaccMaTpuBarh:
1) Hapymenne Rb-3aBucuMoii perysasinuy BCTYIUICHUS! KJIETKH B MUTO-
THUecKui nuki. Rb —ato Genok, 6mokupyronmii perumkanmto JJHK B
KJIETKE, MPEJOTBpallas epexo/] LIMKJIa KJICTOYHOTO ACICHUS OT (a3bl

G1 x dase S. Dro npoucxoaut Oarogaps CBs3biBaHHIO Rb B mokosiiieii-

cs1 kierke ¢ E2F-6enkamu (aktuBaropsl mpomotopos JJHK). [Tpu aktu-
BaIlMM JEJICHNs KJIETKU T0CIe KOHTaKTa ¢ pOCTOBBIMH (pakTopaMu Ha
koMmruiekc Rb- E2F neficTByrOT IIMKIIMHBI B KOMIUICKCE C I[UKJINH-3aBH-
cumbIMH KuHa3amu. [1pu 3Tom komiwieke Rb- E2F dochopunupyercs u

E2F nucconmmpyet n3 cocraBa KOMILIEKCA. AKTHBAIHS TPAHCKPHITIINH,
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onocpenyemoii E2F, B cBoro ouepenb, NPUBOAUT K TIEpEXOAY KIETKH B
(hazy S kierouHoro 1ukia. Myraius Oeyka Rb B HEKOTOPBIX OIyX0JIsiX
NPUBOJMT K HEKOHTPOJIMPYEMOMY MEPEXO1y IIMKIIa KIETOUYHOTO Jesie-
Hust oT pas3el G1 k dase S u, CIeI0BATEIILHO, K HEKOHTPOIUPYEMOMY
KJIETOYHOMY JICJICHHIO.

NPONUPEPALIUA HOPMA/IbHOM KNETKU NPONUGEPALIUA KNETKU ONMYXONU

cUrHan ot
pocroBoro
dakrTopa

MyTauma

Za\ R,,
LMK/MH-3aBUCUMARA UMKIMH-33aBUCUMAR
KuHasa CDK2 ‘ . KuHasa CDK2
UMKAUH E UMKAuH E
" \%/

PucyHok 34. HapyweHue Rb-3agucumoli pe2ynayuu 0eneHus Kemok onyxoau

2) Hapywmenne p53-3aBUCUMON PEryIsiUH BCTYIUICHHUS KICTKH B MUTO-
TUYECKUU IUKI. benmok pS3 Ha3bIBAIOT «IaTYUK KIETOYHOIO CTPECCay,
MOCKOJIbKY OH Tpu nopexxaennu J{HK topmo3ut knetounyro npoiu-
(epanuro (MOCPEACTBOM aKTUBAIIMKM MHTHOMTOpA HUKJINH3aBUCHUMOM
kuHa3bl 1 (CDKN1 mnu p21), koTopslit nHTHOUpPYET (hochopumupo-
BaHUE KUHA3, CBSA3aHHBIX C KJIETOUHBIM LIUKIJIOM U TOPMO3UT IEPEXO
KkjeTouHoro nukia ot ¢asel Gl k ¢asze S), akTUBUPYET penapanuio
JHK (mocpenctBom akTuBalMy HHAyLUpyeMoro noBpexaeHrneM JJHK
oenika — GADDA45), akTUBUpYET arnonTo3 B clydae HEIMOIMPaBUMOTO
nospexaenust JJHK (mocpenctBom akTuBanuy reHa, CTUMYIUPYIOIIETO
anonTo3, BAX). Ecnu ren TP53, kogupytomuii 6esok pS3 u3MeHeH
MyTareHaMH (XMMHUUYECKHMH BEILIECTBAMH, PAJHAIIMCH WK BUPYCaMH),
MOYKET BO3HUKATh OIyX0ib. OMUcaH M HACJIEACTBEHHBIN Ie(eKT ATOTo
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reHa. Y Jirofiel, ¢ ayTOCOMHO-JIOMUHAaHTHBIM HACJIEJOBAHUEM MYTallUU
B reHe TP53 Hepeako B M0OJI010M BO3pacTe pa3BUBAIOTCS OIMYXOJHU
(TpeuMyIIeCTBEHHO CapKOMBbI) — 3a00JIeBaHKE, H3BECTHOE KaK CUHOPOM
Jlu-Dpaymenu.

3) Hapymenue MexaHM3MOB KOHTaKTHOTO TOPMOKEHUSI TPOH(pEpaIH.
Yxe 1aBHO OBLIIO 3aMEUEHO, YTO B KYJIBTYpaX HOPMaJIbHbIC KIETKU 00-
pasyroT mpu nponudepauu JByXMEpPHBIA MOHOCIIOM, YTO OrpaHUYHBa-
eT abHEHIINI KyJIBTYpalIbHbIA pOCT. DTOT 3P (EKT MoMy4nI Ha3BaHHE
«KOHTaKTHOE TOPMOKEHHE)» pPOCTa KYJIBTYpPhI KJIETOK. B TO BPEMsI KakK B
KYJIBType OIYyXOJIEBBIX KJIETOK KOHTAKTHOE TOPMO)KEHHE HapyIIaeTCsl.
B ocHoBe 071HOTO M3 MEXaHN3MOB KOHTAKTHOTO TOPMOXKEHUS JICKHUT
CIOCOOHOCTh KJIETOK CHHTE3UPOBaTh Oesiok-perynsrtop Merlin (mpo-
ykT reHa NF2), KoTopblii yrnpaBiseT CBsI3bIBAHNEM MOJIEKYI a/iIre3uH
(E-cadherin) ¢ penenropamu (EGF), uto ycunuBaer ajiire3uto KIETOK B
KJIeTodHOM ciioe. OHoBpeMeHHO Merlin yrHeTaeT akTHBHOCTh pelier-
TOPOB POCTOBBIX (DAKTOPOB, OTPAaHUYHBASI KIIETOUHYIO MIPOIH(EpaInIo.
Hapymienue storo addekra B OnyxoneBbIX KIETKaX MPUBOIUT K pac-
TOPMa)KMBAHUIO JIEIEHUS KJIETOK U OJTHOBPEMEHHO K MPHOOPETEHHIO
MMU CTIOCOOHOCTH BBICEIIITHCS 3a MPEACITHI KIIETOYHOTO CIIos. [pyToit
6emnok - LKB1 B HOpMe opranusyeT CTpyKTypy SIUTEIHAIBHOTO CII0S U
MOJIABISIET MUTOTEHHOE NeiicTBre Myc ((hakTop, BKITIOYAIOIIAN TPaHC-
KPHIIINIO, TIOCPEICTBOM B3aMMOJICHCTBHS C DHXAHCEPAMH, U PETYIH-
pYIONIUii alleTHIMPOBAaHNE THCTOHOB) U MIPH HAPYIIEHUH SKCIIPECCUH
LKBI1 B 3nuTeNnHaNbHBIX OMYXOJAX LEJIOCTHOCTD AIUTEINAIBHOTO
CJI0sI 1€CTAOMIM3UPYETCS U PACTOPMAXKHUBAETCS KJIETOYHOE JEJICHUE.
B psne omyxoselt onncaHbl Kak yTpara peryisiiui KOHTaKTHOTO TOp-
MOkeHHUs mocpeactBoM Merlin, Tak n yraerenne neficteus LKB1 Ha
9TOT MEXAHU3M.

Obecneuenue PEeNnuKamueHoco 6eccmepmuﬂ.

B HOpME KJIETKH CITOCOOHBI MMPOXOINUTH TOJBKO Yepe3 OrPaHUICHHOE THC-
JIO TTOCJIEIOBATEIIBHBIX ITUKIIOB KICTOYHOTO MEICHUS. TelToMephl — IPYIIIThI
HYKJICOTH/IOB, HAXOJIAIIMECS Ha KOHIIAX XPOMOCOM H 3alIUIIAIOIINE KOHIIBI
xpomocoMHbIX JIHK oT CKBO3HBIX CAMSIHUIM U, CJIEI0BATEIbHO, KJIETKY OT TH-
0eJr, yKOpaYrBaOTCs B PA3MHOKAFOIIIUXCS KIIETKAX MPH KaXKIOM KIETOYHOM
JleIeHuH. B KOHEYHOM MTOTe YKOPOTHUBIIASICS TEIOMEpa HE MOXKET 3alllUTUTh
koH1bl JIHK u xiteTka mepecraeT enuThes ¥ MoTHoaeT.

Jnst hopMupoBaHMS OITyXOJH M €€ HEKOHTPOIIMPYEMOTO pocTa TpedyeTcst
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HEOIPaHMYEHHOE YMCIIO KJIETOUHBIX JesieHuH. OmyXoJeBble KIETKH MPHOo0-
peTaroT CocOOHOCTh AKTUBHPOBATH TeJIoMepa3y — CleHaIn3UPOBAHHYIO
JHK-nonumepasy, criocoOHyI0 100aBIsSTh HyKICOTHIHBIE TTOBTOPHI K KOH-
nam tenomepuor JIHK. B HOpMe aKTHUBHOCTH TellOMepas3bl MPAKTUUECKU
OTCYTCTBYET B COMaTHUECKUX KJIETKaX TaK Kak elle B paHHEM dMOpHOTeHe3e
BBIKJTFOYAETCSI €€ KaTAIUTUUYECKUI (aKTUBUPYIOIIHIA) KOMIIOHEHT. Temome-
paza ObIBacT akTUBHA TOJBKO B CTBOJIOBBIX, TIOJOBBIX M HEKOTOPBIX APYTUX
kietkax. B 85% cinydaeB omyxoseil TenoMepaza akTUBUPYETCS. YIITUHSAA
JHK Tenomep, akTuBHas Teromepasa MpemnsTCTBYET MPOTPECCHUPYIOIIEMY
YKOPOUYCHHIO TeJloMep, Oiiaronapsi 4eMy OITyXoJieBasi KJeTKa mpruoopeTaet
CIIOCOOHOCTH JICJIUTHCSI HEOTPAHWYCHHOE YHCIOo pa3. Takum oOpa3oM, ak-
TUBHOCTH TEJIOMEPA3bl B OIYXOJISIX MTO3BOJISIET 00ECTIEUNTh HEOTPAHUIEHHOE
YHUCJIO JISJICHUH OITyXOJIEBBIX KJIETOK — PelVINKATUBHOE GeccMepTHe, 4TO
MOMHMO MHBIX MEXaHH3MOB 00ECIICUNBAET OIYXOJIEBBII POCT.

Conpomuenenue 3anpocpammupo8anHoll cubeiu Kiemox u yKioHeHue om
UMMYHHO20 HAO30pA.

MexaHu3M 3aporpaMMHUPOBAHHON THOETH KJIETOK WU AlONTO3 SIBIIS-
eTCS ONHHMM W3 3AUIUTHBIX MEXaHU3MOB, PETATCTBYIONMM BEDKHUBAHUIO
MYTHPOBAaHHBIX KJIETOK, B TOM YMCIIE W OMyXOJIEBbIX. B mpomecce myTarmii
OITyXOJIEBBIE KJIETKH TPUOOPETAIOT CIIOCOOHOCTD YKJIOHSTBCS OT arornTo3a.
MexaHNU3MBI 3TOTO MOTYT OBITh Pa3TUYHBIMU:

)

yutoxpom C o

o, -
AMNONTO3
o
Bcl-2 Bax e = Bak

PucyHok 35 Pezynayus anonmo3sa Bcl-2
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* YBEIIMUYCHUsI IKCIIPECCHU B OITYXOJIEBBIX KIETKAaX aHTHAITONTOTUYECKHUX
peryasitopos, Hanpumep Bel-2. B Hopme Bcl-2 cBsizbiBaeT u, Takum
00pa3oMm, MoJaBiIseT ACHCTBHIE IBYX MPOAMONTOTHUECKUX TPUTTEPHBIX
OenxoB (Bax n Bak), BCTpOCHHBIX B HAapyXKHYI0 MEMOpaHy MUTOXOH-
JPUIA ¥ CIIOCOOHBIX YBEITMYHMBATh €€ IPOHUIAEMOCTD C TIOCIIETYIOINM
BBICBOOOXIeHHEM B 1uToruiasmy rutoxpoma C. Lluroxpom C B cBOIO
o4epe/b CIOCO0CH aKTUBUPOBATh Kacna3bl U HHUIIMAPOBATH AllONTO3.

 [lomamnenue cuHTe3a mpoanonToTHueckux Oenkor (Bax, Bim u ap.)

 [lonmaBnenue cuntesa 6enka pS3 (npoaykrt rena TPS3), sBistomierocs
(hakTOpOM, HHULIMUPYIOIIMM aroITO3, IPU HAKOIUICHUH Pa3phIBOB
JHK npu mytanusx.

B ciydae, ecnu ormyxoneBasi MyTanusi B KJIETKE COCTOSIIACH U KIIETKA YKIIO-
HUJIACh OT MEXaHW3MOB KOHTaKTHOTO TOPMOXXCHHS U M30ekala anonro3a
BO3MOYKEH €11l OJIUH BOKHEUIINI MEXaHU3M 3allIUThl OPraHU3Ma OT OIyXOJIH
— IMMYHHBIH OTBET, HAalpaBJICHHbBII HA YHHYTOKCHIE MyTHPOBABIICH KIICTKH
WM MMMYHHBIH Ha/A30P.

B 3ammre OT OnyXoiu BaXKHYIO POJIb HTPAET MPEK/IE BCETO aIalTHBHBIH
KJICTOUHBIH IMMYHHTET, B YaCTHOCTH a/IeKBaTHast (QYHKIHS [IMTOTOKCHYECKUX
T-mumdoruror (CD8+), T- xenmepos nepsoro tuna (Th1/CD4+) a Takxe
yuactue B 3amuTe ecrectBeHHBIX KmiiepoB (EK/NK). @yHkuunoHanbHas
HEJIOCTaTOYHOCTh STHX UMMYHOKOMIIETEHTHBIX KIIETOK MPUBOJIMIN K 3aMET-
HOMY YBEJIHUYCHHUIO YaCTOTHI BOZHUKHOBEHHSI OITyXOJICH.

Hnoykyus anzuozenesa.

[Tomo6HO M000# HOPMATBEHON TKAHW OITYXOJb JJIS TTOAISPIKaHMSI CBOCH
KU3ZHENEATEITPHOCTH HYKIAETCS B TOAEPIKKE CTPOMBI ISl TIOCTYIUICHHS
MTUTATEIBHBIX BEMIECTB M KUCIIOPO/Ia, a TAK)KE B a7IEKBATHOTO BBIBEACHUS yIIIe-
KHCJIOTO Ta3a U MPOIyKTOB MeTabonmu3ma. [loaTomy B omyxomim opMupyeTcs
CTpOMa ¥ BayKHEHIIIEeH 4acThIO0 3TOTO MpoIlecca SIBISETCSI HOBOOOpa3oBaHHE
cocynoB (anruorenes). [1o crermenn pa3BUTHS CTPOMEI BCE OITyXOIU OOBITHO
TTOJIPA3/IeNIAIOT Ha OPraHOUAHBIE, TO €CTh COMEPIKAIINe PA3BUTYIO CTPOMY,
boraryro cocyqamu, ¥ THCTHOMIHBIEe — Oe/THbIe CTPOMOH omyxonu. B Hop-
MaJIbHOW C(OPMUPOBABIIIEHCS TKAHH AHTUOTEHE3 aKTHBUPYETCS OOBIYHO TIPH
penapaTuBHBIX MpOIeccax, B OMYXOJIH OH B TOH FIJTM HHOM CTENEHH aKTHBEH
Bcer/a. | umokcws, BO3HUKAIOMAs B OBICTPOPACTYIIEH TKAHU OITyXOITH, SIBJISIET-
s KITFOYEBBIM (PAaKTOPOM, 3aITyCKAFOIINM aHTHOTeHe3 OImyXoud. OImyXoeBble
KJIETKH ¥ aCCOIIMMPOBAHHBIE C OMYXOJIBI0 CTPOMAIIBHBIE KIIETKH B YCIIOBUSIX
THITOKCUH CEKPETHUPYIOT MMPOAHTHOTeHHBIE (DaKTOpHI, HAapuMep, (pakTop pocra
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snporenus cocyaoB (VEGF). DunorenuanbHbie KIETKH B MUKPOOKPYKEHUN
omyxouu skcrpeccupyrot perentop VEGF (VEGFR). BzaumonetiictBre 3Toro
peuentopa ¢ nurangom VEGF-VEGFR npuBoaut x 00pa3oBaHUI0 HOBO-
T'O SHJOTENIHAIBLHOTO BBIPOCTA, BPACTAIONIETO B TKaHb OMyXoiH. [loMumo
VEGF, npoanruorenssie GakTopbl BKIIOYAIOT B ceOsl ceMelcTBa pakTopoB
pocta ¢pubpodiacror (FGF), dhakrop pocta Tpomboruros (PDGF), Tpanc-
hopmupyromue pakropsl pocra-aibda/oera (TGF-o/f) u anrunonostux, a
TaKXKe CBSI3aHHbIC C HUMH pelenTopbl. POCT cOCy/I0B perynupyercs: Takxke
U CyIPEeCCHBHBIMHU (aKTOpamu, TAKUMHU Kak Tpombocrnonaun-1 (TSP-1).
BzaumoneiicTBys ¢ peenTopoM Ha MOBEPXHOCTH IHAOTENUSA, OH TOPMO3UT
POCT COCY/IOB, TAKMM 00pa3oM SIBIISISICh IPOTHBOBECOM aKTUBUPYIOIIEMY JeH-
crBuio VEGF. B HOpManbHBIX TKaHSIX Takas cOaqaHCHPOBAHHAS PEryIIsIHs

PucyHok 36 Pe2ynayus aHauo2eHe3a onyxo/iu NpoaH2uo2eHHbIMU hakmopamu. Ha pucyHke:
FGF — pakmop pocma ¢pubpobnacmos; FGFR — peyenmop pakmopa pocma pubpobiacmos;
PDGF - ¢pakmop pocma mpomboyumos; PDGFR — peyenmop ¢pakmopa pocma
mpom6oyumos; TGF — mparcpopmupyrouuli pakmop pocma a/f; TGFR - peyenmop
mpaHcgopmupyrowezo pakmopa pocma; VEGF - pakmop pocma sHoomenus; VEGFR -
peuenmop hakmop pocma 3Hoomenus
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Ba)KHA TIPU PEMAPATUBHBIX MPOIIECCAX U CTPYKTYPHBIX IIepecTpoiikax. OmpHako
OIIYXOJIU B MPOIIECCE MyTAlUH PUOOPETAIOT CIIOCOOHOCTh BO3JICHCTBOBATh
Ha aKTMBHOCTh (PAKTOPOB, PETYJIUPYIOIIUX aHTHOreHe3. Tak, B 4aCTHOCTH, B
pane omyxoneit aktuBauusa Ras 1 Myc noBbIlIaeT 3KCIPECCHUIO AHTHOT€HHBIX
(akTOPOB. AHTMOTEHHBIE PEryJISATOPbl MOTYT 3KCIPECCUPOBATHCS TAKKE
U IO/ JIEUCTBUEM HEKOTOPBIX MEIMATOPOB UMMYHOKOMIIETEHTHBIX KIIETOK
(MakpodaroB, HEUTPODUIOB, TYYHBIX KJIETOK U JP.), KOTOPIC YYaCTBYIOT B
MMMYHHBIX POIECCaX U BOCIAJIEHUHU Pa3BUBAIOLIMXCS B OTBET Ha OIyX0Jib. B
OIYXOJISIX BO3MOYKHO YCHUJIEHHE aHTMOT€HE3a, CBSI3aHHOE TAKKE C YTHETEHUEM
aKTUBHOCTH T'€HOB, KOJUPYIOLIUX JHJIOTCHHbIC HHIMOUTOPBI aHIMOIeHE3a,
Takux, kak TSP-1.

Ilepecmpoiixa snepeemuuecko2o MemadoausMa.

[TepecTpoiika YHEPTETHUECKOTO META00IM3Ma B OITyXOJH SIBIISICTCST BaXK-
HEUIITNM ITPOSABIICHUEM OMOXMMHUYECKOTO aTUIN3MA. HOCKOHBKy B aKTHBHO
pacTyliei onyXxoyu, 0COOCHHO B YCIOBHUSIX OTPAaHUYCHHOTO Pa3BUTHS CTPOMBI
MPOABIACTCA HEAOCTATOUYHOCTD MMOCTYIUICHUA KUCJIOpOAa U MUTATCIbHBIX
BCILICCTB IJIA BBIZKHBAHUS 1 Hponnq)epaunn OITYXOJIEBBIX KJIETOK BO3HUKACT
HEOOXOIMMOCTbH MTPUCTIOCOOIEHHS K JaHHOMY JieuiuTy. CiaencTBHEM 3TOTO
SIBIIIETCSI TIEPECTPOKa MeTaboIn3Ma OMyX0JIeBOH KIIETKH, MPEXK/IEe BCEro
9HEPreTUYEeCKOTo (0MOXMMHUYecKHil aTUNU3M). BriepBrie u3meHeHne sHep-
TeTHYECKOr0 MEeTa0oIM3Ma OIyXOJIEeBBIX KIIeTOK oO0Hapyxwi1 OtTo BapOypr,
KOTOpBIﬁ OTMETUJI 3BHAYUTEIIbHOC YCUIICHUEC INIMKOJIU3a 1aXKE B IIPUCYTCTBUHA
JIOCTaTOYHOM OoKcureHanuu. [Ipu 3TOM omyxonu BecbMa akTUBHO TTOTIIOIIA-
0T TIIIOKO3Y, HEOOXOANMYIO /ISl OCYIIECTBICHUS MPOIIECCOB TIIMKOIU3a (B
CBS3M C Y€M BO3HUKJIO Ja’ke 00pa3HOe BHIPAKEHHE: «OITyXOJh — JIOBYIIIKA
TJTFOKO3BD») U 00pa3yIoT MOJIOUHYIO KHCIIOTY. ITOT 3((DEKT peann3yercs B
OITYXOJIEBBIX KJIETKaX B YACTHOCTH 32 CUET YCHICHHS ACHCTBHS MEMOPaHHBIX
MIePEHOCUYNKOB TITI0K03bI, ocobeHHo GLUT1, pa3BuBarormieiics B pe3ynbrare
i akTrBanyu Ras u Myc, Wim MyTannu OIyXO0JIEBBIX CYPECCOPOB — TAKHX
kak TP53. [ToMruMO yKJIOHEHHUS OT TUIIOKCUU YCUIIEHUE MPOIIECCOB MIMKOIN3a
TIO3BOJIIET HAIPABIIATH IPOMEKYTOYHBIE IPOYKTHI HA OMOCHHTE3 HYKJICO3H-
JTOB, aMUHOKHCIIOT 1 KHPHBIX KHUCIIOT, YTO YCKOPSET CHHTE3 MaKPOMOJIEKYIT
1 00pa3oBaHUE OpraHell B MPOIH(EPUPYIOMINX KIETKAX.

Akmueauuﬂ UuHeA3UU U memacma3upoeanusl.

WnBazus u MCTACTAa3UPOBAHUC CBA3AHBI CO CITOCOOHOCTERIO OITYXOJICBBIX
KJICTOK BBICCIIATHCA U3 UCXOAHOTO Yy3Jia U PACIIPOCTPAHATHCA B OKPYH(&IOLHGﬁ
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METACTA3bI OIYXO/IEVM —emopuyHbie o4azu onyxoneeozo pocma,

obpaszosaswiuecs 6 pe3ynbmame pacnpocmpaHeHus KaAemoK onyxonu u3 nepeuvyHo2o
o4aza e Opyaue mKaHu

TKaHHU 4epe3 BHEKJICTOUHBIH MAaTPHUKC € MOCIECAYIOIUM IPOHUKHOBEHHEM
(mpeomones Oa3anbpHYO MeMOpaHy) B TuMQarrdeckue (OONBIIMHCTBO PAKOB)
WM KPOBEHOCHBIE COCY/IBI (OONBITMHCTBO CAPKOM), T/IE 3TH KIETKH I10 O/IN-
HOUKE WJIM B COCTaBE OILyXOJIEBBIX KOHIJIOMEPATOB — AMOOJIOB MEPEMEILAIOTCS
B JIpyTHe Y4acTKH TKaHH U APYTHUe OPTaHbl, I71€ CHOCOOHBI CTaTh HICTOUHUKOM
(hopMHpOBaHMS AOUEPHUX OIYXOJIEBBIX y3JIOB. Takue MeTacTas3bl Ha3bIBAIOT
COOTBETCTBEHHO JTUM(OTreHHBIMU U reMaTOreHHbIMH.

Bo3MokHBI 1 MeTacTa3bI MPSIMO-
ro pacnpocrpaHenusi. OnmyxoneBbie
KJICTKH, OTJCJIMBIINECS OT IepBUY-
HOM OITyXOJM, MOTYT BBKMBaTh U
PacIpoCTPaHATHCS IPU UMILIaHTALN
Ha CEpO3HBIC MOBEPXHOCTHU MOJIOCTEN
nnu opraHoB Tena. [Ipopacranue ormy-
X0JIeH B CEpO3HBIE MOIOCTH YacTo CO-
MPOBOXKAAETCS CKOIIJICHUEM JKHJIKO-
CTH, HalIpUMep, KapLIUHOMa STTIHUKOB
MOYKET BBI3BIBATh PAa3BUTHE acLUTa
OPIOIITHOM MOJIOCTH.

MexaHu3M MeTacTa3upOBaHUS
PucyHok 37 KapyuHomamo3s TECHO CBS3aH C MEXaHHW3MaMH HH-
numqbamuquKux cocyaos J1€eKoeo. Ba3uH, ITOCKOJIBKY IPEkKAE YEM OT-
Ha pucyHke cmpenKoG YKa3dHebl pakosole CEIUTHCS OT OCHOBHOIO y3la IUis
KJ/1emku 8 }'ILIMd)GmU‘-IECKUX COC}’aCIX o o

JanbHeHIel HHBAa3UM M MeTacTa3u-
POBaHUs, M MIPOXOJMUT CTAAUHHO TI0 Mepe MpruoOpeTeHus Bece Oosee 310Kaue-
CTBEHHOTO (peHOTHIA. B aruTenanbHbIX OMyXO0JsIX MepBOHAYaIbHO OITyX0JIeBast
KJIETKa JIOJDKHA YTPaTUTh CIIOCOOHOCTD K MEKKJICTOUHOH aare3un B CBSI3H C
yTpaToil aKTUBHOCTH SMHUTEIHAIBHBIX OSITKOB MEKKICTOUHOM anre3un E-ka-
repuHoB (E-cadherin). OnHOBpeMEeHHO OMyXOJeBbIe KIETKH MPUOOPETaoT
CIOCOOHOCTH K MHUTPalliy, OJarogapsi SKCIpecCUH ME3eHXHMMAIIbHBIX OEIKOB
MEXKIIeTOuHOM anre3unt N—kajarepuHos (N-cadherin). Dtot nporiecc ere mno-
JIy4UJI Ha3BaHUE «IMUTEIMATBLHO-Me3eHXUMAJIbHBII Mepexoiy, Mpu KOTOPOM
SMUTENTHABHBIC KIIETKH TEPSIOT CBOIO MEKKIICTOUHYIO aATe3HI0 U PHOOPETAIOT
MHTpalMOHHbIC 1 HHBa3WBHBIE CBOWCTBA, MOA00OHO ME3eHXUMAaJIbHBIM CTBOJIO-
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BBIM KJieTKaM. Jlanee ormyxosneBble KIETKH SMUTEINATBLHOTO MPOUCXOKICHHUS
JIOJDKHBI TIPEOI0NeTh 0a3aibHyt0 MeMOpaHy AJIsl 4ero cHavania MoCcpeaCTBOM
PELenTopoB JaMUHUHA U (PUOPOHEKTUHA MPUKPETTUTHCS K 0a3aJIbHOM MeMOpa-
He, T0CJIe Yero ¢ MOMOIIBIO MpoTeas pa3pymuTh ee. [locie aToro omyxomneBbie
KIJIETKH MUTPHUPYIOT B MEXKKJIETOYHOM MaTpHKce, Onarogaps criocoOHOCTH
CEKpeTHpOBaTh (PepMEHTHI, pa3pylIaroNe MaTPUKC. DTOMY MPOIECCy CIIO-
co0CTByeT cuHTE3 (PepMEHTOB BOCTIAIUTENLHBIMU KIIETKaMH (Makpodaramu
1 HelTpoduiamu), MPUCYTCTBYIOIIUMHU B TKAHW MPU PA3BUTHU PEaKTUBHOTO
BOCIIAJICHUsI Ha OITyX0Jib. Kpome Toro akTHBHpyeTCst ceKpenus psiaa GpakTopos
ME3eHXHUMaJIbHBIMH CTBOJIOBBIMH KJIETKAMH B OTBET Ha CUTHAJIBI, BHICBOOOK 1A~
€MBbIE OITYyXOJICBBIMU KIIETKaMH, KOTOPbIE YCHIIMBAIOT MHBA3UIO OITYyXOJEBBIX
KJeTok. Jlanee omyxoneBble KIETKH MPUKPEIUISIIOTCS K 0a3aibHON MeMOpaHe
COCY/IOB M pa3pyllaroT ee, MOCIIe Yero Yepe3 MeKIHI0TEeTNANIbHBIE IIEITH TT0Ta-
JTAFOT B IUPKYJLIINIO (MHTpaBa3aIyst ormyxoin). [Ipu 3ToM OImyXoIeBbIM KIIETKaM
Jierye MPOHUKATh B IMM(ATHIECKUE COCYIIbI, JTUIICHHbIe 0a3aibHOI MeMOpa-
HBI, a TAaK)Ke B HOBOOOPa30BaHHbIC B CAMOH OITYXOJIM COCYIIBI, TIOCKOIBKY UX
HPOHUIIAEMOCTb ITOBBIIIEHA. BOIBIIMHCTBO OITYXOJEBBIX KJICTOK B IIUPKYIISIIN
norubaer, Grarogapst aKTUBHOCTH ITPOTHBOOITYXOJIEBOIO UMMYHHOTO OTBETA,
O7IHAKO Oarofapst MEXaHU3MaM yKJIOHEHHS OITyXOJIel OT IMMYHHOTO HOBPEX-
JieHns (OZTHUM U3 HUX SBIISIETCS A/Ire3Hs OIyXOJIEBBIX KJIETOK C TPOMOOIUTaMU
1 GUOPHHOM BHYTPH COCYZIOB, UTO 3aTPYJHACT NX HMMYHHOE PACIIO3HaBaHNE)
YacTh U3 HUX BBDKUBACT. Jlajee MponcXoauT MpeoIoJIiecHHE OITyXOJIEBBIMH KJIET-
KaMH COCYIMICTON CTCHKH ¥ BBIXOJ B OTAAJICHHYIO TKaHb (9KcTpaBazamms). [

PucyHok 38 Memacmas menaHombl 8 Pucyrok 39 Memacmas paka e cepoye. Ha
neyeHb. Ha pucyHke cmpesnkoii yKasam puUCyHKe cmpesiKoll yKa3aH Memacmas paka
Memacmas mesaHoMbl
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3TOr0 CHayaJla IPOUCXOAUT a/ire3us OIMyXOJIEBOM KIIETKH K SHIOTETHATbHBIM
KJIETKaM WITH JISKallel 1ol HUMK 0a3aibHOi MeMOpaHe (K OekaM JJaMUHHH U
koutareH TuroB [V u V), 3arem afres3nst MeTacTaTHIeCKON OIyXO0JI€BOM KIIETKU
K 2JIEMEHTaM COEIMHUTEIBHON TKaHU, TAKUM KaK (pUOPOHEKTHH, KOJUIareH
I Tvna 1 rHaTypoHaH, 4TO HEOOXOMUMO JUTS IIEPEMEIICHHS OITyXO0JIeBON KIIETKH
B CYORHJIOTENHAILHOM CTPOME U TIOCIIEAYIOLIETO POCTa BO BTOPUYHOM MECTE
konoHu3anuu. [Ipy 3ToM TkaHeCTIenMPUIHOCTD METACTa30B HEKOTOPBIX OITyXO-
JIel CBsI3aHa C UX CIIOCOOHOCTBIO B3aUMOJICHCTBOBATH C TKaHECTICM(DUUHBIMU
MapKepaMin Ha MOBEPXHOCTHU SHAOTCINAJIBLHBIX KJICTOK WJIN HpI/IO6peTeHI/IeM
PEUETITOPOB K XEMOKHMHAM, CCKPETUPYEMBIM KIIETKAMU TCX WJIU MHBIX TKaHEH.
IMocie sxcrpaBazaimu GOPMUPYETCSI HOBBIH OITYXOJIEBBII KIIOH U aKTHBUPYETCS
aHruoreHes. B pesynbsrare oOpasyeTcst J0UepHUI METacTaTUICCKUN Y3€I1.

Brusanue onyxoneii na opeanusm. Ilapaneonnacmuueckue cunopomul. Ony-
Xonegoe ucmoujetue.

OnyXoIb MOXKET OKa3bIBaTh KaK MECTHOE BIMSHHE HAa TKAaHW M OPTaHbI,
rJe oHa 00pa3oBaiach, Tak M cCUCTeMHOe JieiicTBue. Kimmandyeckoe mposipie-
HHUE OMYyXOJH, CBI3aHHOE C MMMYHHBIM OTBETOM OpraHM3Ma Ha OIyXOJlb C
MOCTETIEHHBIM Pa3BUTHEM ayTOMMMYHHBIX PEaKINi, a TAKXKe ¢ IPOILyKIHeH
OITyXOJIbIO0 OMOIOTUYECKN aKTUBHBIX BENIECTB (TOPMOHBI, IMTOKUHBI ), Ha3bI-
BaeTCs MapaHeoNJacTHYeCKUM CHH/IPOMOM.

MAPAHEOI/IACTUYECKMH CUHAPOM — KomnaeKc cumnmomos, namo2eHemu4ecKu

obycnoeneHHblii cekpeyueli onyxonbro 6UOM02U4ECKU AKMUBHbIX 8ewjecmas u
ummyHHoli peakyueli Ha onyxono

MecTHoe BJIMSIHHE OMyXoJieii Ha TKaHU B IEPBYIO OYEpPe/b C BA3AHO C
XapaKTepoM UX pocTa.

BonpmMHCTBO OOPOKAaYECTBEHHBIX OITyXOJICH pacTeT HKCIIAHCHBHO, TO
€CTh KOMITAKTHBIM Y3JIOM, OTTECHSS OKPY’)KaIOIIyI0 TKaHb [0 Mepe pocTa
y3na. [Ipu 3TOM PONCXOANT MEXaHWIECKOE CIIABIICHHUE OKPY KAfOIIeH TKaHH,
COTIPOBOJK/IAIOIIIEECS HAPYIIEHHEM IIMPKYIISIINT TKAHEBOH KHUAKOCTH U COCY-
JIMCTOM IUPKYJISALNH, YTO BBI3BIBACT TMIIOKCHYECKOE OBPEXKICHNE HA TPAHNUIIE
OIyXO0JIb —TKaHb. CIaBIeHHe OKPYKaOIIeH TKaHH MIPUBOAUT K €€ YIUIOTHEHHIO
(Tax Ha3pIBaeMas TICEBIOKAIICYJIA), 4TO O0JIErdyaeT XUPYPrudecKoe yaaieHue
TaKOH OIMyXOJNu. B HEKOTOPHIX TKaHAX, TAaKMX, KAK TKAaHW TOJOBHOTO MO3ra
9KCIIAHCUBHBIA POCT OIyXOJIM MOXKET OBITH OMACHBIM, B CBSI3U C IIPOCTPaH-
CTBEHHBIM OTpaHUYEHHEM TKAaHH YePEITHON KOPOOKOH, uTo ycrmBaet dhhexT
craBieHns. MOXXeT IpU pOCTe OITyXOJH TAaKKe HapPYIIaThCs MTPOXOJUMOCTh
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MOJIBIX OPTaHOB, YTO PUBOAUT K HAPYIICHUIO UX QyHKIHU (3KEITyAouHas U
KHIIEYHAs! HEMPOXOJUMOCTb, JKEITyXa MPH 00CTPYKLUH KETUEBBIBOSIINX
nyTei, ruapouedanys Npu HapyIEeHHN TUPKYISIIH JIUKBOPa H 1p.).

3510KaueCTBEHHBIE OIYXOJIHM PacTyT MHBA3UBHO, TO €CTh CaM XapakTep
pOCTa OIYXOJIH yKE II0Ipa3yMeBaeT HAPYIIEHUE LIEJIOCTHOCTU OKPYKAOIIEH
€€ TKaHH, YTO B CBOIO OYEPE/Ib IPUBOIUT K KPOBOTEUEHUSAM U KPOBOU3IIUSHU-
SIM, K Pa3BUTHIO BOCHIAJICHUS, K U3bSI3BICHUIO U TIEPPOPALIUHN CTCHOK MOJIBIX
OpraHoB.

IMapaneonyiacTHYecKHe CHHAPOMBI B 3aBUCHMOCTH OT ITpeo0iajaHus
HapymeHus: GYHKIUH TOW WK MHOM CUCTEMBI Pa3leIsiOT Ha HEBPOJIOTHYe-
CKH€, SHJOKPHHHBIE, TEMATOJIOrMYECKUE, KOXKHO-CIIU3UCTBIE U IIPOYHE.

Hexotopsie omyxonu MoryT 06a1aTh ClIOCOOHOCTBIO CEKPETUPOBATH Te
WM UHBIE aKTHBHBIE BELIECTBA (TOPMOHBI, IUTOKUHBI, TaMMAariIoOyIMHbI U UX
¢parmentsl). Tak clIOCOOHOCTH JOOPOKAYSCTBEHHOM OMYXOJIH KITyOOUKOBOM
30HBI KOPbI HA/IMOYEUHHKOB CEKPETHPOBATH N30BITOK aJIbJ0CTEPOHA MPUBOANUT
K YBEJIMYEHHUIO aKTUBHOCTH 3TOI'0 TOPMOHA, YTO HPOSBUTCS KIIMHUYECKUMHU
MpHU3HAKaMH MIEPBUYHOTO anbIocTeporn3ma (cuaapom Konna). M30bITok
HHCYJIMHA, CEKPETUPYEMBII OITyXOJIbIO OCTPOBKOBBIX KJIETOK ITOJDKEITYI0UYHON
KeJe3bl (MHCYITMHOMA) IPUBOAUT K Pa3BUTHIO THIOTTMKEMHUYECKOTO CHH/IPO-
Ma. Bozmoxen sxronmueckuii cunates, HarpuMep cuate3 AKTI-mogo6Hbix
MENTH/I0B TIPY HEKOTOPBIX CIy4asx OPOHXOT€HHOTO paka JIETKUX WM CUHTE3
WHCYJIMHOTIOOOHBIX OEJTKOB HEKOTOPHIMH ME3EHXUMAIbHBIMHU OITYXOJISIMHU.
AKTHBHAsI CEKpENHs OITyXOJIEBBIMU KJIETKaMH JIETKUX Henell NMMYHOTIIO-
OynauHOB Ipu Iu1a3mMouuToMe beHc-/[xoHca NpUBOIUT K IPOTEMHEMUH U
BTOPUYHOMY ITOBPEKICHHIO ITOYEK.

OmyX0Ju MOT'YT TaKKe N30bITOYHO CHHTE3UPOBATh IUTOKUHBI, HAIPUMED,
aJICHOKAPIIMHOMA JKeJIyIKa MOXKET CUHTE3MPOBAaTh SMUAEPMaJIbHBIN (HaKTOp
pocTa, BI3bIBAs Pa3BUTHE OJHOTO U3 BAPUAHTOB KOJKHO-CIIM3UCTOTO IapaHe-
OTTACTHYECKOTO CHHIPOMA.

VMMyHHas peakuus B OTBET Ha TKaHECIeUU(UUHbIC aHTUTCHBI, aCCOLH-
HUPOBAaHHBIE C OIYXOJbIO, MOKET TOPMO3HUTE POCT OIYXOJIH, HO, TOCKOJIBKY
Kak IPaBWJIO HE TPUBOIUT K €€ YHUUTOXKEHUIO, ITPOOKAETCS U TOCTEIIEHHO
YCHJIMBAETCS], YTO CO3AAET YCIOBHUSA IS aTAKW IMMYHHBIMU MEXaHU3MaMH YKe
HOPMAaJIBHBIX KIIETOK M TKaHEH, HECYIINX TaKie aHTUIeHbl. Bo3HMKaeT Hapac-
Taroliee ayTONMMYHHOE TIOBPEXIEHUE COOTBETCTBYIOIIEH TKaHH. [IpruMepom
MOTYT OBITh MEXaHU3MBbI, IPUBOASIINE K PA3BUTHIO TSDKEJIBIX BAPUAHTOB
HEBPOJIOTHUYECKOTO MapaHEOITaCTUYECKOTO CHHAPOMA C TMOBPEXKICHUEM LIEH-
TpajbHON U epu(epruIecKoil HEPBHOHM CHCTEMBI, CBS3aHHBIEC C AKTUBHOCTBIO
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ayTOAHTUTEN K aHTUTEHaM HEPBHOW TKaHH (SHUEPATUT NPHU MOBPEKICHUN
MO3ra ayToaHTHTEJIaMH K peLenTopy y-aMmuHoMmacigHoi kuciaotel (FAMK)
WM K HUIKOTHHOBOMY alleTHIIXOJIMHOBOMY PELeNITOPY, MUEIONaTHs TIPH 00-
pa3oBaHUM aHTUTEN K OENIKy CHHANTHYECKUX ITy3bIPHKOB — aM(pupu3uny).
OnyxosieBoe ucTolenue (KaxeKkcus) SBISICTCS OMHUM U3 Hauboee Ts-
JKEJIbIX MapaHeoIIaCTUUECKUX CHHJIPOMOB, MPOSBIISAIONINXCS B TEPMUHAIb-
HOU cranuu 3a0osieBanus. Y OOJIBHBIX HAONIOMAETCs CinaboCTh,, ObICTpast
YTOMIISIEMOCTh, OHH TEPSIOT BEC U UMEIOT CHHYKEHHYI0 HIMMYHHYIO (DYHKIIUIO.
MexaHu3MBbI OITyXO0JIEBOTO HCTOIIEHHSI MHOT0OOpa3Hbl. DTO IOBPEKACHUE
U KaK CJIEJICTBUE JUCPYHKIMS OPraHOB M CHUCTEM, BhI3BAHHOE HMMYHHOR
peaxiueil Ha OImyXoJb U BOCHAJIEHHUEM, COTTPOBOXKIAIOIINMHUCS CUCTEMHBIM
JIeiCTBIEM MEINATOpOB, HanpuMep (dakropa Hekpo3a omyxonu (TNF), koto-
PBIH ellle Ha3bIBAIOT «KaXEKCUH» MU «KaXeKTUH». MI30bITOuHas aKTUBHOCTh
TNF oka3biBaeT mpsMoe KaTabOTUIECKOe IeHCTBUE Ha CKEJICTHBIC MBIIIIIIBI 1
JKUPOBYIO TKaHb Yepe3 yOMKBUTHHOBBIN ITPOTEACOMHBIN My Th. DTOT MEXaHNU3M
BKJIIOYaeT 00pa3oBaHue aKTUBHBIX (POPM KHCIIOPOJIA , UTO MPUBOAMT K YCH-
JICHUIO aKTUBHOCTH TpaHCKpHIIIUOHHOTO (haktopa NF-kB, perymupyromiero
aKTUBHOCTb T€HOB, KOAUPYIOINX IUTOKWHBI U IIUTOKWHOBBIE PEIETITOPHI.
YBenuueHne akTHBHOCTH IIMTOKWHOB, B CBOIO 04Yepe/ib, CIOCOOCTBYIOT PO-
TEONIN3Y M pacraxy MUOPUOPMILIAPHBIX OENKOB. MeauaTropbl BOCIaIeHUs
TaK)Ke BBI3BIBAET CHM)KEHME CHHTe3a Oeka 3a cueT MHTMOMpOBaHMS KHUHA3,
HEOOXOMMBIX IS TIPOSTU(epaliny KIETOK ¥ METab0In3Ma TITFOKO3bI.
PazBuTre 3T0T0 CHHIPOMA TaKXKe CBSI3aHO C HApyIIEHHEM OOMEeHa BEIIeCTB
B OpraHHU3Me, & UMEHHO C Je(ULUTOM YIVIEBOIOB, OTPULIATEIbHBIM OOMEHOM
OesnxoB U IMIMAOB. PocT olmyxoum npoucxonut 3a cueT xo3siuHa. [Ipexne Bcero
CTpasiaeT yreBoAHbIH 00MeH. [1oBbIeHHOE TOTpeOIeHNE IFOKO3bI OITyXOJIEBbI-
MH KJIETKaMH BCJIEACTBUE NPEe00IafaHysl NIMKONN3a C TEHACHIMEH K Pa3BUTHIO
TUIONIMKEMUH PUBOIUT K KOHKYPEHIIMH ¢ HOPMaJIbHBIMU KJIETKAMU 34 IJTFOKO3Y
Y HapyIIaeT UX MeTaboIM3M, a TAKKE K BTOPHIHOMY CUHTE3Y KOHTPHHCYIISIPHBIX
TOPMOHOB M IIPEXK/IE BCETO MIFOKOKOPTUKOUAOB. CIIECTBHEM 3TOTO SIBISIETCS
YCHJICHHE IIIMKOTEHOJIN3a HAIIPABJIEHHOTO Ha BOCCTAHOBJICHUE YPOBHSI ITIFOKO3bI.
Ipeobiananue NIMKOJIN3a B OITYXOJIH IIPUBOAUT K ITOBBIICHUIO YPOBHS JIAKTaTa.
AKTHBHpYETCs NIIOKOHEOTeHE3, HEOOXOMMMBIH 1151 BOCHIOJIHEHHS [IIIOKO3bI IIPH
€€ MOBBILICHHOM HOTPeOICHNH OITyX0J1bI0. [ JTIoKOHEeOreHe3 B KauecTBe cyOcTpara
HOTPEONISACT )KUPHbIE KUCIIOTHI 1 AMHOKHCIIOTBI, YTO B CBOIO OY€pe/lb COIPOBO-
JKIIaeTcsl yCKOPEHHEM MPOLIECCOB JIMIONM3a U pacnana Oenkos. IloBbIeHHbIH
JIMIOJIN3 IPUBOAUT K YTPATE KMPOBOH KJIETYATKU. B ciiencTeue noBbIeHHOTo
pacrniaja OenkoB HaOMOAAETCS MOTEPsI MBIICYHON MacChl U TUIIOAIbOyMUHEMMS,
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MOCKOJIbKY KaTaOoim3M OejKa IPEeBbIIaeT aHA00JM3M, Y OOJIBHBIX BhIpaKECHA
arpo(¥ist MBIIIILL, TIPOSBISIOTCS KOCTHBIE BBICTYTIBL. IMMYHHTET M periapaTHBHbIC
MPOIIECCHI TOPMO3SITCSI B YCIIOBHSIX MOBBIIICHHOTO Karabomm3ma Oernka. [Tpowc-
XOJTUT TaKyKe KOHKYPEHIIHS aKTUBHO PACTYILEH OMyXOJH B CHJTY MOBBIIIIEHHOTO
MOTPeOTEHNST ¢ HOPMATBHOM TKAHBIO U 32 BUTAMUHEIL.

Bkiia B pa3BUTHE WCTOIICHUS BHOCHT TAaKXKe HApyIIIeHHe pabOThI Kemy-
nouno-kuiredroro Tpakta (JKKT), kak BCIIEICTBHE HAPYIIICHHUS PETYIIATOPHBIX
MEXaHU3MOB €ro (byHK]_II/IOHI/IpOBaHI/ISI HpI/I CUCTCMHOM ﬂeﬁCTBHH, TaK U HpI/I
HETIOCPEICTBEHHOM BO3/IEHCTBHIHU OIYXOJIH TpH Jokayiu3atuu B opranax JKKT.

Tonomam¥e 1 KOHKYPEHIIHS OITYXOJTH 3a TIIFOKO3Y, AMIUHOKHCITOTHI il BUTAMH-
HBI B TIEPBYIO OYePEIb UCTOIIAIOT KMPOBBIE 3aITachl, TOT/Ia Kak moTepst Oemka
M MBIIIIEYHON MacChl Pa3BHUBACTCS Ha OoTee MO3HNX CTAANIX 3a00IeBaHUS.




I'AABA »

IIATOAOT'HSTI MECTHOT'O KPOBOOBPAIIIEHHUS

B pamkax cucteMbl KpOBOOOpAIEHUsI CEP/LIE CO3aeT AaBIeHUe, HE00XO0-
JUMOE JUIsl IBUKEHUSI KPOBH, TO €CTh (JaKTUYECKH BBIIOJHSET POJIb Hacoca,
KPYIHBIC COCY/BI JOCTABIAIOT KPOBb K OpraHaM, a BHYTPHOPTaHHBIE COCY/IbI
pacnpeensoT KpoBb MEX/ly y4aCTKaMHU OpraHa U aJanTUPYIOT KPOBOTOK K
noTpeGHOCTAM MeTabonu3ma. [Ipu 3ToM KIIFOueByI0 POJIb B MECTHOM KPOBO-
o0palleHu UIPal0T MUKPOCOCY/IbI, K KOTOPBIM OTHOCST MEJIKUE apTepUH U
BEHBI, apTEPHUOIIBL U BEHYIIBI, KAWIIAPBL, apTEPUOIO-BEHY/IAPHBIE aHACTOMO3bI
U MeJIKHE TUM(PATHIECKHE COCYIBI.

MHTEHCHBHOCTD BHYTPUOPTraHHOTO KPOBOTOKA PETYJIUPYETCS MyTEM H3-
MEHEHUS AHaMeTpa apTepHOIT C TIOMOIIBIO TEPECTPONKH CHMITATHYEeCKOW U
MapacuMITATUYECKON UMITYJIbCAIINHN Ha UX CTCHKY, a TakKe paboToi apTe-
PUOJAPHBIX 1 aHACTOMO3HBIX C(I)I/IHKTepOB, KOTOPLIC JIMIICHBI MHHCPBAIIUU
W UX aKTHBHOCTH PETYIUPYETCS] TYMOPaIbHO C MOMOIIBIO Psijia BEIIECTB,
0CBOOOXK/IaEMBIX KJICTKAMH B IIpoliecce MeTaboim3Ma (HOHBI Kallvsl, BOAOPO/A,
MOJIOYHAS KHCJIOTA, aICHO3UH U . ).

Hapymenns mectHoro (nepudepnaeckoro) KpoBooOparieHus: IpeacTas-
JSIOT U3 ce0s IPYNITy TUIOBBIX MAaTOJIOTHYECKHUX TPOIECCOB, XapaKTepu3y-
IOIINXCSI HAapYIIEHHEM KpOBOOOpPAIIEHUS B MpeJesiax OPraHOB M Y4aCTKOB
TKaHel. K MecTHBIM HapyIIeHHsIM KPOBOOOPAIICHUS OTHOCST: apTepUaIbHYIO
THIEPEMHUIO, BEHO3HYIO THIIEPEMHUIO, HIIEMHIO, TPOMOO03, SMOOIIHIO, KPOBOTE-
YEeHHE U KPOBOM3IIHSIHHE.

ApTepnanbHasi runepemMus (apTepuajabHoOe MOJTHOKPOBHE)

APTEPUAJIbHASA TMNEPEMMUA — munoeoli namonozu4veckuli npoyecc,

Xapakmepu3syrouwuiics MoebIWEeHHbIM KpOEeHanoAHeHUeM MKAHU Uau op2aHa
ecnedcmeue yeenuveHusi IPUMOKa apmepuansbHoli Kposu

Buemne aprepuanbHast TuriepeMusi MposIBIISETCS MOKPACHEHUEM U yBe-
JIMYeHNeM TypPropa TKaHH, CBSI3aHHBIM C ITOBBIIIEHHBIM HAITOJIHEHUEM TKa-
HU apTepHaJbHON KPOBBIO, a TAK)KE yBeJNYeHHeM TeMIlepaTypbl TKaHU
BCJIEJICTBUE NMPUTOKA B TKaHb TEIUION apTepuanbHON KPOBU (UTO MOBBIIIAET
TETIONPOLYKIIMIO IO CPABHEHHUIO C TEIUIOOTJa4ell TOBEPXHOCTHBIX TKaHEH )
Y aKTUBAIlMU B TKAHM OOMEHHBIX MPOLECCOB.

IIpuynHBI apTepUaAIBLHONH I'HIepeMHH.

Pa3Burtne aprepuanbHOii runiepeMuH BO3SMOXKHO U B 3J0POBOM OpTraHU3Me
(pu3nonoruyeckasi aprepuaibLHasi TUIIEPeMUs] ), U TIPHU TOBPEKICHUH (NATO-
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Jornyeckasi apTepruajabHasi THIEPeMHus ).

Duzuonozuyeckas apmepuaibHas TUIIEpEMUs ObIBaeT — padoyas uiu
(yHKUMOHATbHAS, HAIPUMED, PH YBEIMUCHUH IPUTOKA apTEePHaTbHON KPOBH
K aKTUBHO (DYHKIIMOHHPYIOIIUM CKEJIETHBIM MBIIIIAM WM K KUIIEYHUKY BO
BpeMsI MTUIIIEBapeHsI, U pedJieKTopHasi, KOTOPYI0 MOXXHO HaOIIONaTh MpH
CHJIBHBIX AMOIMSAX WM IPU AEHCTBUU HAa OPTaHN3M YeJIOBEKa MOBBIIIIEHHOM
TEMIIEpaTypbl BHEIIHEH Cpeibl.

Pabouas runepemust 00yciIoBIeHa MOBBIILICHHBIM CHHTE30M U BBICBOOO-
JKJICHUEM COCYOPACIIMPSIIONIMX BEIIECTB BO BpEMsl YBEIIMUCHUS METa00IH3Ma
B KJIETKaX TKaHM, TAKUX KaK: yriaekucibii ra3, H', K*, anernosun, okcua azora
(NO). JleficTBre 3TUX Ba30AWIATATOPOB HA apTEPHOIIBI TTO3BOJISET YBEIHMIUTh
KPOBOTOK METa0OJIMYECKH aKTUBHON TKaHH ¥ TIPEAOTBPAIAeT HECOOTBETCTBHE
MEX1y MOTPEOHOCThIO M JOCTAaBKON KUcioponaa. PeduiekropHas ¢usnoino-
rudecKas aprepuanbHasi TUTIEPEeMUs] Pa3BUBACTCS B Pe3yJIbTaTe YCUICHHS
COCYIOpacCIINPSIIOIIeH UMITYJIbCAIIUN Ha apTEepUaIbHYIO CTCHKY.

Ilamonozuueckas apmepuanvras cunepemusi ONPENEISIETC ACHCTBUEM
MPUYMHHOTO (PaKTOPa, KOTOPBIH M 00yCIaBIMBACT MEXaHU3MBbI €€ Pa3BUTHS —
FYMOpPaJIbHbINA WM HEPBHBIA. BBIAEISIOT ClIeAyOIINE BUJIbI 1ATOJI0OrMUYECKOM
apTepuaibHON TUIIEPEMUU:

* BocnmaaurtenasHas runepemusi. Hambomee gyacTelii B TATOJIOTH-
YEeCKOW apTepHaTbHON TUIIepeMur. DTOT BUJ apTepUATbHON THIIC-
peMuM pa3BHBaeTCA KaK OJHA U3 CTAJMH COCYIMCTOW PEaKINH MPH
BOCMaJIeHNH. BocnanurenapHas TUIIEpEMHUs BBI3BIBACTCA JCHCTBHEM
Ha CTEHKY apTepHOJI M MEJIKUX apTepuil MEeINaTopoB, BEICBOOOXK1a-
FOLLMXCS WIM aKTUBUPYIOIIUXCS B XO/I€ BOCHAIMTEIIBHOW PEAKIIUH,
HanpuMep rucTaMuHa, KWHUHOB, 9UKO3aHOUIOB. JIeHCTBUE ATUX MEIH-
aTOPOB BOCHAJIEHUS IPUBOJUT K PACLIMPEHUIO IPUHOCSILUX COCYA0B
U YBEJIMYEHUIO IPUTOKA apTEepUaIbHON KPOBH, B PE3YIBTATE YETO U
pa3BHUBaeTCA apTepHalibHas Tunepemus. JlaHHast cocynucTast peaxius
NP BOCTIAJIEHUH HEOOXOAMMA TSl YBEIHYCHUS TIepPYy3HH KPOBBIO
BOCHAJIEHHOI'O YYaCTKa TKAHU M KOHLUEHTPALHUH B JAHHOM Y4YacCTKe
JICUKOLIUTOB U COAEPKAIIMXCA B KPOBU BELIECTB, YUYaCTBYIOUIUX B
Pa3BUTUH BOCHAIUTEIBLHOIO OTBETA.

* AHIMOHEeBPOTHYECKAsl apTeprabHas SIBISIETCS CJIEACTBUEM HapyIlle-
HUSl MHHEPBALUU KPOBEHOCHBIX COCYAOB IPHU psiJie MAaTONOIHil HEPB-
HOM CUCTEMBI, HallpuMep IpH HEBpUTax. B pesynpraTe maToaoruu
MOXKET BO3HHMKATh YTHETECHUE COCYIOCYKMBAIOLIEH CUMIIATUUECKOU
UMITyJIbCcalluy (HelponapajTuTHyecKas THIICPEMIIS) HIH YBEINICHHE
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COCYJIOPACIIUPSIOINICH TTapacUMITaTUYCCKON MMITyJIbcalluu (Heipo-
TOHMYECKAsl TUIIEPEMHs) 110 HEpBaM apTepUoJl U MEJIKHX apTepuil.
Hampumep, noBpexieHre MEeHHBIX CUMIIATUYECKUX TaHIIIUEB MPHU
CBIITHOM TH(E MOKET MPOSIBUTHCS yCTOWYUBBIM TOKPACHEHUEM KOXKH
JIMLA ¥ 11U KaK CUMITOMOM aHTHOHEBPOTHUUYECKOM apTepUabHON
TUIIepEMUH.

* IlocTnmemuyeckas (peakTHBHAs) apTepuaibHas TUIEPEMUs, BO3-
HHUKAET MpU OBICTPOM MPEKPAICHUN JeHCTBHS (haKTOpa, BHI3BABIIIETO
nepes TUM CHIDKEHHE KPOBEHAINOJHEHNs TKaHW WK uiemuro. Ha-
npuMep, MpH acuuTe (0TeK OPIOIIHOW MOJIOCTH) B OPIOIIHOM TOJIO0-
CTH HaKaIUIMBAETCS OTEYHAs KUIKOCTh, KOTOPas CAABIUBACT COCY/IBI
OpIOIIHOW TIOJIOCTH M MPUBOJUT TAaKUM 00pa30M K HEI0CTaTOUYHO-
My KpOBOCHaOXeHHIO (MIIeMuu) TkaHei. [Ipu ObIcTpoM ynaneHun
OTEYHOM KUAKOCTH U3 OPIOIIHOM MOJIOCTH, Pa3BUBACTCS PEaKTHUBHAS
apTepuagbHasi TUTICPEMUs OPIOITHOMN MOJOCTH, COMPOBOXKIAIOIIASICS
nepepacnpesielieHieM KpoBU B OacceiiH cocynoB OpIONIHON IMoJIo-
CTH, OCTPBIM HapyIlIEHUEM KPOBOOOpAIICHHUS B TOJOBHOM MO3Te U
yrpo30il 00MOpOKa. DTOT BHJ] THIIEPEMHUU CBSI3aH C MPOJOIDKCHUEM
JIEWCTBHS HAKOTIMBIIMXCS BO BPEeMS MPEIIIECTBOBABIICH HIIEMHUH
COCY/IOPACIIUPSIIONIMX BEIIECTB — YITIEKUCIIOro Tra3a, n3osiTka HY, a
TaKKe ycuiieHueM 00pa3oBaHMs CBOOOAHBIX paankainoB U NO mpu
MOCTHUIIIEMHYECKOW PEOKCUTEHAINH TKaHH.

WHorna BRIAENSIOT elle BAKATHYI0 THTIEPEMHIO, KOTOpAst SIBISETCS CIe/l-
CTBUEM JIOKAJIbHOTO CHMKCHMsI 0apOMETPUUYECKOro AABJICHU, HAIpUMED,
P IOCTAHOBKE MEIUIIMHCKUX OaHOK, KOJIJIATePaJbHYI0 TUIIEPEMHUIO, KOTIA
yCHUIIMBaeTCsl cOPOC KPOBHU 10 KOJUIATEPaJIsIM MPH OJI0Kaie MarucTpaibHON
apTepHH U IHNepeMHUI0 Ha (poHe apTepHOBEHO3HOIO IIYHTA, KOT/a Ma-
TOJIOTMYECKU MpoLece, HapUMep, TpaBMa, IPUBOIUT K ()OPMHUPOBAHUIO
MaTOJIOTUYECKOTO COYCThsI MEKY apTEpUell U BEHOW M HEMOCPEACTBEHHOMY
cOpocy KpoBHU U3 OJHOTO cocyzna B Apyroi. OQHaKo xapakTep U3MEHEHUs
MUKPOLUPKYIALINH IIPU 3TUX MATOJOTHYECKUX MPOIeCcCcax HE MO3BOMISIET OT-
HECTH MX OJHO3HAYHO TOJBKO K apTepraibHOi runepeMun. Hampumep, mpu
MIOCTAaHOBKE MEANIMHCKUX OAHOK I'MIICPEMHIO HEllb3sl PACLIEHUBATh TOJIBKO
KaK apTepHajbHYyIO, IOCKOJIbKY JIOKAJIbHOE CHH)KEHHE 0apOMETPHUYECKOro
JABJICHUS IPUBOANUT ITOMHUMO 3TOTO €Il U K HAPYIIEHUIO OTTOKa BEHO3HON
KPOBH, T.€. [IPUCOEANHSIIOTCS IPU3HAKU BEHO3HON TUIIEPEMUH (COMIPOBOXKIA-
IOLIEHCS] OTEKOM KOXKH U KPOBOU3IHMAHUSIMH).

K naronornuecknm gpopmam apTepraibHON THIIEPEMHUH TIOMUMO COOCTBEHHO
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MECTHBIX IIPHHSATO OTHOCHUTH M 00IIHE (TeHEepaI30BaHHbIC), HATPUMED, MJe-
TOpY (yBENIMYEHUE KOTMYeCTBA (POPMEHHBIX HIIEMEHTOB KPOBH, IIPUBOJISILEE K
YBEIMYECHHIO 00bEMa KPOBH) TIPH KICTUHHOM TTOTMLIUTEMHH (BAPUAHT OITYXOJIH
KPOBH C BBIPaKEHHBIM YBEJIMUYEHHUEM YHCIIa IPUTPOLIUTOB B IUPKYIISALNN).
ITaTorenes aprepuajbHOI rUIIepeMHH.

Benencteue yBenuueHus MpUToOKa apTepruaIbHON KPOBH YBEIHMUHUBACTCS
JIABJICHUE B MPUHOCALINX COCylax (aprepronax). OTo MPUBOAUT K yBEIH-
YEHUIO THAPOCTATUYECKOTO JAAaBJICHHS B apTEPHAILHOM KOHIIE Kalluuisipa U
YBEJIMYECHUIO PA3HUIIBI THAPOCTATHUECKOTO JIABICHHUS Ha KOHIIAX Kaluisipa,
YTO YBeJMYUBAET JUHEHHYI0 CKOPOCTH KPoBOTOKA. C Apyroil CTOPOHBI
yBEJIMYEHHUE JABJICHUS B apTeprosIax MPUBOAUT K YBEeJIMYEHHIO KOJHYeCTBA
(QYHKIMOHUPYIOIIMX KAMWJLIAPoB. Bee 910 yBennunBaet nepdy3nio KpoBu
Yyepe3 TKaHb B €AUHUILY BpEMEHHU WU 00beMHYI0 CKOPOCTH KPOBOTOKA.
CrnieicTBHEM ITOTO SIBIISIETCS] YBEITMUEHHUE TIOCTYTIIICHHSI B TKaHb KHCIIOpOJia
(runepoxcusi). OTHOBPEMEHHO YBEJINUCHUE TMHEHHONW CKOPOCTH KPOBOTOKA
B KallWIsIpax NPUBOAUT K HOHMKEHHMIO apTepHo-BeHO3HON pPa3HMIBI 110
KHCJI0POAY U KO3 (pHUIHEeHTa YTHIN3ALNN KHCI0POAA, IOCKOJIBbKY COKpa-
1AeTCsl BPeMsl HAXOXKIECHHS 3pUTPOLIUTOB B KAMIULIPE U KaXKIbII SPUTPOLIUT
ycIieBaeT OTAaTh KUCIOPO/ia MEHbIIe, YUeM B HOpME. YBEJIMUYEHUE JaBICHUS B
apTepuoIax MPUBOIUT TAKXKE K YBEIHMUCHUIO THIPOCTAaTUUECKOTO JAaBIEHUS
B KalWUIIpax ¥ pocTy (QMIBTPALNH KHUIKOCTU B TKaHb. [I0CKOIBKY OTCYT-
CTBYET IPEMATCTBHE Ul 0OPaTHOTO BO3BPATa )KUAKOCTH B COCYIbI,  TAKXKE

NPUYUHA

" nscaunn AERERECIRRASIERIE RO
MMnyAbcauus
yBenuyeHue nMmdooTToKa YEEricH S NpimOKa ysenuyeHue
apTepuasnbHOWM KpoBU Temneparypbi,

Typropa,
NoKpacHeHue

yBenu4yeHne UHTeHCUBHOCTH nosbilleHne rmgpocratuyecKkoro TKaHU

$UNbTPaLUK KNAKOCTU US AaB/ieHUs B apTepuonax u
Kanuansapa aprepuanbHOM KOHUe Kanuansapa '

yBenuueHue NoBbILWEHWE IMHEAHOW CKOPOCTH yBenuueHue yncna
NOABUMKHOCTU KPOBOTOKa B Kanuanspe ¢yHKqMOHMpyWLqMX Kanunnspos
6 P L

TKaHeBOW HUAKOCTU B TKaHU

yCKOpeHUe TpaHcnopTa » UMEPOKCUSA TKAHU
KUCNIOPOAA KNETKaM TKaHU

PucyHok 40 llamozeHe3 apmepuasnbHoU 2unepemuu
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TUM(POOTTOK aJICKBATEH U JaXKe YCUIICH — KHIKOCTh B TKAHW HE CKaIlINBACTCS
(oTexoB HeT). YBENNYHMBAIOIIASACSA HHTEHCHBHOCTh OOPA30BAHUS U TIOBHXK-
HOCTb TKaHEBOM JKUJIKOCTH CIIOCOOCTBYET YCKOPEHHOM HOCTaBKe KUCIOPOIa
B TKaHb ¥ BHOCHT CBOM BKJIAJl B TUTICPOKCHIO.

Beno3Hasi runepemusi (BeHO3HOE IOJTHOKPOBUE, BEHO3HbI 3aCTOii).

BEHO3HAA 'IEPEMMWA — munoeoli namoso2u4ecKuii npoyecc,

xapaKmepusyiowuﬁm NnoeblWEeHHbIM Kpo8eHarnosHeHUeM mMKaHU uau op2aHa
ecnedcmeue HapyweHusa ommoka 8eHo3Holi Kpoeu

Baemne BeHO3Has rUIIEpeMUsI IPOSIBISIETCS] MOCHHEHHeM (LMAHO30M)
TKaHH, CBA3aHHBIM C YBEJIMYEHHEM BOCCTAHOBJICHHS TEMOITIOOMHA IIPH 3aCTOE
KPOBHU B KalMJUIPAX, a TAKKE YMeHbLIEHHEM TeMIlepaTypbl TKaHU U3-32
TOPMOXKEHHSI B TKAHW OOMEHHBIX IIPOIIECCOB BCIECACTBUE THIIOKCHH M OXJIaXkK-
JICHUSI TIOBEPXHOCTHBIX TKaHEH B CJCACTBHE TEIUIOOTAAYH BO BHEILIHIOIO CPELy
npu 3actoe KpoBu. O0beM TKaAHU yYBeJIUYeH B PE3yJbTaTe OTeKa.
IIpu4nHBI BEHO3HOI rHIIepeMHH.

Paznnyaror 00111yI0 BEHO3HYIO TMIIEPEMHUIO, BOSHUKAIOLIYIO [IPU CEPACUHON
HEI0CTAaTOYHOCTH M MECTHYI0 BEHO3HYIO THIIEPEMMIO, SIBIISIONIYIOCS CIE/-
CTBHEM JIeHCTBUSI MECTHBIX IPUYMH, BBI3BIBAIOILUX 3aTPYIHEHUE BEHO3HOTO
OTTOKA.

OOwmas BeHO3HAsl TMIEPEeMHMsI MOXET DPa3BUBATbCA PAa3HBIMH TeMIa-
MHU B 3aBHCHMOCTH OT BHJA JCHCTBYIOLICH MPUYUHBI, OHA MOXKET OBITH
ocTpoii (Ha QoHe OCTPOll cepAeUHON HEAOCTATOYHOCTH) WM XPOHHYe-
cKoii (Ha (oHE XPOHMUYECKOU cepAeuHol HepocTarouHocTn). [Ipu cepaeu-
HOW HEJIOCTaTOYHOCTH MOBBIIIACTCS AaBICHUE B KPYITHBIX BEHAX U BO BCEX
BEHaX COOTBETCTBYIOLIETO Kpyra KpoBOOOpPAIECHHsI, YTO U MPENATCTBYET
BEHO3HOMY OTTOKY.

MecTHast BeHO3HAsI TUTIEPeMUsI SIBJISIETCS] CIICCTBUEM HAPYLICHUS OTTO-
Ka KPOBH 10 BEHaM M MOJKET OBITH 00yCIIOBJIEHA MPEMSITCTBUEM KPOBOTOKY B
MPOCBETE BEHBI — O0TYPALMOHHASI BEHO3HAS! TUIIEPEMHUS WIIN CIIaBICHUEM
CTCHKH BEHBI M3BHE — KOMIIPECCHOHHAsI BEHO3HAs TunepemMus. MecTHas
BEHO3HAS THUIIEPEMHsI MOXKET OBITH OCTPOH M XPOHMYECKOH, MOCKOJIBbKY
TEMIIbI €€ Pa3BUTHS TAKXKE 3aBUCAT OT XapakTepa JCHCTBYIOLIECH NMPHUYNHBI.
Tak ocTpas runepeMusi BOSHUKAET MPH JCHCTBUM TaKUX MPUYMH, Kak oOpa-
30BaHKE TPOMOa B MMPOCBETE BEHBI WIIM CAABICHUE CTEHKH BEHBI IIPHU OTEKE,
B TO BpeMsl KaKk XpOHMYECKash MECTHAsl BEHO3Hasl TUTIIEPEMHUsT MOXKET OBbITh
BBI3BaHA POCTOM OIYXOJIM M3 CTEHKH BEHBI B €€ MPOCBET WM CIABICHUEM
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CTCHKH BEHBI pa3pacTarolleiics COeMHUTENLHON TKaHbIO (CHIACYHbIH MpPO-
[IECC) WIH PACTYIIEH BHEITHEH OMyXOJbIO.
IlaToreHes BeHO3HOIi TUNIepeMUH.

B crnenctBue HapylIeHUs! OTTOKA BEHO3HOH KPOBH yBEJIWYMBACTCS TH-
JIPOCTAaTHUYECKOE JaBJICHUE B BeHYyJaX. DTO MPUBOIUT K YBEINYCHHIO TH-
JIPOCTATUYECKOTO JIaBJIICHHsI B BEHO3HOM KOHIIE KalMJIJIspa, a 3HAYUT K
YMEHBIICHUIO Pa3HUIIBI JaBICHHS Ha KOHIAX KaMJUIspa U, CICA0BATEIbHO,
K CHHZKEHMIO JIMHEHHOH CKOPOCTH KPOBOTOKA B KalTWILJISIPaX, 4TO B CBOIO
oyepeb CHIDKACT 00beMHYI0 CKOPOCTh KPOBOTOKA B TKAHH. YMCHBIIIE-
HUEe o0beMa KpoBH, nepdy3upyronieil TKaHb, TPUBOANUT K CHUKCHHIO TI0-
CTYIUJIEHUS KUCJIOPOAA M BBI3bIBAET KHUCIOPOIHOE TOJI0IaHNe (THMOKCHIO)
TakHHU. | UTIOKCHS B CBOIO o4epeab NPUBOAUT K YBEJIIMUCHUIO ITPOHUIIAEMOCTHU
COCYI0B 1 pa3BUTHIO MHOKCCTBECHHBIX HeOOJIBIITNX KpOBOI/ISHI/IHHI/Iﬁ — Aua-
nesie30B. YMEHbIIEHUE JTMHEHHON CKOPOCTH KPOBOTOKA B KaITMIIJISIpax yBe-
JIMYMBAET APTEPHO-BEHO3HYI0 PAa3HHUILY 0 KHCJI0Poay U koddduimenrta
YTUIM3aLUU KUCIIOPO/Ia [IOCKOJIbKY YBEIMUMBACTCS BPEMsI HAXOXKAECHUS DpU-
TPOLIUTOB B KAIMJIISIPE U KAXKABIN 3PUTPOLUT YCIIEBACT OTAATh KUCIOPOAA
Oouibllie, 4eM B HOpME. YBEIMUYCHUE JABJICHUS B BEHYJIaX IPUBOIHUT TAKXKe
K YBEJIMUEHHUIO TUAPOCTaTUUECKOTO JaBJICHUs] BEHO3HOM KOHIIE Kaluuisipa,
YTO CO3/1aeT MPEMATCTBHE AJIS 00paTHON (HIBTPANH KUAKOCTH B KaIlluiI-
JISIP, BBI3BIBAET CKOIUIEHUE U 3aCTOM XKUJKOCTU B TKAHU, TO €CTh IPUBOIUT
K pa3BUTHIO 0TeKa. OTEK IOBbIIIAET BHYTPUTKAHEBOE I'HIPOCTATUUECKOE

NMPUYUHA

cepaeuHan
06Typauua BeH KOMMpeccus BeH
HeA0CTaTOYHOCTb
HapyweHue oTToKa BEHO3HOM sarpyaHeHue
Kposu nurvntoonona
nosbileHne rmapocratTuyecKoro gassieHus 8 ysenunye
seHynax U BEHO3HOM KOHUe KEI’WIIIII’IPE » Hue

yMeHbLUeHue
Temneparypsl,
LMUaHoOS TKaHU

obbvema
TKaHU

)

CHUXKEHUe IMHelHOoN CKOpoCTH
KPOBOTOKa B Kanunnsape

saTpyAaHeHue
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JIABJICHUE, YTO B CBOIO OYEPEJib PUBOJIUT K KOMIIPECCHH CTCHOK BEH U JIMM-
(hatnueckux cocynoB. ClaBieHUe OTEUHOM )KUKOCTHIO BEH IPUBOIMT €Il K
0oJIbIIIEMy HAPYIIEHUIO BEHO3HOTO OTTOKA (3aMBIKAETCS KIIOPOYHBII KPYyT
MaTroreHesa), a CAaBJIeHUe JTMM(ATHUSCKUX COCYIOB IPUBOJMT K HAPYILICHHIO
OTTOKA JTUM(bI ¥ IPOrPECCUPOBAHUIO OTEKA — CIIIE OJIUH KITOPOYHBIN KPyT».
Taxxe TUM(POOTTOK MOXKET HAPYIIATHCS TPU OOIICH BEHO3HOU I'UIIEPEMUH,
MOCKOJIbKY TOBBIIICHHUE JIABJICHUS B TOJIBIX BEHAX MPH CEPACUYHOMN HEJO-
CTaTOYHOCTH IOBBIIIACT JIaBJICHUE U B JUM(ATHUCCKUX COCYHax. 3acToi
KUAKOCTU B TKAHU MPHU OTCKE MMPHUBOAUT K YMCHBIICHUIO €€ ITIOABHUKHOCTHU
U CJIEJIOBATENIbHO K CHIXKEHUIO CKOPOCTH JOCTABKH KUCIIOPO/a K KIETKaM
TKaHH", 4YTO CHOCO6CTByeT Pa3BUTUIO TUIIOKCHUH.

HNmemus (MaJIOKpoBHeE).

ULLUEMMUA — munoeoii namoso2auvecKuli npoyecc, Xxapakmepu3youyulics

Hedocmamo4HbIM KpO8eHanonHeHUeM MKAaHU unau op2aHa ecnedcmeue HapyweHus
npumoka apmepuanbHoii Kpoeu

Buemne niemus npossiseTcs modae HeHHeM 1 yMeHbIIeHHeM Typropa
TKaHH, CBSI3aHHBIM C HEZIOCTATOYHBIM KPOBEHAIIOTHEHUEM, A TAKXKE YMeHbIIIe-
HHEM TeMIIepaTypbl TKAHU H3-3a OXJIAXKICHNS TKAaHH BCIEACTBHE 3aMEATICHUS
TOKa KPOBH MO0 MUKPOCOCYaM (CJIeI0BATENbHO, CHIKACTCS TEILTOMPOTYKIHS
M0 CPaBHEHHIO C TEIUIOOT/ayel B IMOBEPXHOCTHBIX TKAHAX) WM TOPMOKCHHMS
B TKaHW OOMEHHBIX MPOLIECCOB BCIIEACTBHE TUIOKCHE. OOBbEM HE yBEIHYCH.
IIpuunHBI HIIEMHUH.

B 3aBucumocTH OT neHCTBUS NMPUYUHBI BBIIEISIOT YETHIPE OCHOBHBIX
BUJA UILIEMHUH: 00TYPAIIMOHHYI0, KOMIIPECCHOHHYI0, AHTHOCTIACTHYECKYIO
U MIIEMHIO BCJIEJACTBHE Nepepacnpeieaenus kposu. Oomypayuonnas
UIIEMUs SABISAETCS CIEACTBUEM BO3ZHMKHOBEHUS MPEMATCTBUS KPOBOTOKY
B MPOCBETE apTepUH U MOXKET Pa3BUBATHCS B Kau€CTBE OCTPOIi, HAaIpuMep
npu 00pa3oBaHUU TPoMOa WM MPU 3aKyNOPKe IPOCBETa apTepuu IMO0IOM.
OOTypanoHHas UILIEMHUSI MOXKET OBITh M XPOHHYECKOii, HapUMep B pe3yiib-
TaT arepoCK/Iepo3a UM apTepUUTa, KOIJa IPOUCXOAUT YTOIIIEHUE CTEHKU
apTepUu U, CIISI0BATENIbHO, CY:KEHUE ee IpocBeTa. Komnpeccuonnas niemMus
SBJISIETCS] PE3YJIBTaTOM CHABJICHUS apTEepUM U3BHE, HAlPUMEp OIyXOJIbIO,
OTEYHOM JKUAKOCTHIO, IKCCYATOM (BOCIIAJIUTENbHAS KUIKOCTh) U T.1. AH-
THOCTIACTHYECKAS HIIeMHs pa3BUBAETCs BCIIEACTBHE CYKEHHS MPOCBETA B
pe3ynbTare cra3Ma CTeHKH apTeprH, Kak MPaBUiIO CTOWKOTO U BBIPAKEHHOTO.
IlepepacnpeneauTenbHas UIIIEMUS SBISETCS CIEICTBUEM CHIDKEHHS TTIOCTY-
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IJICHUSI KPOBU B TKAHb MPU €€ MEPEPACTIPEACICHUH B APYTOM COCYIUCTHIM
OacceiiH (MIeMust MO3Ta IIPH MepepacipeelieHnl KPOBH B OacceiH coCy10B
OpIOIIHOM MOJOCTH).

IIarorenes uiemMuu.

Hapymenne nputoka apTepruanbHON KPOBU MPUBOJUT K CHUKCHUIO
TUAPOCTATUYECKOTO JaBJICHUS B apTeproiax. JTo, B CBOIO O4epe/b, MpH-
BOJUT K CHIDKCHUIO JABJICHUS B apTepUaIbHOM KOHIIE KamujuIsipa U, cjie-
JO0BAaTCJIbHO, YMCHBIICHUIO Pa3HUIbLI TUAPOCTATUYCCKOI'O AaBJICHUS Ha
KOHIIaX KamWuIsIpa ¥ K yMEHBIIICHHUIO JIMHEIHOM CKOPOCTH KPOBOTOKA B
kanuuisapax. C apyroit CTOPOHBI CHIDKEHHUE THAPOCTATHIECCKOTO JaBICHIS
B apTepHUoOJIax MPUBOIUT K CHHKEHHIO KOJTUYeCTBA (DYHKIMOHHPYIOLINX
KaNMWJIApoB. Bce 3T0 ymMeHbIIaeT 00beMHYI0 CKOPOCTh KPOBOTOKA.
CJ'IG)ICTBI/IGM OTOT0 ABJIACTCA YMCHBUICHUEC MMOCTYIJICHUA B TKaHb KHUCJIOPOJAa
" pa3sBUTHUC I'HIIOKCUH. I'nmoxcus npu 10CTaTOYHO HHHTGHBHOﬁ " BbIpa-
JKEHHOU MIIEMUU TOBPEXKIACT KJICTKH, BbI3bIBAsI MIPEK/IC BCEro JACHHUIIUT
AT® u camxkenne Bcex ATD-3aBuCUMEBIX peaknnii. Hampumep, BO3HUKAET
nuchyHKIUs HaTpuii-KaaueBoil ATda3bl U KalbIIMEBO-HATPHUEBOIO HACO-
ca, Beaymias K rpyooMy BHYTPHUKJIETOYHOMY IepepacipeieIeHHI0 HOHOB
U TIOBPEXKICHUIO KiIeTKkH. CHMKeHNE JTUHEHHOW CKOPOCTH KPOBOTOKA B
KamuJuIsipax IPUBOAUT K YBEJIHMYEHHUIO apTePHO-BEHO3HON Pa3HUIIBI 11O
KHCIIOpOy M KOd(hPUIIUEHTA YTUIU3AIUU KUCIOPo/a. YMEHBIIICHUE JIaB-

NPUHUHA

2 = _ | nepepacnpepenenue
cnasm aprepuit o6Typauus aptepuii | Komnpeccus apTepuii -
saTpyAHeHUe NpuToKa
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CHUXXeHMe rMApPoCTaTUYecKoro
CHUXKeHUe dunbTpauumn
AaBNEHUA B apTepuonax u
JKMIKOCTU B TKaHb
aprepuanbuom KOHLe Kanunnspa |
yMeHbLueHne CHUXXeHUe IMHEeRHOM’ CKopocTH yMeHblUeHue Yucna
NOABUKHOCTH KpOBOTOKa B Kanuanspe YHKLMOHMPYIOLUX KaNUANAPOB
TKaHeBOW XXUAKOCTN B TKaHU

3amepsieHue TpaHcnopTa
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JICHHS B apTEPUOJIaX MPUBOIUT TAKXKE K YMEHBIICHUIO THAPOCTATHIECKOTO
JABJICHUS B KAMWJUIAPAX M CHIDKCHHUIO QUIBTPAINH KUJAKOCTH B TKAHbD.
CreicTBHEM CHIDKEHUS (DUITBTPAIIMN KUIKOCTH B TKaHb SIBISICTCS CHUYKE-
HHE TIOBIKHOCTH TKAHEBOW JKUIKOCTH, UTO YXY/IIAET JOCTaBKY KUCIOPOIa
K KJIETKaM TKaHW U CITOCOOCTBYET Pa3BUTHIO TMIOKCHHU. JIMMGPOOTTOK U3
TKaHH OcJIadsieTcs.

Cras.

CTA3 —nonHas ocmaHoB8Ka KPOBOMOKA 8 MKAHU Unu op2aHe

IIpu4uHbI cTa3a.

B 3aBUCHMOCTH OT NPUYUHEI CTa3 ObIBACT MEPBUYHBIM (UCTHHHBIM Ka-
MWIISIPHBIM) WIH BTOPUYHBIM.

Hcemunnbiti kanuanapusili cmas SBIsieTCs CIeCTBUEM NMEpBUYHON arpera-
VU SPUTPOLIUTOB.

Bmopuunbiii cmas BO3HUKAET MPU MPOTPECCUPOBAHUN 3aMEJIEHUS KPOBO-
TOKa B MUKPOCOCY/IaX BILIOTh JI0 MOJIHOW O0cTaHOBKH. [T0CKONBKY JTMHENHHAs
CKOPOCTb KPOBOTOKA CHUKACTCA IMPU UILIEMUU 1 BEHO3HOM TrunepemMun, To 1
BTOPUYHBIH CTa3 MOXKET OBITh IO TIPUPOJIC COOTBETCTBEHHO MILIEMHYECKHM
WM 3acToifHbIM. OCTaHOBKA KPOBOTOKA MPOBOIMPYET arperanuio GopMeH-
HBIX DJIEMEHTOB KPOBH, UTO JIeJIaeT CTa3 HEOOPATUMBIM.

ITatorenes crasa.

Tlamozenes ucmunno2o KanuuIAPHO20 cmasa.

[Ipu ncTuHHOM CcTa3e 3aMeAJIEHUE U OCTAHOBKA KPOBOTOKA SBJISIOTCS
HOCJIEACTBUSIMY IIOBBIIIEHUS CONIPOTUBIICHHS TOKY KPOBHU BHYTPH COCYZa.
ComnpoTuBieHHE BO3PACTAET B PE3YIIbTATe JIOKAJIBHOTO IOBBILIEHHS BI3KOCTH
KPOBHU.

MexaHn3Mbl IOBBILLIEHHUS BI3KOCTH IIPU HICTUHHOM CTa3€:
° VBeIM4yeHHEe KOHLIEHTPALUY 3PUTPOLIUTOB B IUPKYIUPYIOIIEH KPOBU IIPU

MOBBIILICHUN T€MATOKPUTA.

° Cry1eHue KpoBH IIPY YBEJINYEHUH BBIXOJA KUIKOCTH U3 COCYa B TKaHb.
° Hapymenue negopMupyeMOCTH 3pUTPOLIUTOB, KOTOPAsl ONPEAEsieTCs

M3MEHEHUSIMH B3aUMOEHCTBUS MEMOpaHbl SpUTPOLUTA C MEMOPaHHBIMU

Oemkamu TUTOCKeNeTa (CIEKTPHH), Kak 3TO OBIBAET MTPH DPUTPOITUTAPHBIX

MeMOpanonaruax. K Hapymenuto 1eopMUpyeMOCTH MOXKET TaKkKe IPUBO-

1Tk nevictere neuiut ATd, moBbIIeHne 0CMOTHYECKOTO JABICHUS U Jp.
> (O0Opa3zoBaHHE BHYTPH COCYJa KOHIJIOMEPATOB U3 IPUTPOLIUTOB — TAK HA3bI-

BaeMBbIH cla/DK (B TIEPEBO/Ie C aHIIMIICKOTO — «sludge» o0o3HaYaeT «uim»).
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DPUTPOIMUTHI CIUTASICH, 00Pa3yIOT «MOHETHBIE CTOJIOUKNY, KOTOPBIC B
UTOTe 3aKylOpHUBaIOT cocya. Hepeako B cocTaB arperatoB BXOMAAT JICH-
KOITUTHI U TPOMOOITUTHI (OCOOEHHO MPH IKCIPECCHH HA WX MOBEPXHOCTH
MOJICKYJT a[ITe3UH).

m.pmpoq‘"ﬂ

sHAOTeNnUMn

PucyHok 43 Cnaox

[Tprumne! cnamxa:

* [lpu noBpexIeHUH CTEHKU KallWUIIPOB MIPOUCXOJUT MOTEPS KUIKOCTH
Y HU3KOMOJIEKYJISIpHBIX OenkoB. Bo3pacraeT oTHOCUTENbHASI KOHILICH-
Tpauusi BEICOKOMOJIEKYISIPHBIX OeNkoB (TJ100ynuHbI, GUOPUHOTEH),
KOTOpBIE OCEeAal0T Ha MEMOpaHe HPUTPOLUTOB, YTO IPUBOAUT K CHU-
JKEHHUIO TIOTEHIMaJIa Ha TIOBEPXHOCTH IJIa3MaTHYECKOH MEMOPaHBI.

 JlelicTBHE BeUIECTB, CIIOCOOCTBYIOMIMX arperauni (POPMEHHBIX dJie-
MEHTOB KpOBH — TpoMOOKcaHa A2, KHHUHOB, THCTAMHHA, ITPOCTa-
IJIaHJMHOB U Jp.;

* VYMeHbIICHHE BEJTMYUHBI TTOBEPXHOCTHOTO 3apsiia MeMOpaH 3pUTpo-
LIUTOB B pe3yJbTare n30bITKa KATHOHOB, OCBOOOKIAIOIIMXCS ITPH TIO-
BPEKICHUH KIIETOK.

Ilamoeene3 émopuunozo cmasa.

[Tpu BTOpUYHOM CTa3e MPOUCXOAUT CHUKEHUE CKOPOCTH KPOBOTOKA MO
MHKpOCOCyaM JIM00 B pe3ynbTare 3aTpyJHEHHs OTTOKA 10 BeHaM (BEHO3HAs!
TUIEpeMHs), TU00 B pe3ynbTare OrpaHHMYCHHs PUTOKA KPOBH IO apTepH-
aM (nmemust). B o0oux cirydasx CHU)KaeTcsl pa3HHUIa THAPOCTATHIECKOTO
JABJICHUS HA KOHLIAX KaMJUIIPOB, YTO U 3aMeIIeT KpOBOTOK. [Ipu aToMm,
M0 Mepe MPOTrPECCUPOBAHMS CHIKCHUSI Pa3HHUIIbI THAPOCTATHYECKOTO JaB-
JICHUS B KalWJUISIpE MPOMCXOAUT MPECTAaTUYECKOEe N3MEHEHUE JIBHKEHUS
kpoBu. [Ipecras cHayana MposSBUTCS TONYKOOOPA3HBIM JIBUKEHHUEM KPOBU
B MHKPOCOCY/Jax, KOrja HaOIOQal0TCs EPUOIbl 3aMEVICHUS! U OCTAaHOBKU
KPOBOTOKa B (ha3y AMACTOINBI CEP/LIA, 3aT€M MasTHUKOOOPa3HbIM, OCKOIBbKY
TOK KPOBH MEHSIETCSI C OPTOTPaJHOTO Ha PETPOTpaaHblii B (ha3y AUACTOIBI
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U C pEeTpOrpaJHOTo Ha OpTorpaaHblid B (asy cucroisl. [IporpeccupoBanne
naJieHust CKOPOCTH KPOBOTOKA COMIPOBOXKIIAETCS arperauei 3puTpOLUTOB U
pa3BUTHEM BTOPHYHOIO CTa3a.

3HaueHue CTa3a ONpPEACIACTCS ero JIOKaIu3alen, BRIPaKeHHOCTHIO, CKO-
POCTBIO pa3BUTHsSI U 00paTuMoCThI0. HeoOpaTuMble HapyIIEHUSI MUKPOLMP-
KYJISIIMU TIPU JITTUTEIEHOM CTa3e CTaHOBSATCS IPUUMHON Pa3BUTHUSI MECTHOM
reMOJMHAMHUYECKON TUITOKCUH M CBSI3aHHBIMHU C HEeW TUCTPO(UH M HEKpO3a
TKaHel. OcOOEHHO OMaceH CTa3, Pa3BUBAIOIIMICS B TKAHW MO3Ta, Cep/Ia, TIOYCK.

Tpomo6o3

TPOMBO3 — npuxcu3HeHHOe ceepmbiéaHuUe Kpoeu 6 rnpoceeme cocyoa uau

8 nosnocmu cepdua

OobpaszoBaHue TPOMOOB B MeCTax MOBPEXKICHUSI COCYIOB SIBIISIETCS BaX-
HEHIIMM MEXaHU3MOM, MIPEAOTBPAILAIOIINM MTOTEPI0 KpoBHU. B TO ke Bpems,
TPOMOBI, 00pa30BaBLIMECS B KPOBEHOCHOM COCYAE IPH 10CTATOYHO OOJIBLIOM
pasMepe crocoOHBI EPEKPBIBATE €ro MPOCBET M HapyIaTh LUPKYISILIHIO
KpOBH, a UX (pparMeHTs! (TPOMO03MO0JIbI), OTOPBABILKUCH OT Tejla TpoMoOa,
HepeMeIaThCs ¢ TOKOM KPOBH M TaKKe HapyllaTh KpOBOOOPALIEHUE B apTe-
pusix. B npouecce oOpa3oBanus TpOMOOB MPUHUMAIOT Y4aCTHE MEXaHU3MBI,
CBSI3aHHBIEC CO CTEHKOH cOCya, TPOMOOLIMTAMHU M CUCTEMON CBEPTHIBAHUSL.

O0pa30BaBIINICS IPH CBEPTHIBAHMH KPOBU TPOMO MMEET ILIEPOXOBATYIO
MOBEPXHOCTbH U MPHUKPEIIEH K CTEHKE. B €ro CTpyKType BBIICISIOT TOJI0BKY
(yJacTok IpHUKpeIUIeHHs K CTEHKE COCy/a), TeO U XBOocT. Kak nmpaBuiio nMeH-
HO 4acTh XBOCTa, OTOPBABILIUCH, MOXKET IIEPEMELIATHCS ¢ TOKOM KPOBH — TO
€CTh CTAHOBUTCS TPOMO0IMOOIIOM.

IIpuunHBI TPOMOO3Aa.

B kauecTBe mpuuMH TpOMOO3a MOTYT BBICTYNIATh Kak OOIIKE, TaK U MECT-
HbIE (PaKTOPBHI.

K o0mmMm ¢axropaMm MOKHO OTHECTH IOBBILICHUE BI3KOCTH KPOBHU H Ma-
TOJIOTHIO TPOMOOIMTOB (YBETMUYCHUE UX KOJMYECTBA B KPOBH — TPOMOOIIH-
TO3 U HapyleHne UX QYHKIUHU — MOBBIILICHHE aATe3UBHOCTH U arperaiun),
a Tak)Ke HapylleHue OanaHca MeXAy CBEPTHIBAIOIICH U MPOTHBOCBEPTHI-
BaloIllel CUCTeMaMH KpOBH (THIEPHPOAYKIHS (PaKTOPOB CBEPTHIBAHUS,
HapyUIeHHe X YyBCTBHUTEIBHOCTU K aHTHKOAryJIsHTaM, HapylleHHUE
(ubpuHonn3za). MecTHBIMH (QaKTOpPaMH MOTYT SIBISITHCS MOBPEKACHUS
COCYAHMCTON CTEHKH (ayTOMMMYHHBIC, ajlIepruueckue, nH()EKInOHHBIC,
aTepoCKIIepO3 U Jp.).
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K MecTHBIM (hakTOpaM OTHOCSTCS: MOBPeKAeHHEe HHTHMBI COCy/Aa
WJIM JHAO0KApAa (aTepoCKIepo3, BACKYIHUTHI, SHIOKAPINT); 3aMe/lJIeHne
KPOBOTOKA (HalpuMep, [P BEHO3HOH TUIIepEeMUN); HApyIIeHue JaMu-
HAPHOCTH TOKa KPOBU M BOSHMKHOBEHHE TYpOYJISHTHOCTH IIPH paciinupe-
HUU (aHEeBpU3MaX) COCYJUCTON CTEHKH, B MECTax 00pa3oBaHHUS TPOMOOB
U aTEPOCKICPOTUUCCKHUX OJISIICK.

Mexanu3mMbl TpoMO03a

TpomOBI 00pa3yroTcst Kak MpH MOBPEKACHUN CTEHKH COCY/Ia B pe3yJlbTare
AKTHBallMU NPOUECCOB CBEPTHIBAHMA KPOBH 110 BHCHIHEMY IIYTHU, TaK U 663
HapyUICHUS HEJIOCTHOCTH COCYANCTOM CTEHKU B Pe3yJbTare aKTUBALIUH MIPO-
LIECCOB CBEPTHIBAHUS KPOBU I10 BHYTPECHHEMY IIyTH.

OcHOBY cocTaBa TpOMOa COCTaBIISIFOT arperipoOBaHHbIC TPOMOOLIUTHI U

HuTH QuOprHa. KpoMe 3TOr0 B coctaB TpoMOa BXOIAT JICUKOLUTHI U 3PH-
TpouuThl. LIBeT TpomMOa 3aBUCUT OT
€ro cocraBa — B KPacHOM TpoMOe
COJICPXKHUTCSI OONBIIOE KOJTHYECTBO
SPUTPOIIUTOB, B 0€I0M TpOMOe, Ha-
ITPOTHUB MPe00Ia1at0T TPOMOOIIUTHI U
HeﬁKOHPITBI " COACPIKUTCA JINIIb HE-
0O0ITBIIIOE KOJIMYECTBO IPUTPOIIUTOB.
Hepenkxo oOpasyercsi cMemaHHbIii
WA CJIOUCTHIA TPOMO, B KOTOPOM He-
pemnyroTcs 6enble U KpacHbIe YUacTKH.
KommuectBo sputporinToB B TpomMOe
B CBOIO OYepeb 3aBHCUT OT CKOPO-
CTH KPOBOTOKa (B BeHaX, I7ie KPOBb
TE€UET MeJICHHEE, TPOMOBI OOBITHO
KpacHEIE, B apTepUsIX — Yarlle Oelbie).
[Tockonmpky 00pa30BaBIIMIACS B COCY/IE€ TPOMO TMPEMSATCTBYET ABMKEHUIO
KpOBH, TPOMOO03 apTepuii ABIICTCS OJHON M3 MPUYWH OCTPOH HIIEMUH, a
TpoM003 BEH — MPUINHON BEHO3HOW THUIIEpEMHH. BBIpa)KeHHOCTH THIIOK-
CHYECKOTO TIOPaXeHUs TKaHHW IIPH TPOMOO3€e 3aBUCUT OT KammuOpa cocyfa,
rme obpasoBasicst TpoMO, pazmMepa TpoMOa M €ro OTHOIICHHS K TPOCBETY
cocyna.
[To BenmmumHe TpoMOa WX MPUHATO Pa3feiATh HAa MAKPOTPOMOBI (TPOMOEI,
obOpasyromntuecs 00BIIHO B KPYIHBIX U CPEIHHUX COCYNaX) H MHUKPOTOPMOBI
(TpoMOBI B cocymax MHUKPOIHMPKYIATOPHOTO pyciia), HapuMep, o0pasyro-
muecs nipu JIBC-cunapome.

PucyHok 44 KpacHbiti mpom6 (ykazaH
cmpersikou)
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Ilo oTHOIIEHHIO K TPOCBETY COCY/A PA3IUYAIOT:
* IlpucreHo4YHBbIH TPOMO (CyLIECTBEHHO HE MEPEKPHIBAET MIPOCBET CO-
cyna)
* CreHo3upyIoLuii TPOMO (YaCTUYHO MEPEKPHIBAET COCYANUCTHIN MPO-
cBeT — Ha 75% u Ooree)
* O0Typupyommuii TpoMO (TIOITHOCTBIO MEPEKPHIBACT MMPOCBET COCYIIA)
* AKcHAJBHBII (TPOMO € Pa3BUTHIM XBOCTOM)

[ NPUCTEHOYHBI TPOM6 ] l CTeHosupyiowWwuii Tpom6 ] [ 06Typupyowmii Tpomé ][ aKcuanbHbI TPOM6 ]

PucyHok 45 Budbl mpom608 N0 omHowieHUto K hpocgemy cocyoa

Hcxoapl TpomMGo3a

K GrnaronpusTHBIM Ucxo/iaM TPoM0O03a OTHOCSIT BOCCTAHOBIICHUE KPOBOO-
OpateHus B pe3ysbTare aceNnTHYECKOro ayToau3a TpoMOa (TP aKTHBAIINH
MIPOTHBOCBEPTHIBAIONICH CUCTEMBI HITH TEPAITHH TPOMOOIUTHKAMH ).

K HebnaronpusTHeIM BcxoaM TpoM003a OTHOCS CTOMKOE HapyIIeHHE
KpOBOOOpAIIIeHUS B pe3yabTaTe OpraHu3amuu Tpomoa (3amerienne Tpomba
COEMHUTENBHON TKaHbIO — PUOPO3), OTPHIB yuacTKka Tpomba ¢ 0Opa3oBa-
HUEM TPoM003M00J1a ¥ TIOCIIETYIOMIETO OCTPOTO HapyIIeHUsI KpOBOOOpa-
NICHUS ¥ ceNTHYeCKHUil JJu3uc TpoMOa WIIH pacIuiaBieHHe TpomOa Mo
nercTBreM (DEepMEHTOB Pa3MHOKAIONIMNXCS B HEM MHUKPOOPTAHH3MOB Ha
(hone cermcuca.

Imbonusn

SMBOJINA — dsuiceHuUe 8 KDOBOMOKe yacmuy, crocobHbIX 3aKynopume apmepuu

OMO0HS NPUBOAUT K PA3BUTHIO OCTPOH MIIEMHUH BCIICACTBUE 3aKyIIOPKU
HMHOPOJIHBIMHU YaCTULIAMU apTEPHATIBLHBIX COCYIOB.
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I puunHBI 3MOOIMH.
Mo mpoucxoxeHnI0 YMO0THN OBIBAIOT:

TpomO03MO0HSI, KOT/]a OTPHIBAIOTCS YaCTH TPOMOOB U MIPEBPAIIAIOTCS
B AMOOJIBI.

JKuposast smOosmst. Karutu xkupa MOTyT Momnaiath B COCYAMCTOE PYCIIO
MpY OOUTUPHEIX TPaBMax, KOTJIa MPOMCXOIUT PAa3MO3KEHUE KUPOBOI
KJICTYATKH, UM [IePEJIOMax TPyOUaThiX KOCTEH.

Bosayinas 3M00511st MOXKET OBbITh CJICACTBUEM IOTAIaHKsI BO3/lyXa B
BEHBI IIPU TPaBMax MJIU B IPOLECCE HHBEKIIUM.

I"azoBast aMOo0sIus1, HanpUMep, SMOOHS Ty3bIPhKaMHU a30Ta MPH Jie-
KOMIIPECCHH, KOTOPasi MOKET COIPOBOXK/IATH KECCOHHYIO OOJIE3Hb HIIH
BBICOTHYIO 0OJIe3Hb MPH Pa3repMETU3AIIUH JICTATEIbHBIX alapaToB
Ha OO0JIBIION BBICOTE.

TraueBast P MOOJIHS TIPU TpaBMax.

OnyoneBa;I SMO0IIHSA IIprU aKTUBHOM MCTAaCTa3MpPOBaHUU 3JI0KaA4YC-
CTBEHHBIX OITyXOJIEH.

DOMOO0IINST HHOPOJAHBIMHU TEJIaMHU.

DOMO0IMA AMHHOTHYECKON JKUIKOCTBIO.

ITaTorenes sM00.J11MH.

B marorenese 3M00J11MM CYIIECTBEHHO BaKHBIM SIBJISICTCS MECTO 00pa3o-
BaHUs WIN TOMAJaHusl B COCYAUCTOC PYyCiIo 3M00J1a ¥ MyTH JAaJIbHEHIIIETO
€ro pacHpoCTPaHECHUs B KPOBOTOKE. DTO ONPECIIICT B KAKOM OpraHe WM
y4YacTKE TKaHH MPOU30MIET 3aKyopKa apTepry 3MOO0JIOM U BO3HUKHET OCTpast
uiremust. [10 HanpaBICHHUIO ABHXKECHUS SMO0JIa MOKHO BBIJICIIUTD CJICIYIOLIUE
BUJIBI DMOOJINH:

OpTrorpaanasi 5M00IHMs XapaKTepU3yeTcs ABMKEHHEM 3MO00Ia 1o
TOKY KpoBH. Hampumep, TpoM003MO0IBI, 00pa3oBaBIIecs B BEHAX
TOJIGHU C TOKOM KPOBH TTEPEMENIAIOTCS BO KPYITHBIM BEHaM OOJIBIIIOTO
KpyTa, MHHYIOT CEp/Ile U B UTOT€ 3aKyIIOPUBAIOT apTEPUH JIETKUX.
[Ipu BO3HUKHOBEHHH TPOMOOIMOOIIOB B BEHAX JIETKUX WM TIPU OT-
pBIBE OT TPOMOOB, 00Pa30BABITHXCS HA KIIAallaHaxX JIEBOTO ceparia (MU-
TPaJIbHBINA, a0PTaJIbHBIN), OHM TIOMAIAI0T B ApTEPUH OOJIBIIIOTO KpyTa
KPOBOOOPAIIEHNS ¥ 3aKyHOpHUBatoT ux. OpTorpaaHas IMOOIHS TaKKe
MOJpa3/eNIIeTCs Ha apTePHAIBLHYI0, KOT/Ia SMOOJI MepeMeniaeTcst u3
JIEBOTO Cep/Ila B apTepUr OOJIBIIIOTO KPyTa, JJEroYHyI0, KOT/Ia U3 BeH
0O0IBIIIOTO KpyTa M MPaBOTO CepIia B IMOOI ABIKETCS B apTEPUH JIET-
KHX, ¥ IMOOJINI0 MOPTAJBHBIX COCYI0B — IIPH ITepEeMEIIeHIH AIMO0Ta
W3 BETBE BOPOTHOM BEHBI B IEUEHb.
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f BOJIbIOT KPYT
KPOBOOBPALIEHHA

OPTOrPAHOE
PACTPOCTPAHEHHE
aMb0J108B

MAJTbIA KPYT
KPOBOOBPALLEHNA

PucyHok 46 OpmozpadHas smbonus

* PerporpagHas xapakTepu3yeTcs JBIKEHHEM 3MOO0IIa IIPOTUB TOKA
KpOBH. DTa dMOOJHS BCTpEUIaeTCsl OUeHb peako. Hampumep, B BoeH-
HO-TI0JIEBO TpaBMe ObLIN ONUCAHBI CITyYau IBHKEHHS OCKOJIKA I10 IO~
JIbIM BEHaM IIPOTHB TOKA KPOBH 10 A€M CTBUEM COOCTBEHHOM TSXKECTH.

» IlapagoxcaJjibHasi pa3BUBACTCs NIPU MONAAAHNK 3MO0JIa U3 BEH 00JIb-
LI0T0 Kpyra B apTepuu OOJBIIOr0 Kpyra, MUHYS JETKHE. DTO MOXKET
IIPOUCXOAUTH IPU BPOXKIEHHBIX IMOPOKAX CEepAlla, HApUMeEp, MIPH
HapyLICHUN 3apacTaHusl OBAJIbHOIO OKHA MEPETOPOIKU CEpALa UIIH
OTKPBITOM apTepHAIBHOM (OOTAIIOBOM) MTPOTOKE — COYCTHE MEXKIY
A0pTOH U JIEroYHOM apTepHei, KOTOPOe CYLIECTBYET BO BPEMS BHY-
TpUYTPOOHOTO NepHoia PA3BUTHS IUI0AA U JOJKHO OOIUTEPUPOBATHCS
nocie poxkaeHus. T.e. mapagokcanabHast SMO0INS CTAHOBUTCS BO3-
MOKHOH NPH aHOMaJILHOM CMELICHUH KPOBHU JIBYX KPYI'OB KPOBOO-
OpareHusl.
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KpoBoteuenue (remopparusi)

KPOBOTEYEHUE — npoyecc abixoda Kposu 3a npeodesnvi cocydos

ITHOJIOTHS U NATOTeHe3

KpoBoTreueHrne MokeT BO3HHKATH 10 OJHON M3 TPEX MPUYHH:

* KpoBoreueHune nmpu pa3pbiBe CTEHKH KPOBEHOCHOTO COCY/Aa
(Haemorrhagia per rexin). [IpuMepom Takoro poja KpOBOTCUCHHUS
SBJISICTCS PA3PbIB MOBPEXKIICHHOTO Ha (DOHE JITUTENEHON FHIIEPTEH3UH
cocy/ia Py pe3KOM CKadKe apTepHabHOTO AaBJICHUS (THIIEPTOHUYC-
CKOM KpH3E).

* KpoBoreueHune npu pazbeqaHUN CTEHKH KPOBEHOCHOIO coOCy/Aa
(Haemorrhagia per diabrosin). [IpumepoM Takoro KpoBOTECUEHUS SIB-
JIACTCA KPOBOTCUCHUC U3 SI3BEHHOM HHUIIHU npu SI3BEHHOU GOHCSHI/I
JKEIyJIKa, KOT/a pa3belaHhe TKAHU CIM3UCTOMN JKEITyTOUHBIM COKOM H
B TOM YHCIIE pa3be/laHue CTEHOK KPOBEHOCHBIX COCYIIOB, HAXOSIINXCS
B 3TOM y4acTKe TKaHH.

» Jluaneznesnoe kpoBoreueHue (Haemorrhagia per diapedesin) Bo3HuKaeT
B MHKPOCOCY/IaX NPH Pe3KOM MOBbIIIEHUH MPOHUIIAEMOCTH COCY/IH-
€TOif cTeHKH. Takye KPOBOTEUEHHMS eIlIe Ha3bIBAIOT MEJIKOTOUCYHBIMH,
OHU HEOOJNBIIHE U OOBIYHO MHOKECTBEHHBIE.

B ciydae ecim KpoBOTEUEHNE OCYIIECTBIISICTCS BO BHEITHIOIO CPEly OHO
Ha3bIBaeTCS HAPYKHBIM, a KOIZIa KPOBOTEUEHHE OCYIIECTBIISICTCS B 3aMKHY -
TBIC MTOJIOCTH OHO HA3bIBACTCSI BHYTPEHHHUM.

3Ha4yeHNe KPOBOTEUCHHS ONPEesIeTCst 00beMOM MOTePSTHHON KpoBH. B
CBSI3H C 3TH BBIJICIISIOT YETHIPE CTETICHH TSKECTH (Kiacca) KpoBOoTeUeHUs: |
crenern — Jérkoe (o 15% morepn od6bema kpoBm), 11 crenenu (cpemnee — 15-
20% u Tsoxénoe — 20-30%), 111 crenenu (maccuBroe — 30-40%), IV cTernenn
(yrpoxaromiee xu3Hu — 6onee 40%). ITorepst 60% u Gosee KpOBU HECOBMECTH-
Ma ¢ KI3HBI0. OOBeM KPOBETIOTEPH B CBOIO 0YEPE/Ib OTPEIEIACTCS HCTOUHUKOM
KpOBOTEYEHHS (M3 KAKHX COCY/IOB KAaKOTO OpraHa WM TKaH! OCYIIECTBIAETCS
KPOBOTEUYEHHUE) M TEMIIOB €r0 pa3BUTHS (0CTpoe, XpoHu4eckoe). [To ncrounu-
Ky KpOBOTEUEHHE OBIBAECT apTepHaJibHOe (KPOBb ajasi, ObET MyIbCUPYFOIIEH
cTpyéii) — HarOoIee OTacHO, BEeHO3HOE (KPOBb TEMHOTO IIBETA TEYET HETIPEPhIB-
HO), KaNWJLIsIpHOe (c1aboe, TOBEPXHOCTHOE), MaPeHXUMATO3Hoe (OOMITBHO
KPOBOTOUHT BCS TOBEPXHOCTH OpPraHa) U CMeIIaHHOe.

K cityqasim rapysicnozo kposomeuenuss OTHOCSTCS: HOCOBOE KPOBOTEUCHHUE
WK IMUCTaKCHC (epistaxis); Jérounoe kpoBoteuenue (haemoptoe); psora
KPOBBIO TIPH KETYJIOYHBIX W MMUIIEBOTHBIX KpoBoTedeHUsX (haematemesis);
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KPOBBb aJI0T0 IIBETa B KaJjle IPH KPOBOTCUCHHSIX U3 HIJKHUX OTJICITIOB KHIIICY-
HHKa; «IErTeoOpasHblid CTY)» WM MeJeHa (Melena) mpu KpOBOTEUCHHSX U3
JKEITyJKa ¥ BEPXHUX OTJEJIOB KUIICYHUKA; MaTOYHOE KPOBOTCUCHHE BHE
MEHCTPYaJbHOTO LIMKIIA WK MeTpopparus (Metrorrhagia); KpoBb B MOue
i remarypusi (haematuria).

K enympennemy kpoeomeuenuio OTHOCATCS OJIOCTHBIE KPOBOTEUCHHUS:
B TIOJIOCTh TIepuKap/aa (reMonepuKapi); B IIEBPAIbHYIO MOJIOCTh (reMoTo-
PaKc); B JKeNyI04YKH Mo3ra (reMouedanusi); B OpIOIIMHHYIO TTOJIOCTh (reMo-
MePUTOHEYM); B TIOJIOCTh CyCTaBoB (remMapTpo3). ITonocTHOE KpoBOTEUECHNE
NPUBOJMT K HAKOILJICHUIO KPOBHU B TOJIOCTH, TO €CTh K COOTBETCTBYIOILIEMY
HOJIOCTHOMY KPOBOU3JIUSHHUIO.

Kposonznunsanue

KPOBOW3/IMAHUE — ckonseHue Kposu 8 MKAHU uau nosaocmu

CKoIlIeHHE B TKAHU KPOBU MOXKET TPOSIBISTHCS T0-Pa3HOMY, 3TO MOXKET
OBITh JIOKAJILHOE CKOIIJICHHE COMPOBOXKIAIONIEECS HAPYIICHUEM [IEJIOCTHOCTH
TKaHW 00pa30BaHMEM B HEH MMOJIOCTH, 3aIIOJTHEHHON KPOBBIO HIIM FeMaToMa
win i y3HOe MPONUTHIBAHUE KPOBBIO TKAHU C COXPAHEHUEM TKAaHEBOU
CTPYKTYpHI — TeMopparuveckas HHQWILTPaIus.

ITo BBIpaXCHHOCTH B TIOKPOBHBIX TKAHIX KPOBOHMJIUSIHUE MOXKET MPO-
SIBIIATHCS KaK KPOBOMOATEK (Cypdy3ust) B BUIE 3HAUUTEIBHOTO IJIOCKOTO
KPOBOVBIIHMSTHHS B KOXKE HIIH CITM3UCTBIX 000JI0YKAX, & MOKET MPOSIBISATHCS KaK
HEOOJBIIOE TUIOCKOE KPOBOMMHSHUE (10 2 ¢M) — IKXHMO3. Takke B KOXKe,
CJIM3UCTBIX, CEPO3HBIX 000JIOYKAX MOYKHO HAOIIONATh TOUCYHBIC KPOBOU3IIH-
SIHYSI WITK TeTeXHH. MHOKECTBEHHBIC TIETEXHH, CIIMBAIOIIHECs MEXTy cOO0H
NPUHSITO HA3BIBATh FeMOpPpAarHyecKoi mypypoi (purpura haemorrhagica).

B ouare KpoOBOM3IHSIHUS HAPYIIASTCS MTOJIBIIKHOCTD TKAHEBOH )KUIKOCTH,
YTO MPUBOIHUT K TUIIOKCHYECKOMY TIOBPEXKICHHUIO TKAaHEBBIX KIIeTOK. OCOOEHHO
YYBCTBHUTEIBHBI K TOBPESIKACHUIO MPH KPOBOM3IUSHHUAX TKAHH MO3Ta.



I'AABA 6

IIATOAOT'HSTI HMMYHHTETA. BOCIIAAEHHE

N3y4yenue BocnaneHuss UMeeT JUIMHHYIO HCcTopuio. OUeBUIHO, B CUITY
BBIPQ)KEHHOCTH CUMIITOMOB BOCTIJIEHUS, U MPEKIE BCETO COMPOBOXK At
ero 00, ¢ MOMEHTA IOSIBJICHUS LIEIUTENICH UM MPUXOIUIOCH UMETH JIENIO C
BOCIIAJICHUEM B XOJI€ CBOEH NPAKTUKU. B eBponelicKkoi Tpaauliuu IpUHSTO
MPUBOJUTH B KaUeCTBE MEPBHIX OMHMCAHMI BOCMAJIEHUs BhICKAa3bIBAHUS,
npunuceiBaemble [ unmoxpary (oxoso 460 1. 10 H. 3. — okoio 370 1. 10 H.3.)
B COOpHHMKE MEMIIMHCKUX TPAKTATOB, MOJTYYHUBIIMX Ha3BaHHUE [ UIIMOKpaToB
KOpITyC.

[To3naee ABn Kopuenwii [lensc (ok. 25 1. 10 H. 3. — okono 50 T. H.3.)
BIIEPBBIE CHCTEMATH3HPOBAJ BHEIIHUE CUMITTOMBI BOCIIAIEHHUS, & UMEHHO:

* TIOBBIIICHUE TeMIeparypsl (calor)
* mokpacHeHue (rubor)

* TPUITYXJOCTH (tumor)

* 060Jb (dolor)

Jomonuun 3t cumntomsl Kinagnuii anen (130—200 rr. H. 3.), 100aBUB
K yeTblpeM Ipu3HakaM Llenbca nsaThlil BHEIHAN IPU3HAK BOCIIAJICHUS:

» Hapyuienue QyHkiuu (functio laesa)

PucyHok 47 Kapukamypa P. Cull, unntocmpupyrowas 8HewHuUe NpU3HAaKu 80cNaneHus

C COBpeMEHHBIX MO3UINI CTAHOBUTCS SICHO MPOUCXOXKIEHUE ITHX IPH-
3HAKOB:
7Kap (moBbITIICHUE TEMIIEPaTyPhI) — 3TO CICICTBHUE apTeprUaILHON THTIe-
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peMHHU ¥ 0TYACTH UHTCHCU(PHUKALMU 0OMEHa BEIIECTB B OYare BOCHaICHHUSI.

IMokpacHeHnue siBIIsICTCS CICACTBUEM TUIIEPEMHIH, HEOOXOAUMOH 11si 00e-
CIICYCHUS IPOHUKHOBEHHS B 30HY MOBPEKICHHUS KIETOK U MEANATOPOB.

MpunyxaocTs — cieAcTBUE HKCCYAALUH, TO €CTh BBIIIOTA KUIKOCTH U3
COCY/IOB B TKaHb B 04are BOCIIAJICHUSI.

Boasb — cnenctBre paznpaxeHus 00IEBBIX PELENTOPOB MPH OTEKE U B pe-
3yJbTaTe NCHCTBUS 00Pa3yIOIIUXCS TPU BOCTIAJICHUN XUMHUYUECKH-aKTHBHBIX
BEIIECTB (HApUMep — KHHUHOB).

[Tocne n300peTeHnss MUKPOCKOIIA U OTKPBITHSI OKPYKAIOIIETO Yell0OBeKa
Mukpomupa B X VIII Beke NpuIuio MOHUMaHUE BO3MOKHOU CBSI3U IIPOSIBIICHUM
BOCIIAJICHUS C BO3/ICHCTBUEM MUKPOOPTaHH3MOB.

W nakonet, B XIX Beke BO3HUKIIO MPEIOJIOKEHUE O TPUCTIOCOOUTEIb-
HOM 3HAUYC€HUU BOCIIAJICHUA. BHepBLIe MBICJIb O TOM, YTO BOCITIAJICHHUEC HC
ABJIIACTCA UCKIIOYUTECIBHO MPOSBJICHUCM IMOBPEKIACHUA, a HECCT B ceGe
YEPThI MPUCIIOCOOUTEIILHOTO Ipoliecca Brickazan Pynonsdh Bupxos (1821
r.— 1902 1.) B cBoeMm Tpyne «llemmtonsaprast matonorus» B 1858 1. DTa MbIcTh
ObLTa OrecTsAIIe TOAKPEIUIeHa ONICAHNEM KOHKPETHBIX 3alIUTHBIX MEXaHU3-
MOB (paronmrosa Mibeit Mnpruuom MeunukoBsiM (1845 . — 1916 1) B ero
(harouUTapHON TEOPHH BOCIAJICHHUS, OCHOBBI KOTOPOW OH M3JI0XKMI B 1882
r. [IpuMepHO B Te ke TOJbI OSABISAETCS TEOPHUS T'YMOPaIbHOTO MMMYHHTETA
ITayms Opmuxa (1854 1. — 1915 1), ka3zanmock ObI, MPOTHBOpEUAIas B3MIAIaM
MeunnkoBa. OHAKO TO3KE CTANIO SICHO, YTO TEOPUU MEUHHKOBa U Dpirxa
OTpPaXKaroT BCETO JIUIIb pa3Hble MPOSBICHHUS UMMyHHUTeTa. [Ipn3Hannem
BKJIaJia 00OMX HCCIe/ioBaTeliell B yueHne 00 MMMyHHTeTe siBuiach Hooe-
neBckas npemus 1908 r., mpucyxnaennas .M. MeunukoBy u I1. Dpauxy
COBMECTHO.

Hauwnnas ¢ 5Toro BpeMeHn y4eHne 0 BOCIaICHNH U Y9eHne 00 UMMYHH-
TETe Pa3BUBAIUCH B TECHOM CBSI3W APYT C IPYTOM, YTO oTMedan eme B 1928
r. Unmmonmut BacwunbeBwuy daBermosekmii (1887 . — 1968 1.).

OlPEAE/IEHUE BOCIIA/IEHUA

TPAANLIMOHHO BOCIAJIEHUE OMNPEAE/IAKOT KAK 36801104UOHHO 8bipabomaHHbIl

cnoxcHoIli munoeoli namosozuyeckuli npoyecc, xapakmepu3syrowuliica anbmepayueli
(nospexcdeHuem), cocyducmoli peakyueli, 3Kccyoayueli (socnanaumensHbIM
ebinomomy), amuzpayueli u KnemoyvHoli npoaugpepayuel.

DaKTHYECKH 3TO ONPEJeICHUE OTPakaeT Te BHEIIHNE (MOP(OIOrnuecKue
Y KJIMHUYECKUE) N3MEHEHUSI, KOTOPbIEe MOJKHO HaOJIIOAATh B OUare BOCIAICHHs
B TKaHU.
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Tem He MCHEC, BA’)KHO IMOHATH, KAKHUM 06pa30M 9TOT 3aI.L[I/ITHLII71 apomnecc
COOTHOCHUTCA C UMMYHUTCTOM, KOTOpBIﬁ B CBOIO O4YEpPCAb TAKIKC ABJIACTCS
3alllUTHBIM MCXaHWU3MOM.

OIPEAE/IEHUE UMMYHUTETA (no P.B. [Tlemposy)

UMMYHUTET - amo 3auwjumHbili MeXaHU3M, OCHOB8HbIM Ha3Ha4YeHuUeM Komopoz20
Aenaemca coxpaHeHuUe NocmosaHcmea eHympeHHeli cpedbl op2aHU3Mad, e20 3awuma
om noseseHuUa 2eHemu4ecKu YyxepoOoHoli uHpopmayuu (aHmMuzeHa).

OpraHu3M 4eJoBeKa No-pa3HOMY 3allUIIaeTcsi OT 00JIe3HETBOPHBIX areH-
TOB. DTO MOXET OBITh 3aIIUTa C HOMOILBIO 0apbePOB — MEXaHNUECKUX (KOXKA,
CIIM3UCTBIC) WIIN XUMUYECKUX (JIM30LMM B CIIE3HOU JKUIKOCTH U CIIOHE, KUC-
JI0€e conepKUMoe Xkemyaka). Ho 1 Bo BHyTpeHHel cpesie opranu3ma npucyT-
CTBYIOT KJICTKH U MOJIEKYJIbl, KOTOpPBIC CIIEHUATU3UPYIOTCSl Ha BBIITOJIHCHUN
3alUTHON (DYHKIHH, T.€. SBISIIOTCA AP deKkTopaMu IMMYHHUTETA.

UYro nenarot 311 3 dexrops? Bo-nepBrIX, B U(MMYHHOM OTBETE HEOOXO-
MO PAcIO3HATh YyKEPOAHBIN areHT, U, BO-BTOPBIX, PACIIO3HAB €0 — YHHY-
TOXKUTH WM XOTsI ObI BBIBECTH 3a IPeesibl OpraHM3Ma WK OTTPaHUYUTHCS OT
HETO, YTO M COCTABISICT CYTh 3(P(HEKTOPHBIX MPOSBICHUH UMMYHHBIX peak-
uuit. [Ipu 5TOM, *MMYHHBIE PeaKLIMU MOTYT IIPOTEKATh B (PU3MOIOTMYECKUX
YCIIOBHSIX, HE3aMETHO, KaK 3TO TIPOUCXOAUT, KOTJJa UMMYHHbIC MEXaHU3MBI
NPEMATCTBYIOT Pa3MHOKEHHUIO YCIOBHO-TIATOTEHHOM (PIIOPBI MIIM YHUUTOKAIOT
MYTHPOBAaBIIHNE KICTKH. HUKaKMX KIMHUYECKH BUIUMBIX IPOLECCOB IpHU
9TOM HE Pa3BUBACTCS.

Ho coBepuienno no-npyromy 3¢hexropHble peakiiuy IPOsIBISIOTCS TOT/IA,
KOT/1a IeficTBUE NaToreHa CHiIbHO (HanmpuMep, OOMIbHOE 00CEMEHEHUE PaHbl
MH(EKIIMOHHBIM areHTOM) HJIM OH B TOW WJIM HHOW Mepe YCTOHUMB K ACHCTBHIO
MMMYHHBIX MEXaHH3MOB, TO €CTh BO3HUKAET CUTYaIlsI OTHOCUTEIIHHOW HEI0-
CTaTOYHOCTH PE3UACHTHOM MIMMYHHOH 3alIUTHL. B 3TOM cityuae UMMyHUTETY
TpeOyeTcsi MPUBJICUCHUE TOTIOTHUTEILHOTO KOJIMYECTBA IMMYHHBIX KJIETOK
Y aKTUBALMS Psiia MEANATOPOB, ICHCTBUE KOTOPBIX MTPOSIBUTCS B U3MEHEHHUN
MOP(HOIOTHYECKUX MPOSIBICHUI TKAHEH 1 KIIETOK, (GU3HOIOTHUECKUX PeaKLii
B ouare. Bot takue aexkTopHbIe IMMYHHBIE PEeaKIMy CONPOBOXKIAIOIIHECS
Pa3BUTHEM MOBPEKICHHS B TKAHSX, U COCTABISIIOT CYTh, TOTO, YTO MPHHATO
Ha3bIBaTh BOCHAJIEHHEM.

[IpeacrasnsieTcst IpaBOMEPHBIM PacCMaTPUBATh TSKECTh PA3BUTHUS BOC-
najeHus KaK Mokazarelb 00paTHO-NPONOPIHOHANBHBIN 3(()EKTUBHOCTH
MMMYHHOTO OTBeTa. D(PPEKTUBHBII IMMYHHBIN OTBET HE TpeOyeT NpUBIIcYe-




92 TlaTodusuosorus. M36pannsie TeMbl. KpaTKkuii Kypc.

HUsI OOJIBIINX KOMWYECTB JONOTHUTENBHBIX (DaronuToB (KaK MBI 3TO BUIMM
NpY THOWHOM MM (PUOPUHO3HOM BOCHAJICHHHN) H, CIIEIOBATEIIbHO, TSDKEIIbIC
(hopMBI BOCTIaJICHUS! SIBJISIETCS CIIEACTBUEM OrpaHMYCHHON d()(PEKTUBHOCTH
MMMYHHOU peaKIyy, MOPOXKICHHON MACCUBHOCTBIO MOBPEKACHNS (OOIIUpHEIE
PpaHbl, THQHUIUPOBAHHBIE PaHBbl), YCTOWYNBOCTHIO TIATOTEHA K TTOBPEXK/IaI0IIe-
MY JIeHCTBUIO HNMMYHHBIX MEXaHU3MOB (XpOHHUECKHE MHDEKIMH) WIIN Hapy-
HICHUSIMH B CAMHX UMMYHHBIX MEXaHU3Max (MMMYHOAC(QUIIUTEI, aJlIeprHs,
ayTOMMMYHHBIN Tiporiecc). IMEHHO B 9THX CITy4asiX CTAHOBHUTCS 3HAYMMBIM
MIPOSIBIICHHE BOCTAIIMTENBHON aibTepaunn (OBPEXKIECHHS), CBI3aHHOM C
JIeHICTBHEM CaMUX UMMYHHBIX MEXaHHU3MOB.

B3AUMOCBA3b BOCIAJ/IEHNA U UMMYHUTETA

BOCIAJIEHUE - 3mo uMmmyHHAA peakyus, cornpoeoxcoarouiasacsa nospexideHuem
MmKaHel, 8blpaxceHHOCMb Komopoli NPonopyuoHanbHaA PYHKYUOHAAbHOU
Hedocmamo4Hocmu uMMyHHO20 omeema.

Takum 00pa3oM, 17151 TOTO YTOOBI MOHATH BCE MHOI000pa3ue KIMHUIECKUX
NPOSIBIICHUH BOCIIATICHUSI HEOOXOIMMO pacCMaTpUBaTh pa3BUTHE BOCIIAIIH-
TENBHOW PEaKLUK B CBA3U C OCOOCHHOCTSIMU MEXaHM3MOB HIMMYHHOT'O OTBETA.

B Hactosimee BpeMs IPUHSTO BBLACIATH JBE MPHUHLUUINAIBHO OTINYAI0-
HIMXCS IPYT OT Apyra U B TO K€ BPEeMs HAXOISIIMXCS B TECHOH (pyHKIMO-
HaJILHON B3aMMOCBSI3U Pyl UMMYHHBIX MEXaHU3MOB.

OTO - BpPO:KAEHHbII MMMYHUTeT (AJICONMMYHHUTET, Hecrienudruueckas
3allMTa) U NPUOOpPeTeHHBbIH HMMYHHUTET (HEOMMMYHUTET, aJalTHBHBIN
UMMYHHTET, crienuduieckas 3aiuTa).

B Mexanu3zMax BpOAeHHOT0 MMMYHHTETA OCHOBHBIM SIBIIAETCS MCXO/I-
HOE MPUCYTCTBHE BO BHYTPEHHEH cpefe (elie 10 BCTpeur ¢ 001e3HETBOPHBIMU
areHTaMu) KJIETOK M MOJIEKYJI, OCYHIECTBISIOMUX 3amuTy. K Takum kinetkam
MOKHO OTHECTH (parouUTHPYIOIINE KISTKH KPOBU U TKaHEH — HEUTPO(HIIBL,
MOHOIIMTHI ¥ TKaHeBbIe Makpogaru (KympepoBckue KIeTKr Ne4eH!, CHHOBH-
anbHble A-KJIETKH, KieTku Jlanrepranca koxu u 1p.). B Hecnenuduueckoit
3allMTe MPUHUMAET YYacTHe TaKKe U IHUPOKUH CHEKTP MOJEKYI WIH yKe
NPUCYTCTBYIOIUX B OMOJIOTHUECKUX JKUAKOCTSAX — X HA3bIBAIOT TUIA3MEH-
HbIE MEIMATOPHI (HApUMep, KOMIIEMEHT, KHHUHBI, OSITKH OCTpOi (asbl
Jp.) WIN BBIACTSIEMBIX KJIIETKAMUA B MOMEHT Pa3BHTHSI HFMMYHHOTO ITporiecca
(M TOKUHBI, XeMOKHHBI H JIP.), UX HA3bIBAIOT KIIETOUHBIMH MEINATOPAMH.

Hapsiny ¢ Mmexanuzmamu Hecrienin(uuecko 3aiuThl POTUB JIF0O0To ma-
TOTeHa, BHYTPEHHSIS Cpe/ia OpraHu3Ma 3alluileHa 1 MEXaHu3MaM1 puoodpe-
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TEHHOT0 MMMYHHUTETA. DTH MEXaHU3MbI IPHOOPETAIOTCS MOCJIe KOHTAKTa C
KOHKPETHBIM MaTOr€HOM, B COCTaBE KOTOPOTO UMEIOTCSI MOJIEKYJIbI, CIIOCOOHBIE
BBI3BaTh MHUIIMAIIMIO KIMMYHHOTO OTBETA IIyTEM B3aMMOJICHCTBUSI C aHTUTE-
JIAMU WM aHTHT'€H-PaclO3HAIOIIUMY perentopaMu T-TuM(OIUTOB. DTH MO-
JIEKyJ 161 0003HAYAIOT KaK HOCHTEIh Yy>KepOJHON reHeTHUeCKoi nH(opmam
WU — aHTUTeH. JlelicTBIe MEXaHU3MOB PHOOPETEHHOTO IMMYHHTETA CTPOTO
N30HUpaTENHHO U MOXKET PACHPOCTPAHSITHCS TOIBKO HA TOT MaTOTeH-HOCHTEINb
aHTUTEHa, KOTOPBIN BBI3BaJl UMMYHHBIN OTBET. Takas crienin()uuHOCTh OTBETA
o0yciaBnuBaet ero ropasao 6oinee 3pPEeKTUBHBINA U YKOHOMHBIH XapakTep B
CpPaBHEHHH C OTBETOM B MEXaHU3Max BPOXKJICHHOTO MMMyHHTeTa. OIHAKO,
HECMOTPSI Ha TO, YTO MEXaHU3MBI TPUOOPETEHHOTO HIMMYHHTETA B 9BOJIFOLIMN
BO3HUKAIOT CYIIECTBEHHO MO3/IHEE MEXaHU3MOB BPOXK/ICHHOTO TTOCTICHHE TaK-
K€ COXPAHUITHCH Y BBICIIMX )KUBOTHBIX. DTO 00YCIIOBICHO CAMUM XapaKTepOM
MEXaHWU3MOB aJIaIITUBHOM 3aIIUTHI, TOCKOJIBKY JJISl PACTIO3HABAHUS [TATOTCHA
B IPHOOPETEHHOM UMMYHHUTETE TPpeOyeTCs IPeIBAPUTEIbHbIN KOHTAKT C HUM,
HOCJIe KOTOPOTO MPOUCXOAUT JOCTATOUHO AIUTENbHOE (popMHUpOBaHUE (KaKk
TOBOPSIT: «CO3PEBAHUE») CIICIN(PUIECKNX MIMMYHHBIX MEXaHH3MOB U B Tede-
HHUE TOT0 NePUOIa OPraHu3M ObLT ObI O€33aIlUTEH OT BO3ACHCTBUS MaTOreHa
B OTCYTCTBHU MEXaHN3MOB BPOKJICHHOTO NIMMYHHTETA.

BPOXEHHbIA UMMYHMUTET 3awjuwyaem npu nepeom KOHmMaxkme ¢ namo2eHom

MPUOBPETEHHbBIA UMMYHUTET cmeHAem e8poxcdeHHbiii UMMYHHbI omeem u
3awuwiaem npu nocaedyrowux KOHMAKMAx ¢ 3Mum Xce Namoz2eHom

BOCITAJIEHUME B PEAKIIUAX BPOXKXJIEHHOI'O UMMYHUTETA.

Peakiuu BpoXIeHHOTO MMMYHUTETA B KIMHUKE MaHU(PECTUPYIOTCS TaK
Ha3bIBAEMBIM HecnenupuaeckuM («0aHATLHBIMY/ « HEMMYHHBIMY ) BOCTIAJIe-
HHMeM, COIPOBOXKAAOIIMMCS TOM UM UHOU CTENEHbIO TOBPEXKACHUS TKAHEU
(BocmanuTeIbHAS aJNbTepanus).

OcHOBHBIMH 3P PEKTOPHBIMHI KIETKaMH BPOKACHHOTO IMMYHHTETA SBIISFOT-
cs1 HeHTpoduibl 1 Makpodaru (MOOMITBHBIE, TKAHEBBIE, JCHAPUTHBIE KIIETKH).
OpnHaKo pojb 3THX KJIETOK B MMMYHHOM OTBETE CYILECTBEHHO Pa3INYaeTCs.
Bpewms cozpeBanmst HEUTPOPHUIIOB B KOCTHOM MO3Te COCTaBIsieT 8-14 mHei, mocre
4ero oHu B kostmdectBe 10" 3penbIMu BBIXOIUSIT B KPOBB (M B aJIbHEHIIEM HEe
nensitest). [pu nabeKImsx KommaecTBO 00pas3yronpxces HeHTpo(huIIoB Bo3pac-
taeT B 10-20 pa3. B KpoBH KIETKU LUPKYIUPYIOT HECKOJIBKO YaCOB, IIOCIIE YEr0
BBIXOJIST B TKaHU (B OUar BOCHAJICHNS) U TaM aKTUBHPYIOTCS (BCETro OJIMH pa3)
nocse yero norudarot. Crapble HEUTPO(UIIBI TTOABEPratoTCs AlONTO3Y B JIETKHUX.
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CoBepiieHHO Jpyrasi cynb0a Makpo(aroB MOHOIIUTAPHOTO TIPOUCXOXK/IE-
HUsl. I3 KOCTHOTO MO3ra MOHOLIUTHI ITOCTYMAIOT B KPOBb, III€ IUPKYIUPYIOT
OKOJIO 3 CyTOK M MUTPHPYIOT B TKaHH, TI€ U CO3PEBAIOT JINOO B MOOMIIbHBIC
TKaHEeBbIe Makpodaru, 1Moo B TKaHecrenuduanbie Makpodaru (aabBeossp-
HBIC, KyTi(hepoBCKHe, TaHTepraHca..). Makpodaru MOryT npucyTcTBOBaTh
B TKaHU JJTMTEIBHOE BPEMS U €CIIM HEHTPOQUIIBI TTOCIe aKTHBAUU U (a-
TOIMTO3a BCKOPE MOTHOAIoT (3TO CBOCOOpa3HbIe OHOPA30BbBIE KIETKH), TO
Makpodart MOTyT ObITh MHOTOKPATHO aKTHBHPOBAHBI, YTO OCHOBAHO Ha MX
CIIOCOOHOCTH CEKPETUPOBATh OCIIOK.

Takast oueBHIHAs pa3HUIA O0YCIIOBIICHA TEM, YTO HEUTPOQUIIBI — KIICTKH,
BBITIOJTHSIIOIINE TI0 TIPEUMYILECTBY 3(D(PEKTOPHYO (PYHKIIHIO, TO €CTh OHH, TIOTIa-
Jiasi B 04ar MOBPEKICHUS, OCYIIECTBISFOT TIPEXK/IE BCETO KHJUTHHT U PE30POLIHIO
narorena (paronnuTo30M, CEKpelrei BO BHEKICTOUHYIO cpey dddexTopHbIX
MOJIEKYN). A Makpodaru, criocoOHbIe, Kak U HEUTPOMUITBI, BHITTONHATH (D dek-
TOPHYIO (DYHKIHIO, HAPSITY C ATUM SIBJISIFOTCSI BAYKHEHIITUMU PETYIISITOPHBIMU
KJICTKaMH, OCYIIECTBILIOIINMH CEKPEIUIO IIEJIOT0 Psiia INTOKMHOB U XeMOKH-
HOB, OTIPEACIISIONINX Pa3BUTHE OCHOBHBIX PEAKIM B OTBET HA OBPEXKICHHUE.

OCOBEHHOCTU ®YHKLNIA GATOLIMTOB B BOCITAJIEHUN

Helimpodpunoi — npexde ece2o 3¢hheKMopHbie Knemku,
Makpodgazu — 8 3Ha4umesnbHoOU Mepe pe2ynsmopHbie Kaemku

Ilepedens peaknmii, peryaIupyeMbIX MakpogaramMmu oOIIHpeH:
* peaklUM BPOKIEHHOI0 MMMYHHOIO OTBeTa (Hecneuupuieckoe

BOCIIaJIeHHe), B TOM YUCJIE:

° Pa3BUTHE BOCHAJIUTEIBHON COCYAMCTON PEAKIMH OIOCPEryeTcs
CEKpeTUpyeMBbIMU Makpodaramu peryisropamu, Hampumep: [L-1,
[pOCTarIaHAUHAMHU, JIEHKOTPUEHAMH, TPOMOOKCAaHOM

° Makpodaru CeKpeTupyroT (HakTOpbl, PEryJupyroLe XeMOTaKCHC
¢arommro, Hanpumep, xeMokuHbl CXCL7, CXCL8

° Makpodara ycnnuBaroT 3(h(heKTOPHBIH TOTEHITHAT (aroiiToB B o4are
BOCTIAJIEHUS CTIOCOOCTBYS aKTHBAIIUH CEKpeIH psijia 3 HEeKTOPHBIX
MoJteKyn (Harpumep, ¢ momorbio CXCL4), akTrBanyy 1ia3MeHHBIX
MeIMaTopoB (HapUMep, IPOTEHHA3bI (aronuToB akTUBUPYOT XII
(haxTOp CBEpPTHIBaHUS M 00pa30BaHUE AKTUBHBIX KHHHHOB)

° Makpo(aru U3 ouara BOCIAJCHHUS PETYIUPYIOT YCHUIEHHE 00pa3o-
BaHMS JICHKOLIUTOB B KOCTHOM MO3I'€, CEKPETHPYSI P/l KOJIOHUECTHU-
Mmynupytomux ¢pakropos (Harpumep, GCSF — rpanynonurapHsblii
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KOJIOHUECTUMYJIUPYIOLIHH (pakTop)

* peakIUu MPUOOPETEHHOT0 HMMYHHOI0 0TBeTa (OMOCPEAYIOTCS B
TOM YHCIIE MHTEPICHKUHAMH, CHHTE3UPYeMbIMH Makpodaramu (Ha-
npumep, IL-1, IL-6 u 1p.); ydacTueMm crienMaan3upoBaHHBIX MaKpo-
(aroB — ACHAPUTHBIX KIETOK B MpOIEccax MPE3CHTAIlMH aHTUI'CHA
T-mumponmram xenmepam (CD4-+kierkam)) u T. .

* JHMXOpajaKa (pa3BUBaeTCA B pe3yibTare JNEUCTBUS CEKPETHPYEMBIX
makpodaramu 1L-1, IL-6, TNFa B kauecTBe BTOPUUHBIX 3HIOTCHHBIX
MTUPOTEHOB)

* pereHepanusi NOBPeKAEHHON TKaHU (MaKpo(aru CeKpeTupyer yua-
CTBYIOIIIME B PETYISIIMN PEreHepaliy TKaHel aHrno0IacTHEIH (GakTop,
¢ubpodmactHbil paktop, xemokuasl CXCL4, CXCL8, CXCL10)

[MomuMoO perysaTopHOi, Makpodaru BHITOIHSIOT TAKKEe BAKHYIO JUIs pas-
BUTHSI BOCTIAJICHUSI CEKPETOPHYIO (DYHKIIHIO, 00pa3ys ITa3MEeHHbIE MEIUATOPBI:
o (pakropsl kommuiementa (C1-9, B, D, nponepaux)
° JM30LHM
o (hUOPOHEKTHH
° cnoco0cTByIOT (TocpencTBoM Jeiictus IL-1) cexperuu remaroru-
TaMu OEJIKOB OCTPOi (ha3bl
Makpocaru Urparot 3Ha4YUTEIBHYIO POJIb B PETYISALINN COCTaBa COESANHU-
TEJIHHON TKaHW M OTIOPHBIX BOJIOKOH (KOJUIar€Has3bl, AIacTasbl, THIPOIa3Hbl,
THaTypOHHU/A3bI, TIIMKO3UIa3bl M UX HHTHOUTOPHI).

Pacno3HaBaHue maroreHa B peakuusax BPpOKIACHHOI0 HMMYHHUTETA

Pesunentrrpie Makpodaru, mpucyTCTBYIONINE B TKAHH — IMEHHO TE KJIET-
KH, C KOTOPBIMH CTaJKHBACTCS MATOTCH (HarmpuMep, OaKTepuu), monaaas B
TKaHb. Makpodarn B3anMOJIEHCTBYIOT C TAaTOT€HOM M PaCMO3HAIOT €ro. JT0
pacro3HaBaHHe TPOUCXOJHUT B YACTHOCTH C TIOMOIIBIO PETIENITOPOB, KOTOPHIE
OBLIM OTIMCaHBI CPABHUTENEHO HEaBHO. J[es10 B TOM, YTO B OTJIMYHE OT TPH-
00peTeHHOT0 MMMYHHUTETa, MEXaHU3MbI KOTOPOTO PAaCIO3HAIOT YHUKAIHHBIN
MapKep ImaToreHa — aHTUTEeH, CHCTEMa BPOXK/ICHHOTO IMMYHHUTETa Pacrio3HaeT
4acTO MOBTOPSIONIMECS M HEU3MEHHBIE y Pa3HBIX IATOTEHOB BHICOKO KOHCEP-
BaTHBHBIE MOJIEKYIISIPHBIE CTPYKTYPBI. DTH CTPYKTYPBI IPHOOPETH Ha3BaHUE
«TIaTOTeH-aCCOIMUPOBaHHBIE MOJIEKYIsIpHBIe 00pa3s» (PAMP, patogen-
associated molecular patterns). B psimy Takux Monekys MOXXHO OTMETHTH Oak-
TepuanbHbi munononucaxapua (LPS), Mapkupyrommii rpaM-oTprIiaTeTbHbIe
OaxTepuu, TUITOTEHXOEBBIE KUCIOTHI, MAPKUPYIOIINE TPaM-TIOIOKUATEIbHBIE
Oaxrepun, CpG MoTHBEI OakTepuanbHoi 1 BupycHoi JIHK, mentumpormikanst
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rpaM-OTPULIATENbHBIX U TPaM-TIOJIOKUTEIbHBIX OaKkTepuil, OakTepruaibHbIC
JUTONPOTENHbI, MaHHaHbI, BUpycHble PHK u niensiif psia npyrux.
Penentops! K11€TOK, y4acTBYIOIIMX B TATOT€HE3€ BPOXKAEHHOTO UIMMYHHUTE-
Ta, CIIOCOOHBIE B3aUMOJICHCTBOBATH C TAKUMH MOJICKYJISIPHBIMH CTPYKTYPaMH,
MOJTYYMJIM Ha3BaHHE «00Pa3paclo3HAIIIMX pelenTopoBy». Cpean 3TUX pe-
enTopoB IeHTpanbHoe Mecto 3anuMaroT Toll-like penenropsr (TLR). TLR
MPE/ICTABISIIOT U3 ce0sl TpaHCMEMOpaHHBIE TIMKOMIPOTEHIbI, 000TallleHHbIC
nevitiHoM (LRR MOTHBBI). DTH perienTopbl B aKTUBHOM 30HE 00pa3yroT Gopmy
TIOJIKOBBI, I7I¢ U (PUKCHPYIOTCSI ONIPEACIICHHBIE TUTTBI KOHCEPBATUBHBIX MOJICKYIT
narorena. Cerognst u3BectHo 13 TumoB Takux perentopoB (10 y gemoBeka),
4acTh U3 KOTOPBIX PacIojioKeHa Ha MOBEPXHOCTHU psifia KJIETOK, B TOM YHCIIe
Makpodaros, B-mum¢ponuTos u aenaputHeix kietok: TLR1,2,4,5,6, a yacts —
BHYTPH KJIETOK (HA PH0COMAX U SHJOIUIA3MaTHIeckoM petrkyinyme): TLR7,8.9.
B pesynbrare y3HaBaHuUS aTOTeHA C yYaCTHEM ATHUX PELENTOPOB POUCXOAUT
aKTHBaIMs MakpodaroB. AKTUBHPOBaHHBIC Makpo(daru MomomarT U repe-
BapUBAIOT MATOTEH, OYMIIAsi OT HETO U OT MPOAYKTOB MOBPEXK/ICHNS U pacraia
TKaHb. OTHOBPEMEHHO MaKpo(aru CEKPETUPYIOT LEIbIi PsJ] IUTOKUHOB.
Ilepenaua curnama TLR moxeT unru aByms myTsimu. [lepssrii myTs (Bce TLR
YenoBeka Kpome 3) MHIYIUPYET peKPyTUPOBAHUE amanTtopHoro Oemka MyDS8S

nnc-nns
6aKTepuanbHble MnonenTUAbI
AvnoTeiixoesbie KUCAOTbI
NenTUAOrAUKaHbI

3UMo3aH ’ ’
MoayanH T

KneTka /ﬂp.po | IL1,6,8,12,TNFa| | IFNa. || IFNB | I

PucyHok 48 TLR-onocpedosaHHas akmueayus knemku. Ha pucyHke: AP-1 — akmusupyrowuti
6esnok-1; TRAF3/6 — pakmop, accoyuupogaHHeiti ¢ peyenmopom TNF 3/6; IRAK- kuHa3a,
c8A3aHHas ¢ peyenmopom IL-1; IRF3/7 — mpaHckpunyuoHHsil pakmop 3/7; MD-2 —
numgpoyumapHelli anmueeH 96; MyD8 — gpakmop duggpepeHyuposku muenouda 88; NF-«kB —
A0epHbIl pakmop-KB
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(paxrop muddeperimpoBkr Muenonaa 88) U MOCIIENOBATEIEHYIO aKTHBAIHIO
CHTHaJIbHBIX MOJIeKyJ, Takux kak IRAK (kunaza, cesizannas ¢ peentopom I1L-1)
u TRAF6 (axrop, accourmpoBannslii ¢ penentopom TNF). Oto npuBogut k
aKTHBALIMX U TIEPEHOCY B 5171p0, GakTopoB TpaHnckpunuuu AP-1 (akTuBupyrommii
oenok-1) u NF-xB (sinepHslit daktop-kB), rae oHU HHAYLIUPYIOT SKCIPECCHIO
T'CHOB IIUTOKWHOB, Takux Kak [L-1P, IL-6, [L-12, TNFa. A Takke akTUBUPYETCsI
¢axrop Tpanckpurimu IRF7, koTopslii 3amyckaer sxkcnpeccuto reHoB [FNa.
Bropoii yts (TLR3, TLR4) onocpenyercs uepe3 agantopusiii 6enox TRIF ¢
nocnemyrouieit akruBaipeit TRAF3. B pesynsrare daxrop Tpanckpurmu [RF3
AKTHBUPYETCS U TIEPEHOCUTCS B SO, TIIe MHAYLHPYET dKCnpeccuro reHoB [FNf.

[Momumo PAMP, nurannamu st 00pa3-pacro3Haonmx pernenTopoB Bbl-
CTYIAIOT TAKXKe LEJBIH PsiZl MOJIEKYJ, 00pa30BaBIINXCSl B OpraHU3Me TpU
MOBPEKACHUY TKaHEH M HE alloNTOTUYECKON THOeH KIIETOK. DTO — TaK Ha-
3bIBa€MbIC MOJICKYIISIPHBIE (DparMeHThl, aCCOLMUPOBAHHBIE C IOBPEIKICHUSI-
mu — DAMP (damage-associated molecular patterns). B kauecTBe Takux ax-
THBATOPOB PELIEITOPOB BPOXKICHHOTO MIMMYHHUTETA MOTYT BBICTYIATh: OCJIKH
TEIUIOBOTO 1I0Ka, Oestok xpomatuaa HMGBI1, ¢parmentst JJHK noruOmmx
KJIETOK, (pparMeHThl THATypOHOBOI KHUCIIOTHI H JIp.

PACI1O3HABAHME MMATOIEHA B PEAKLINAX BPOXAEHHOIO UMMYHUTETA

B ocHoege pacno3HasaHus Aexcum eé3aumodelicmaue ob6pasz-pacrno3HaroWux

peyenmopoe (TLR, NOD u ap-) c naToreHHbIM1U MONEKYNAPHbIMK 06pasamu —
KOHCepBaTUBHbIMU MOJIEKY1aMU 3K30reHHOro (/INC, MaHHaHbI, h1az2ennuH,
meiixoeevie kucinomol, AHK, PHK u 0p.) u 3H002eHHo20 ((hpazmeHmbl 2uanypoHosoli
Kucaomel, ppazmenmol AHK, 6eaku mensnoeo2o woka u 0p.) npoucxordeHus

B cnydae, xorma Harpyska maroreHom n30bITouHa (HarpuMep, py OakTe-
praTbHOM 00CEeMEHEHUHN CIIMIITKOM MHOTO OaKTEpHi ITOTaio B TKaHb), Haun-
HAEeT CKa3bIBAThCSI JICHCTBHE MUTOKUHOB, CEKPETHPYEMbIX KIIETKAMHU U MPEXKIC
BCETro Makpodaramu, rmoclie akTUBAIMU € YYaCTHEM 00pa3-pacrio3HarOIUuX
PELenTOPOB, HAKAILTMBAIOIIUXCS B 04are NoBpexaeHus. 1 Torna pa3BuBaroTCs
HEIBIN PsiJl peaKinii, HarpaBIeHHbBIX HA YHHUYTOXKEHHE/BBIBEJCHUE TIATOTCHA,
B OTBET Ha MOBPEXJICHUE, KOTOPBIC U MPEICTABISIIOT U3 ceOsl BOCIAJICHHUE.

ITaTtorenes BocnaJieHHsl, CONPOBOKAAIONICI0 PEAKIIMH BPOKICHHOIO HM-
MYHHTETA

B ciydae MaccrpoBaHHOTO TIOBpEXIEHHS (HAIIPUMeEp, MPU 3HAYUTEITEHOM
00CeMeHeHNH TKaH! BO30yuTeNeM HH(PEKIIMOHHOTO TIPOIIecca) aKTHBUPOBAHHBIE
B OYare TOBPEK/ICHNSI IMMYHOKOMITETEHTHBIE KJIETKH 1 TIPEXKIE BCEro Makpodaru
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BbIPa0aTHIBAIOT PsiI IUTOKWHOB M XEMOKHUHOB, PETYJIMPYIOLIHUX X0 BOCIIATICHUSL.
B Mexanu3max Hecnenu(uyeckoro BOCHaICHUsT MOXKHO BBLICTUTH He-
CKOJIBKO KJTFOUEBBIX COOBITHH, KQXKJ0€ U3 KOTOPBIX peryaupyercs Makpoda-
ramMH U3 ouyara MoBpexAeHUs:
* VBenMYeHHUE COCPIKAHUS JICHKOLIUTOB B KPOBH (JISHKOLIUTO3) U aKTH-
BaIys MJIa3MEHHBIX MEANAaTOPOB
* VYcuienue nepdy3un KpoBH B yUacTKe TKaHH, Il PEaTU3yeTcsl BOC-
najeHue (CoCyaucTasi peaxifus)
* BpIxon nia3MeHHBIX MEIMATOPOB B TKaHb B 0Yare BOCIAJICHUS BMECTe
C BOCTIAJIUTEIILHBIM BBIMIOTOM (9KCCY/IAIIHS)
* BpIxoa JOTMONHUTENBHBIX JIEWKOIIUTOB B TKAHb B OYare BOCTIAJICHUS
(amurparus)
» HanpasienHoe npoaBuKeHNE JIEHKOIIUTOB K IIEHTPY y4acTKa TKaHH,
TJIE OCYIIECTBISIETCS BOCTIAJIEHUE (XEMOTAKCHC)
* AxtuBanyst 9pPeKTopHON PYHKIMH JEUKOIUTOB U IIa3MEHHBIX Me-
JMaTOPOB B OUare BOCTAJIEHUS
JleiikouuTos.
[Mox neficTBUEM KOJIOHHECTUMYIUPYIOMIHMX (PaKTOPOB M MHTEPIICHKIHOB,
BbIpabaTeiBaeMbIx Makpodaramu B ouare Bocnanenus (Hanpumep, GCSF;
IL-20) B KOCTHOM MO3Te yCHIMNBAETCS 00pa3oBaHUE JOMOIHUTENBHBIX (a-
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PucyHok 49 Jlelikoyumos npu socnaneHuu. Ha pucyHke: GCSF — epaHynoyumapHsil
KosoHuecmumynupyrowut gakmop; GMCSF - 2paHynioyumapHo-MakpogpazanbHsil
KosoHuecmumynupyrowul gakmop; PAMP — namozeH-accoyuupo8aHHble MOJeKyIspHble
06passl (nammepHvl); TLR - toll-nodo6HsIU peyenmop
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TOIIMTOB, HEOOXOIMMBIX B OYare BOCMAICHHS —IPEIK/IC BCEro HEUTPODHUIIOB.
HeliTpodniibl HOKUIAIOT KOCTHBINA MO3T M B 3HAYUTEIBHBIX KOJTMYECTBAX
NoMajaT B HUPKYISALUI0. B pesynbrare HabmomaeTcst HeHTpOoPHUIbHBIN
JICHKOIIMTO3, HAJIMYUE KOTOPOTO SIBISICTCS Ha/ISKHBIM CKPUHUHT-TIOKa3aTelieM
AKTHBHOCTH BOCHIJIUTEIBHOTO Tpoliecca B KIMHUKE. JIGHKOINTO3, 0OBIYHO
OIIPE/ICNISAIOT KaK MOBBIICHHOE KomryecTBo JieiikonutoB (WBC), npeBbiiia-
tfomee 11 000 ma mm® (11,0 x 107 Ha 1) y HeOepeMeHHbIX B3pocibiX. [Tatodu-
3MOJIOTUYECKOE 3HAYCHHE JICHKOIIMTO3a TP BOCIAJICHUH — PEKPYTHPOBATh
JIOTIOJIHUTEIIbHBIC KOJIMYECTBA (haroiuTOB, HEOOXOIUMBIX IS SITUMHHALIUN
MaToreHa B oyare BOCHAJICHUSI.
Cocynucrasi peakuusi IpH BOCHAJIEHHH.

BI)IXO)I 13 KPOBAHOTO pycCiia HeﬁKOHPITOB Y IJIa3SMCHHBIX MEIMaTOPOB, UX
CKOIUICHHE B 04Yare BOCHAJCHHUS 00JIer4aeTcs pa3BUTHEM BOCHAIUTEILHON
cocynucToit peakiuu. Uto 310 Takoe?

Eme B xonne XIX Beka HOmumyc @punpux Konreiim (1839 . — 1884 1),
ACCHUCTEHT M yueHHUK BupxoBa omucan 0coboe MoBeICHHE COCYIOB B OYare
BOCIAJICHHS, KOTOPOE MOJIYyYMJIO Ha3BaHUE BOCHAIUTEIBHON COCYIHCTOM
peaxIuu.

COCYAIMCTASA PEAKLIMA 3AK/IIOYAETCA B OC/IEAOBATE/IbHOM CMEHE
C/IEAYIOLNX DA3:

KpamkoepemeHHslili cocyoucmelii cnasm
ApmepuanbHas 2unepemusi

BeHo3HasA 2unepemus

Cmas

KparkoBpeMeHHBbIIi cria3m, KOTOPBIM TPpaJIUIIMOHHO PACIEHUBAETCS KaK
HeoOs3aTeNbHas CTaIus COCYANCTON peakilny, BRIpaKEeH HE BO BCEX TKAHIX
Y HaOITIOIaeTCs TUIIb B TKAHSAX MAapeHXHMATO3HBIX OPTaHOB (00IagaroImnx
OorarbiM KpoBOoCcHaO)KeHHEeM). [1o MexaHN3My KpaTKOBPEMEHHBIN CIa3M sIB-
JISeTCS Pe3yAbTaTOM PEPIEKTOPHOTO CyKeHHs cocynoB. OH mTcs He 6omee
HECKOJIPKMX MUHYT IOCJIe Hadaa MmoBpexaeHus. [ latoreHeTnaecku 3T m3me-
HEHHS COCYINCTON CTEHKH HE CBA3aHBI COOCTBEHHO C Pa3BUTHEM UMMYHHOTO
0TBETA, CIa3M MPEAOXPaHsET TKaHU C Pa3BUTHIM KPOBOCHAOKEHUEM OT Upe3-
MEpPHOH MOTepH KPOBHU MIPH TPABME O MOMEHTA TIOJTHOIIEHHOTO BKITFOUEHHUS
CHUCTEMBI CBEPTHIBAHUSI.

ApTepuajbHas runepemMus o0ycIOBJIeHa paCIIMPEHUEM CTEHKH MIPUHO-
CAIIMX COCYJOB (apTEPHOI M MEIKUX apTepuii) MO/ IEHCTBUEM psla MeTu-
aTopoB (ructamuH, KHHUHEL 111, AX u 1p.), BO3NEHCTBYIONINX Ha TIaJKHE
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MBIIIIBI COCYTUCTOMN CTCHKH. J[ITUTENBHOCTD 3TOM (ha3bl B IKCIICPUMEHTE JI0-
cruraet 20 - 30 munyT. [Ipu 3TOoM yBennurBaetcs nepdy3ust KPOBbIO y4acTKa
TKaHHU, TI€ Pa3BUBAETCS BOCIATICHHE, BCIEICTBUE POCTA TUAPOCTATHICCKOTO
JIABJICHHS YCUJINBACTCS MHTEHCUBHOCTD (DHIIBTPALIMH JKUJIKOCTH B TKaHb, ITO
SIBJISICTCS OTHUM M3 MATOTCHETUYCCKUX MEXaHU3MOB IKccyaanuu. Kpome
TOTO, ACHCTBHUE TEX KE METUATOPOB HA PELETITOPHI SHAOTEITHATBHBIX KICTOK
MPUBOJUT K YBETUUCHHUIO MEKIHIOTEIHAIBHBIX IIEJIeH U POCTY COCYIUCTOM
MIPOHHUIIAEMOCTH TIPEKJIC BCETO JUIst OSITKOB (€111e OIMH MEXaHU3M SKCCYOayulL).

3HAYEHUE BOCIA/IUTE/IbHOV APTEPUAJIbHOM TMIMEPEMMU:

KoHyeHmpayus Kpoeu e o4aze eocnaneHus (yeenudeHue nepgy3uu Kpoewbio

mKaHu)
Passumue skccydayuu (yeenuveHue 0aeneHus 8 Kanuanapax, yeeauyeHue
npoHuyaemocmu cocyoucmoli cmeHKu)

Poct cocymucToli IpOHHUIIAEMOCTH CIIOCOOCTBYET IOIAJAHUI0 B O4Yar
BOCHAJICHHUS psAfa TUIa3MEHHBIX MEIUATOPOB (KOMIUIEMEHT, KHHUHBI U J1p.),
HEOOXOAMMBIX ISl pea3aIiy MTOJTHOLIEHHOTO BOCTIAIUTENILHOTO OTBETa. B
peakuusax aJlaiTHBHOTO MMMYHHUTETA MOBBIIICHUE TPOHUIIAEMOCTH COCYIH-
CTOHM CTEHKH CITOCOOCTBYET TAaK)K€ HAKOIUICHUIO B OUare MMMYHHOH peaKIiu
HMMYHOIJIOOY/IMHOB (raMMa-II00yJIMHOB IU1a3Mbl). B cuity 3TOr0 SKCCymar
M0 COCTaBY OTIMYAETCS OT OTEYHOU KUAKOCTH (TpaHCCYHAAT), MOCKOIBKY
COZIEPIKUT OOJBIIOE KOTMYECTBO OCIIKOB.

OCHOBHOE 3HAYEHUE 3KCCYAALNU NPU BOCITAJIEHUU — HakonneHue 6 oyaze

nAa3mMeHHbIX Meduamopoe u 20MMO-2H06yﬂuH08

Kpome Toro, yBenudeHne IpOHUIAEMOCTH COCYAUCTON CTEHKH 00JIerdaeT
BBIXOJl JISMKOLIUTOB 3a IPeJeJibl COCYIUCTOrO pycia (IMUrpalus), a B psae
CJIy4aeB, KOIZa IPOHNIAEMOCTb PE3KO MOBBIIIEHA, IPUBOJUT U K BBIXOAY B
TKaHb PUTPOLIUTOB, TOIZIAa TOBOPST O FEMOPPArMueCKOM BOCIIAJICHUN).

BeHo3Hasi runepeMusi B 5KCIIEPUMEHTE CMEHSET CTalUI0 apTEPUAIbHOM
runepeMuu yxxe gepe3 20-30 MuHyT. BeHO3HAs THIIEpeMIus COTPOBOXKIAET
BECh X0l BOCHAJIICHUS U uepe3 3-4 yaca MOXKET 3aBEPLIMTHCS HOIHOM OCTa-
HOBKOM KPOBOTOKA T.€. ¢Ta30M. BeHo3Has runepeMus cama 1o cede, nuMest
BE/lyILIMM 3BE€HOM B IIATOI'€HE3€ TMIIOKCHUIO, TOBPEXJAET TKaHb B 04are BOC-
HaJICHUs], TO €CTh BHOCUT CYIIECTBEHHBII BKJIal B BOCHAJUTE]bHYI0 AJIbTe-
pauuio. [Touemy B TakoM cilydae BEHO3HAs! THIIEPEMUS BCETIa COPOBOXKIAET
BocraneHue? B geMm ee nmpucnocoOurensHoe 3HaueHue? J[emo B ToM, 9TO
OCHOBHOH MPUYMHON BO3HUKHOBEHUSI BEHO3HOM FMIEPEMUH ITPU BOCTIAICHUU
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SBJISICTCSl TAK Ha3bIBAEMBbIH «(pEeHOMEH KPaeBOro CTOSHUS JICHKOIIMTOB, HITH
aare3usi HBUTPOQPWIBHBIX JEUKOIMTOB K BHYTPEHHEH 4acTH CTEHKH IMOCT-
KamJUISIPOB. DTOT Mpouecc o0ycnaBinBaeT BOZHUKHOBEHUE MPETSITCTBUS
K OTTOKY KPOBM M3 KallWJUISIPOB U BOSHUKHOBEHUE BEHO3HOW I'MIIEPEMUU.
Crioco0cTByeT BEHO3HOM THIIEPEMHHN TaK)Ke BOSHUKHOBEHUE MUKPOTPOMOOB
B COCYIUCTOM PYCJI€, IOBBILIEHUE BA3KOCTH KPOBH B PE3YJIbTATE SKCCYAAL[UU
(4TO CHMXKAET JTMHEHHYIO0 CKOPOCTh KPOBOTOKA, & TAK)KE CIABICHUEM BEHY U
MEJIKAX BEH 3KCCYIaTOM IIPU €r0 HAKOIUIEHUU B 0Yare BOCIAJIEHUSI.

B cBoro ouepesb KpacBoe CTOSIHUE JICHKOIIMTOB SBIISIETCS HEOOXOAMMBIM
YCIIOBHEM IMUTPALMH WM BbIX0J[a HEUTPOPHIBHBIX JICHKOLIUTOB U3 COCY-
JIUCTOrO pycia B TKaHb. VIMEHHO BO Bpems BeHO3HOM runepemun HD ocy-
HIECTBIIAIOT IPOLIECC BBIXOA U3 KPOBEHOCHOIO COCY/a B TKAHb.

BEHO3HAA rTMNEPEMMUA MNPU BOCIAJIEHUU — Heu36excHoe nobovyHoe cnedcmeue

amuzpayuu neiikoyumoe

OMuUrpanus JeiiKOUUTOB SBISCTCS aKTHBHBIM, PErYJIHPYEMBIM IIPO-
ECCOM. DTOT TPOIIECC BHI3BIBACTCS U JCHCTBUEM HA CaMU HEHTPO(HIBI U
9HJIOTEIHOIMTHI COCYJJCTOTO Pyciia B 04are BOCHAICHHS Psijia IIMTOKUHOB, B
TOM YHCJIE U IIPEXK]IC BCETO BhIpabaThiBacMbIX Makpodaramu (Harmpumep IL-1,

PAMP
&> &

PucyHok 50 MexaHu3mel sMuzpayuu selikoyumos npu 8ocnasneHuu. Ha pucyHke:
IL-1 - uHmepnelikuH 1; PAMP — namozeH-accoyuuposaHHbie MosieKyIapHble 06pasbl
(nammepHul); TLR - toll-nodo6Hsili peyenmop; TNFa - pakmop Hekpo3a onyxonu a
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TNFa), 94T0 MpUBOJUT K IKCIIPECCUH HA MX MIOBEPXHOCTH MOJICKYIT a/ITC3HH.
Mosnexynsl anre3un (CeJIeKTHHBI, HHTETPUHBI) OITOCPEAYIOT B3aUMOJIeicTBHE
HEUTPO(DUIIOB U YHJIOTEIMOLUTOB, IPUIIUTIAHNE JTIEHKOIUTOB K SHAOTEIHIO,
TO €CTh COOCTBEHHO «KPAaeBOE CTOSTHUE.

B OCHOBE MEXAHU3MA SMUTPALIUU JIEMKOLIUTOB PU BOCMAJIEHUM — ux

e3aumodelicmeue c 3HOOMenuUeM ¢ yYyacmuem mMmoseKyn adze3uu

Bb11ems10T HECKOIBKO THITOB MOJIEKYI aare3ud. Hanbonee 3HaunMbpiMu
SABJISIIOTCSI CEJICKTUHBI M MHTETPUHBI. B3aumoneiicTBue, onocpeayeMoe
ceqekTuHaMM (L-CeneKTHUHBI, YKCIIPECCHPYIOMNUECS Ha MOBEPXHOCTHU
JEHKOIMTOB U E-CeNeKTHHBI, SKCTIPECCUPYIOIIUECs Ha MTOBEPXHOCTH DH-
JnoTenus), GopMUpPyeT HEIPOUYHbIE CBSI3H HEHTPODHUIIOB C IHIOTEIIHEM,
pe3y/IbTaTOM Yero SIBJISETCS 3aJiep)KKa U IMepeKaTbiBaHne HEHTPOPUIOB
Mo MOBEepXHOCTH 3HA0TeNHs (rolling). BanmopeicTBue ¢ yuactiuem MH-
TerpunoB (CD11/18, skcripeccupyronmxcsi Ha MOBEPXHOCTH JICHKOIUTOB
u CD54, skcpeccupyronuxcsi Ha TOBEPXHOCTH YHIOTEIUS) OMIOCPEAYET
IPOYHBIA KOHTAKT JEHKOLUTA C 3HAOTENHEM (IPUIUIIaHUE K [10BEPX-
HOCTH), €ro aKTUBALMIO U MOCJIEAYIONIUN BBIXOJ KJIETKHU 3a IpPEeIelbl
KPOBEHOCHOI'O pycia.

XeMOTaKCHC M AKTHBALUS J1eiiKOLUTOB

XeMOTaKCUC, UJIM HAlpaB/IeHHOE AKTUBHOE ABUKECHUE KJIETOK, SIBJISETCS
TEM MEXaHU3MOM, Orarofapst KOTOpoMy HEHTPO(HUIIBI TIOCTIE BBIXOIA U3 COCY/a
NOIIA/IAt0T B LIGHTp o4ara NoBpeskaeHus. s peanu3anuu 3Toro MexaHu3ma
HE0O0XOMMO B3aMMOJEHCTBUE BEIIECTB, CTUMYIHPYIOIUX XEMOTAKCHUC C
HOBEPXHOCTHBIMH PELIEIITOPAMHU, IT0CIIE YEr0 Ha TOM Y4acTKe MEMOpPaHbI, Ie
IIPOM30IIIJIO TAKOE B3aUMOeiicTBUE, HauMHAaeTcs (POPMUPOBAHUE IICEBIOTIO-
IUi. DTH BEIECTBA MOIYYMIM Ha3BaHUE XeMOTAKCUHOB. B kauecTBe XxeMo-
TAKCHMHOB MOT'YT BBICTYIATh LENbIH psil HaKTOPOB, 00pa3yIoLIUXCs B o4are
BOCITaJICHUS, HaIIpAMep, KOMIIOHEHTHI koMmruiemenTa - CS5a, C3a, [C5b,6,7],
XEMOTAKCHUECKHE NENTH/IbI TPaHyJl TYYHbBIX KJIETOK WJIM CUHTE3UPYEMBbIE
(harormramu xemokuHbl: CXCL7, CXCLS.

[lon nelicTBEM XEMOTAKCHHOB IIPOMCXOJUT HAKOIUIEHHE B 30HE BOCIIA-
JeHUsI HeUTPO(UIBHBIX JISHKOLUTOB, MOCJIEAYIOLIasi aKTUBALUS KOTOPBIX
3HAYUTENIBHO ycuiauBaeT 3QpQeKTopHy0 HMMYHHYIO peakiuo. Hackonbko
MHOT0 OyJIeT NPUBJIEYEHO B O4ar MOBPEXACHUS HEHTPO(DUIOB, HACTOIBKO
CHJIBHO KJIIMHUKO-aHATOMHUYECKH OyAeT MPOSIBIATHCS BOCIIAJICHUE (XOPOILIO
M3BECTHO HapacTaHHE KOJIMYECTBA HEUTPO(DUIIOB B COCTABE 3KCCyaara B JIH-
Helike — cepo3HbIN, PUOPHHO3HBIA, THOWHBIHN).
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PucyHok 51 Abcyecc nezkozo. Ha pucyHke PucyHok 52 QubpuHo3HbIl nepukapoum.
cmpenkoU ykazaHa nosocme abcyeccd, Ha pucyHke cmpenkoU ykazaH
3anosiHeHHAA 2Hoem ¢hubpuHO3HbIL 3KCCyoam

KoHTtakTupys ¢ maroreHoM, HeHTPO(UIIBI AKTUBUPYIOTCS U YHHUTOXKAIOT
[aToreH, Kak myTreM (haromnTos3a, Tak U ¢ IMOMOIIBIO SKCKpEeIUu 3 PEKTOPHBIX
MOJIEKYJI BO BHEIITHIOIO Cpey. AKTHBAINS (harolUTOB TAKXKE AKTUBHO PETyIH-
pyeTcs IMMYHOKOMITETEHTHBIMH KJIETKaMH, H, IPEKIE BCEro, Makpodaramy,
B o4are BocnajieHusl. Tak, BO3IeHCTBHE HAa HEUTPOPHUIIBI TAKUX PErYJIITOPOB
kak IL1, IL8, TNFa, xemokna CXCL4 kpaTHO yBETUINBACT CEKPEIIUIO HEl-
Tpoduamu 3hHEKTOPHBIX MOJIEKYJI.

OcHoBOH 3¢ (hEeKTOPHOro MOTEHIMAA JHO0bIX (aroluTOB SBJISIFOTCS TaK
Ha3bIBaEMBIC aKTHBHBIC (DOPMBI KHCIOPOa (CyNepOKCHIHBIN aHUOH-PaIH-
KaJl, THAPOKCUJIbHBIN pajyKall, CHUHIVIETHBIH KUCIIOPOJ, EPEKUCh BOAOPOA,
runoraausl). IMEHHO 3TH BBICOKO PEaKTHBHbIE META0OIUTHI U OTBETCTBEH-
HBI 32 TIOJTHOLICHHYIO OaKTepHITMIHOCT U IUTOTOKCHYHOCTH (DaroruTos (T.e.
MakpodaroB, HeHTpodmioB u 03uHODHUIOB). Ha moBepxHOCTH (haronmTa
nmeeTcs (pepMEHTHBIN KOMIUIEKC, TomydnBmid HazBanue HAJIOH-3aBucu-
Masl OKCHJIa3a, KOTOPbIM NPH aKTUBALUK KIETKH IPOAYLHUPYET CYHNEPOKCHI-
HBIIl @aHUOH PafMKaJ. JTOT paguKaj, JUCMYTHPYs B IEPEKUCHh BOLOPOIA Kak
CIIOHTAHHO, TaK ¥ ()ePMEHTATUBHO (C Y4acTHEM CYTIEPOKCHITNCMYTa3bl), B
CBOIO OUEPElb, SIBJIAETCS MPEALIECTBEHHUKOM BCEX OCTAJIbHBIX AKTUBHBIX
¢dopm. 13 Hux BakHEHIMMH 3(H(HEKTOPHBIMU MOJIEKYIIAMH, OTBETCTBEHHBIMU
3a 0aKTePULIMIHOCTD ¥ LINTOTOKCUYHOCTb, SIBJISIIOTCS THAPOKCHIIBHBINA pauKal
u runoraauasl. [ uapokcunbHblid pagukan (OHY) oOpasyercs B mpucyTCTBUI
JBYXBaJICHTHOTO KeJie3a 13 IEepeKUcH Bopopoaa B peakiuuu deHToHa u u3
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PAMP
o™y

e = CXCL4;IL1,8,TNFou

KomMnnemeHTta

- Makpodar

XeMomakcuyeckue
nenmudsi

TY4HanA KneTKa

PucyHok 53 Xemomakcuc u akmusayus Helimpoghusios 8 o4aze 8ocnaneHus. Ha pucyHke:
CXCL4 — xemokuHel 2pynnel CXCL4; CXCL7,8 — xemokuHbI 2pynnel CXCL 7 u 8; IL-1,8 -
uHmepnetikuHel 1 u 8; PAMP — namozeH-accoyuuposaHHbsle MosieKysspHble 06pasel
(nammepHwl); TLR - toll-nodo6bHeil peyenmop; TNF a - pakmop Hekpo3a onyxonu a

runoranuoB B peakiuu OcuroBa. HakarumBasich B cpefie, OH HHUITUHPYET
TIEPEKNUCHOE OKWCIICHHE JINMUI0B, Pa3pyIasi JUITUIHBINA OHCI0i B MeMOpaHax
W yBEITMYMBAs HX MPOHUIIAEMOCTh. OTHOBPEMEHHO, MTOJI00HO BCEM PaJIUKATIAM,
OH c1oco0eH pa3peiBath ciiadbie ¢Bsizu B JIHK u Oernkax, moBpexias STH Bak-
HEWIIre MOJIEKYIb. B CBOTO ouepeb rHImorarpl, 00pa3yronecs B MUEIIOIIe-
POKCHIa3HOW peaKiny U3 MEPEKHCH BOIOPOA, TaIOTeHN3UPYIOT THPO3NHOBBIE
OCTaTKH OEJIKOB, YeM HapyIIaloT UX MTPOCTPAHCTBEHHYIO CTPYKTYDY.
AKTuBaIys HeUTpoGUIoB U (HaromuTo3 COMPOBOKIACTCS TAKIKE BbIJIC-

HAL®PH-

oxcudasa
v v v 2anozeHusauus

0, 9 0, - 9 H,0, 9 CclO- 9 MUPO3UHOBbIX

ocmamekoe 6esikoe

peakyusi 2+ Peakyus
PeHmoHa Fe Ocunioea

nepexucHoe rnospexdeHue
oKucneHue é OH- ) [HK u 6enkoe

nenudos

PucyHok 54 Cxema cuHme3a akmugHelx popm Kucopooda. Ha pucyHke: MO —
muenonepokcudasa; CO/J] — cynepokcudoucmymasa
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JICHWEM B MOJIOCTH (haroiM30COMBI M BO BHELIHIOIO CPEAy psila MEIUaTopoB
(smm3o1MM, akToeppHH, IM30COMaIbHBIE (DEPMEHTHI, TAKUE KaK: dacTasa,
npoTenHasza, N-aleTHINTIOKO3aMUHU1a3a | JIP. ). DTH MeUATOPbl HEOOXOIMMBI
JUTSL TaTbHEHIIero pa3pyLIeHus] CTPYKTYp MaTOreHa IMocie BO3ACHCTBHS Ha
HETO aKTHBHBIX (OPM KHCIOPOJA.

AKTUBHbIE ®OPMbI KUC/IOPOA — ocHO8a 4UMOMOKCUYeCcKo20 U bakmepuyudHo20

nomeHyuana ¢pazoyumos

AKTI/IBaIII/lﬂ IUVIA3MEHHBIX MEIHATOPOB BOCIIAJICHUS

MenuaTopsl BOCHaJIeHUs], COAEPIKAIUECS B HOPME B IUIa3Me KPOBH U
JOPYTUX OMOJOTMUYECKHX JKUAKOCTSIX B HEAKTUBHOHM (hopMme nMubO B MajbIX
KOJIMUECTBAX, NPUHATO Ha3bIBATH IJIa3MEHHBIMU. B0 BpeMs BOCTIaJIUTENBEHOTO
npolecca NPOUCXOAUT UX aKTUBALIUS THOO YCUIICHHUE CEKPELHH.

K nna3mMeHHbIM MeanaTopaM HeCHeUUpHUIeCcKOro BOCIAICHNS! OTHOCUTCS:

* cucTeMa KOMILIEMEHTa

* cucTeMa KUHUHOB

* Oenku ocTpoit (asbl

* JIM30LIUM

* (uOpPOHEKTHH
Cucrema KOMILIEeMeHTa

OT0 cnoxHas cucrema u3 11 ChIBOPOTOUHBIX OEJIKOB, MPEICTABISIOMINX
n3 cebsl KacKaIHO JEeHCTBYIOIINE poTeasbl. B peakuusx BpoXXIEHHOTO UM-
MYHHUTETa KOMIUIEMEHT aKTHBUPYETCS 10 aJIbTEPHATHBHOMY (Hallle BCETo) U
10 JICKTUHOBOMY ITyTH.

B aisTepHaTMBHOM MyTH aKTHUBALMS HAYMHACTCS IO/ ICHCTBUEM ITPOTEHHA3 B
oyare BOCTIAJICHHS C paCIleIJIeHNs] HEAKTUBHOTO (pparmeHTa komruieMenta C3 Ha
axTuBHbIE (pparmMenTsl C3a (McTopuueckoe HazBaHue — aHadunorokcuH) u C3b.

Jlanee k akTuBHOMY (pparmMeHTy KomruiemeHTa C3b npucoenunsercs mias-
MeHHbIH pakTop B ¢ oOpazoBanuem xommiekca [C3bB]. [nazmennsiii gpaktop
B B cocraBe koMIUIeKca aKTHMBHUPYETCs IIa3MEeHHBIM (akTopoM B (0T Hero
OTILEIUIICTCS MpY akThBauuy ¢pparmeHt Ba). O6pa3zyercs komruieke [C3bBb].
Jlanee 3TOT KOMILIEKC CTaOMITU3UPYETCs € IIOMOILBIO Ia3MEHHOT0 (pakTopa
P c oOpaszoBanuem pepMeHTa — BHICOKOAKTUBHOM KOHBEPTa3bl 3 parMeHTa —
[C3bBb(P)]. [ToMuMO BBICOKOAKTHBHON MOXKET 00OPa30BBIBATHCS U MAJIOAK-
THBHas KOHBepTasa 3 gparmenta — [C3Bb(P)].

Hanee C3b npucoeaunsiercst k kommiekcy [C3Bb(P)] ¢ popmupoBannem
koHBepTassl CS5 gparmenTa, kotopas paciiernisier CS Ha CSa (aHaHIOTOKCHH) U
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C5b. C5Db, B cBOO 0uepesp, ces3biBactes ¢ C6 1 C7 ¢ 00pa3oBaHUEM KOMILICKCa
[C5b67]. DTOT KOMILIEKC C OJJHOW CTOPOHBI SIBIISIETCS. PAKTOPOM XEMOTaKCHCa
JUisl (paroIMToB, C APYTrOi CTOPOHBI OH (PUKCUPYETCS HA MEMOpaHe araKyeMoi
KJICTKH M BbI3bIBACT Npucoearnenue (u akruBaiuio) C8 u C9. B pesynbrare 00-
pazyercs MmeMOpaHoarakyromwi komiieke [C5b6789], koTopslit, BcTpauBasich B
MeMOpaHy, GopMHPYeET TUIPO(UILHBIN HEPETYIUPYEMbIi KaHal. DTO IPUBOIUT
K HEKOHTPOJIMPYEMOMY TepepacipeieiICHUI0 HOHOB U MOBPEIKICHUIO KIICTKU.

[ B ]
:1)

Q. /
w ﬂg g c3b

PucyHOK 55 Cxema anbmepHamueHoa akmueayuu KomnsiemeHma

Hapsiny ¢ yyactieM B 00pa30BaHUM MEMOPaHOATAKYIOIIETO KOMILIEKCa
C3b BbI3BIBaCT aKTUBALMIO (PArolmTo3a, Tak Kak OH BCTYMAeT BO B3aUMO-
neiicteue ¢ peuentopom (C3bR) Ha moBepxHOCTH (arouuTa U aKTHBUPYET
ero. [ToaToMy MMMyHHBIE KOMILICKCHI, COICPIKAIINE aHTUTEINA, CIIOCOOHBIE
(MKCUPOBATh KOMIUIEMEHT, aKTUBHO MOIVIOIIAOTCS (DarouTamMH.

Amnadunotokcunsl (akTuBHbIe Ppparmentsl C3a, C5a), He TpUHUMAIOIIUE
yuacTus B 00pa3oBaHMK MEMOpaHOAaTaKyIOIEro KOMILIEKca, TeM He MeHee
o0magaroT neabM psaoM dpdexToB. OHM:

* CMOCOOCTBYIOT BHICBOOOKICHHIO COJCPKMMOTO IPAHyIT TYYHBIX KJICTOK
* aKTUBHPYIOT ()aroluThl, UX CEKPETOPHYIO aKTUBHOCTh
* UHAYIUPYIOT XeMOTAaKCHC (haroiuToB (0COOCHHO HEUTPO(DHIIOB)

Takum 00pa3oM, aKTHBHBINH KOMIUIEMEHT CIIOCOOCH KakK HEMOCpPEeICTBEH-
HO MOBPEXIaTh MaToreH (nepdopaims MeMOpaH KJIETOK), TaK U YCHINBATh
BOCIAJTUTENBHBII OTBET.

Kununbt

AKTHBAIMS CHCTEMbl KHHIHOB TECHO CBSI3aHa CO CBEPTHIBAHHEM U (PHOPUHO-

JIM30M |, TIO-BHIMMOMY, OHU 3BOJTIOLIMOHHO ()OPMUPOBAIUCH KaK €IMHOE LIETIOE.
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Kax n3BectHO, npu nospexaeHnu akruBupyercs XII dakrop (dakrop
XaremaHa), KOTOPBIH, B CBOIO OYepe/ib, 00pa3yeT akTHBATOp IUIa3MUHOTCHA
U3 NIpeaKkTHBaTopa. AKTHBATOP IUIA3MHHOTE€HA JICHCTBYET Ha IIa3MUHOTEH C
00pa3oBaHHEM aKTHBHOTO IUIA3MHUHA (KOTOPBIH, TOMUMO ITPOYETo, Y4acTBYET
B TIpOIIeCCax albTePHATUBHON aKTHBAIIMU KOMIUIEMEHTa 1 (udpuHOm3a). B
10 e BpeMs XII dakrop u mima3zMuH crmocOOHBI MPE0OPa3OBHIBATE MIPEKAII-
JMKPEHH IUIa3Mbl B KAJUIMKPEHH. B TKaHAX KaJUTMKPEUH CEeKPETUPYETCS O
BO3/ICUCTBHEM KJIETOUHBIX MPOTEeNHA3. KammikpenH oTmeruiser oT KHHHHO-
reHa (CHHTE3HPyeMOro B IIEUYCHH M NPUCYTCTBYIOLIETO B TIa3Me B OOJIBIINX
KOJINYECTBAX) AKTUBHBIC KHHUHBI — KAJUITMIUH, OpaIuKuHUH, KUHUH C.

. nasmnoren g
0-0 =
= - -
e -
1 3
@,ﬁ@

PucyHok 56 Cxema akmugayuu KuHUHo8. Ha pucyHke: X1l - XIl pakmop caepmeolsaHus Kposu

KuHnHBI c110cOOHBI BEI3BIBATH Clienytomue G QeKTs:
* pacHIMpPSIOT apTepHATIbHBIE COCYIbI, BBI3BIBASI COCYANUCTYIO PEAKIHIO
(a3ddexr peanuzyercs yepes B1 u B2 perentopsi)
* YBEJIMYMBAIOT MPOHHUIIAEMOCTH KAMUIIPOB, CIIOCOOCTBYS BBIOpOCY
TUCTaMHWHA TYYHBIMH KieTkamu (B2 penentop)
* CTUMYIHPYIOT MHUTpanuto Makpogdaros (B2 pemnenrop)
* BO3ICHCTBYS Ha BOJIOKHA YyBCTBHTEIHHBIX HEPBOB BBI3BIBAIOT OOJb
(B2 pemnernrtop)
* CMOCOOCTBYIOT OCBOOOXKIEHHIO ITITOKMHOB, Takux Kak IL-1, pakTop
Hekposa onyxonu (TNFo) mmmyHOKOMITETeHTHBIME KiteTkaMu (B1 u
B2 perntenrtopsr)
* akTuBHpYA Qochomumnazy A2, cnocoOCTBYIOT CHHTE3Y MTPOCTArIaH 1~
HOB 1 JeiikoTpueHoB (B1 n B2 penenrropsr)
Kunnnsl paspymratorcest hepMeHTOM KHHUHA30M, 9TO MPESTCTBYET H30bI-
TOYHOMY HAKOTICHUIO KWHHHOB U MOBBIIICHUIO UX aKTUBHOCTH.
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Takum 00pa3oM, KHHUHBI KACKaTHO aKTUBUPYIOTCSI B XOJIC BOCHIAJICHUS U
CIOCOOCTBYIOT Pa3BUTHIO COCYAMCTON PEAKIMK U AIMUIPALIUH JICHKOIIUTOB,
Beaku ocrpoii ¢gasbl

JeiictBue npoayuupyemoro makpodaramu IL-1 Ha revyeHs, MPUBOAUT K
pe3komy (yxke yepe3 12 4acoB) yBEIIMUCHHUIO COJICPIKAHUsI OCITKOB OCTPOM
(ha3bl pu BOCTIAJICHHH.

Cpenu 6enkoB ocTpoii (has3bl pa3IUyaroT:

* C peakTuBHbIi 6esiok (CPB) neiicTByeT Kak ONCOHUH (yCHIINBAS
(baroruto3 00BEKTOB, HA KOTOPBIX OH ajicopoupyercs (CPB criocoben
B3aMMOJICHCTBOBATh ¢ (POCHOPUIXOIIMHOM OAKTEPHUAILHON CTCHKH).
Kpome Toro, CPb moxeT neiicTBOBaTh Kak MHIAYKTOP KIACCHIECKOTO
MyTH aKTUBALIMHA CUCTEMbI KOMILJIEMEHTA

o DOUOPHUHOTeH TIOMUMO YYaCTHsI B CBEPTHIBAHUU TAKKE JICHCTBYET KaKk
OTICOHUH (HaIpUMep, CBS3bIBACT JIUIOIOINCAXAPHU/IBI TPAMM-OTPHIIA-
TEJIBHBIX OaKTepuil)

* [l1a3MHUHOTeH y4acTByeT B aKTHBAI[MHM KOMIUIEMEHTA O aJlbTepHa-
THBHOMY ITyTH

e (C3 geoOxoauM [UIS aKTHUBAI[MU KOMIUIEMEHTA

* CpIBOpOTOUHBIH aMuIouaHbIH 0eslok A (CAA) Cekperupyercs
renarouTaMy U aJHUIOIUTaMHU KUPOBOU KieTuaTku. MHIyKTOpOoM
cunte3a CAA sBngercs NJI-1. CAA ydacTByeT B IPUBICYCHUU UM-
MYHHBIX KJIETOK B y4aCTOK BOCHAJICHHUS U MHAYKIIUH (ESPMEHTOB,
KOTOPBIE pa3pyIIaloT BHEKIECTOTHBIA MaTpuke. B To ke Bpemst CAA
[0-BUIUMOMY, HHTHOUPYET TPOMOUH-UHYIIUPOBAHHYIO aKTHBAIIUIO
TPOMOOIIUTOB ¥ KUCIOPOJHOTO «B3PHIB» B HEUTpO(hMIIaxX, 9TO MPeIoT-
BpaliaeT MOBpPEeKACHUE TKAHEH KUCIOPOAHBIMHU MpoxykTaMu. [lommmo
BocniasieHus CAA ydJacTBYeT B TPAHCIIOPTE XOJIECTEPHHA B TIEUEHb.

Jluzouum (MypamMuHH/1a32)

OTOT (pepMEHT KaTaTM3UpPyeT TUAPOIIN3 CBSI3eH MEXIy ocTtaTkamu N-a-
LHETWIMYPaMOBOM KHCIOTHI M N-aneTuii-D-Iiiroko3aMuHa B IENTUAOIIHKAHE,
SIBIIAIOIIAMCSI OCHOBHBIM KOMITOHEHTOM KJIETOYHOW CTEHKH TPaMIIONIOKH-
TENBHBIX OaKTepHuid. DTO B CBOIO OUEpEeb HAPYIIAET EIOCTHOCTh KIETOYHBIX
CTEHOK, BBI3bIBAsI JIM3UC TPAMITOJIOKUTENBHBIX OakTepuii. [IpucyTcTByeT B
COCTaBe CJI€3HON YKUKOCTH, CIIFOHE, TPYAHOM MOJIOKe U ciii3u. CHHTEe3upy-
ercs HeHTpodraMu, Makpodaramu Ipu BOCTIATICHHH.

DuOpPOHEKTHH (X0JI010BOI IVIO0Y/IHH)

DHOPOHEKTHH OBIBAET TUIA3MEHHBIH (CEKPETUPYETCS TeIaToUTaMt) 1 KITe-

TOYHBIM (CEKPETHUPYETCsl pa3HBIMH KIIETKAMH, B YaCTHOCTH (huOpobdIacTaMm).
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VyactByer B 00pa30BaHHU TPOMOA U BXOAUT B COCTAB TKaHEBOTO MaTpukca. OH
y4acTByeT B nporeccax TudhepeHINpOBKU KIETOK, NX aATe3UH U MUTPALIUH, B
MeXaHM3Max pernapanuy TkaHu. PHOPOHEKTHH cIOCOOCTBYET (UKcaliy (aromy-
TOB Ha HEPACTBOPUMBIX cyOcTparax. OH CBS3bIBACTCS C OAKTEPHSMH, KOJLTATCHOM,
¢ubpuHOM, uTO criocodcTByeT ux (harorurosy. [IpomykTsl pacnana GpuoOpoHe-
KTHHA SIBJISFOTCS] MOIIHBIMU XeMOTAKCHYECKMMHU (pakTopamu JUisl (haroruToB.
Takum 00pa3oM, CyTh BOCHAJICHUSI B PEAKIIUSIX BPOXKICHHOTO HMMYHHTE-
Ta 3aKJII0YACTCs B PEKPYTUPOBAHHUHU JOIIOJIHUTEIBHOTO KOJIMYECTBA (haroiu-
TOB (HEHTPO(UIIBHBIX JICHKOIIMTOB) B 0Yare MOBPEK/ICHHS U KOHIIEHTPAIIUU
Y aKTHBAILlMHM B TKAHU LIEJIOT0 HA0Opa MEIMAaTOPOB KaK KIETOYHOTO, TaK U
MUIa3MEHHOTO POUCXOKACHHS. Bce 3T0 MPUBOIUT B UTOTE K YHUUTOKCHUIO
I/I/I/I.III/I SJIMMHWHAIIUH I1aTOI'CHA. O):[HOBpeMeHHO AKTUBAlUd UMMYHOKOMIIC-
TCHTHBIX KJICTOK B O4are rnoBpexKACHNUA U HeﬁCTBHe MEIUATOPOB IMIPUBOAUT
K pa3BepThIBAHMIO 1IEJIOTO PsiIa THIIOBBIX MPOIECCOB, TAKUX KaK JINXOPAIKa,
pereucpanus, CBEPTHIBAHUC U IIPOTUBOCBECPTHIBAHUE. O‘ICBI/I,ZIHO, YTO 3TU
B3aMMOCBSI3aHHBIE IIPOIECCH 00Pa3yoT chOPMUPOBAHHBIN B IBOJIOLUU

aKTMBaunA
KOMnnemeHTa

-1, 16 -
nuxopaaKa

snudepmanbHeiil pakmop,

aHauobnacmubiil pakmop,

pubpobnacHeidl pakmop,
CXCL4,8,10

1 wera
Q <
)

GMCSF

AKTHBAYMA

aKTuBauus
CBEpPTLIBAHNA

He#Tpodunb

PucyHok 57 3auumHo-penapamuseHeiti Komniaekc. Ha pucyHke: GCSF — epaHynoyumapHsid
KonmoHuecmumynupyrowuti gakmop; GMCSF — epaHynoyumapHo-mMaxkpogazanbHbil
KonoHuecmumynupyrowuti gakmop; PAMP — namozeH-accoyuuposaHHble MoseKynsapHble
06passl (nammepHol); TLR - toll-nodo6Heit peuenmop; IL-1 — uHmepnelikuH 1; TNFa -
¢hakmop Hekpo3sa onyxonu a; CXCL4 — xemokuHbl 2pynnel CXCL4; CXCL7,8 — xeMOKUHbI
2pynnel CXCL 7 u 8; IL-6— uHmepnelikuH 6
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KOMIUIEKC MEXaHU3MOB 3alllUTHO-PEapaTUBHOTO XapaKTepa.

Kannuyeckoe 3HaYeHHe HapyYICHUsI MEXaHU3MOB BPOKICHHOT0O UMMY-
Huteta. IlaTosorus BocnajgeHusi

BeiBatoT cutyarum, Koraa MOKeT BO3HUKATh (DYHKIIMOHAIbHASI HEAOCTa-
TOYHOCTh MEXaHM3MOB BPOXKACHHOTO IMMYHHTETA, YTO IPUBOHUT K PA3BUTHIO
MaTOJIOTUHU | OTIPEIEIISieT XapaKTep TeUYCHHUs BOCMAINTEILHOTO Mpoliecca.

B ciyuae mocrarouyHocTd 3()(HEKTUBHOCTH MEXaHU3MOB BPOXKICHHOTO
UMMYHHTETa, CIOCOOHOCTH yKE TIPH B3aUMOJICHCTBUH PE3UICHTHBIX KIETOK
MOAABIIATH MATOTeH, KITMHUYECKH BBIPAKEHHBIX peaKiii He HaOIltonaeTcs.
Bocnanenne He pa3zBuBaetcs. Hanpumep, Tak ObiBaeT npu dp¢eKTHBHOM
MO/IaBJICHUH CPEJIOBOTO OAKTEPHATIBHOTO OKPYKECHHUS B IOKPOBHBIX TKaHSX.
OTa cuTyanus NposIBISIETCS] YCIOBHOM MAaTOTEHHOCTEIO.

OnHaxo JIeiicTBUE TTaTOreHa 04eHb YacTO BBIHYK/IACT MPHBIIEKATh JIOTIOHH-
TEJBHBIE PECYpPChl B MEXaHH3MaxX BPOXKICHHOTO MMMyHHUTeTa. U Torna pa3suBaet-
cst Hecrienduueckoe Bocnanenue. [Ipuaem, BocraneHue TeM 0osiee BhIpaeHo,
4eM Oolrblliee BO3JCHCTBHE MMATOTeHA PEATU3yeTCsl H YeM 0oJiee OH YCTOWYMB K
3aIUTHOMY JICHCTBHIO UIMMYHHBIX MEXaHM3MOB. DYHKIINS MEXaHU3MOB BPOXKJICH-
HOI 3aIlUThl OTHOCUTEIILHO HEOCTATOUHA JIJTS TIOAABICHHS M IUMUHAIIAH TIO-
Bpexkatoero Gpakropa. [Ipu HHPEKIMOHHOM TIporiecce 3To ObIBACT, HANIPUMED,
NpU IPOHUKHOBEHUH MHKPOOPTAaHU3MOB JIH0O C BBICOKOW MATOT€HHOCTHIO U
BUPYJICHTHOCTBIO, JINOO TIPH CBEPXMACCOBOM OOCEMEHCHUH TKaHH.

BrIpakeHHOCTh M XapaKTep BOCIAJICHUS 3aBUCST TAKXKE H OT BO3MOXK-
HBIX HApyMIeHUH paboThl CAMUX UMMYHHBIX MEXaHU3MOB, KOTOPBIE MOTYT
BO3HUKATh KaK IIEPBUYHO B PE3yJIbTAaTe HACIEACTBEHHBIX 1€(EKTOB T€HOMA,
TaK U BTOPUYHO IPU BHEIIHUX BO3ACHCTBHIX HA UMMYHHYIO 3aIlUTY, B
TOM YHCJIe U JICKApCTBEHHOTO XapakTepa. Takue ciyd4an HeZoCTaTOYHOCTH
BPOJKICHHOTO IMMYHHOTO OTBETa MPUHATO HA3bIBaTh HecmenupHuIecKu-
MU HMMYHoAeHIHuTAMH (TIEPBUYHBIMH ¥ BTOPUYHBIMH). B 3aBucuMocTH
OT TOro, PyHKINS KAaKNUX HMMYHOKOMIETEHTHBIX KJIETOK MM MEIHAaTOPOB
HapyIIaeTCs UX PA3AeisIoT Ha: MMMYHOIC(HUINTHI, CBI3aHHBIE C MATOJO-
rueil GparonnToB; MMMYHOIE(DHUINTEI, CBA3aHHBIE C HEJOCTATOYHOCTHIO
€CTECTBEHHBIX KWJIEPOB; UMMYHOIE(DHIINTEI, CBA3aHHBIE C Ae(eKTaMu
CHCTEMBI KOMIUIEMEHTA U T.1I.

IlepBu4HbIe HecnenH(pUIecKUe UMMYHOAECQUIUTHI.

[TpuurHaMK TaKUX HApYLIEHUH MOTYT SIBJIATHCSI TEHETUUECKUE NE(EKTHI,
00yClaBIUBAIOLINE BPOXKICHHYIO JICHKOIICHUIO MM HApyILICHUE aKTUBHOCTH
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B ¢parorrax HA JI®H-okcuiasel, Mueiionepokcuassl, JIU301uMa, JIakrodep-
puHa U T.1. C 9TUMH MeXaHM3MaMH CBSI3aHO Pa3BUTHE TaKUX HACIEACTBEH-
HBIX OOJIe3Hel, Kak acpanyroyumos Kocmmana, xponuueckuil (hamanvHulii)
epanynemamos, cunopom Yeouaka-Xueacu u nip.

XpoHu4ecKuin ——
rpaHyomaTos e | b & PAMP
‘ cXcLa oTLR

-1, IL-6

snudepmansHbiii hakmop,

| e enamasi @amop,

ubpobnachiiti Gaxmop,
CXCL4,8,10

pr—
St
/ crsonosa

GMCSF
Knetka ArpaHynoumnTos
KoctmaHa

<), g T ©g
w.,w

CUHAPOM «NIEHUBBIX !
nevikouutoB» Munnepa

PucyHok 58 MexaHu3mbl nep8uY4HbIx Hecheyuguyeckux ummyHoOepuyumos. Ha

pucyHke: GCSF — epaHynoyumapHsili KooHuUecmumynupyrowut gakmop; GMCSF -
2PAaHy/IoOUUMAapHO-MAkpopazanbHbIl KoOHUECMUMynupyouul pakmop; PAMP -
namoeeH-accoyuupo8aHHele MoseKynapHeie 06pasel (nammepHsi); TLR — toll-nodo6Heit
peuenmop; IL-1 — uHmepnetikuH 1; TNFa - pakmop Hekpo3a onyxonu a; CXCL4 — xeMOKUHb!
2pynnel CXCL4; CXCL7,8 — xemokuHbl 2pynnel CXCL 7 u 8; IL-6— uHmepnelkuH 6

Arpanyaounto3 Kocrmana. [Ipu sTom 3ab60omeBannu HapyIaercst oopa-
30BaHUE HEUTPOHUIOB B KOCTHOM Mo3re. ClleICTBUEM 3TOIO SIBISIETCS Pa3-
BUTHE BBIPAKEHHON HEHTPOTIEHNH (YMEHBIIIEHHS COAEeP KaHUsI HEUTPO(IIIOB
B KpoBH). Hapymaercst cmnocoOHOCTh BPOXKAEHHOTO MMMYHHUTETA IIPUBJICKATh
JTOTIONTHUTENbHBIE (ParoiuThl (HEHTPOQHITBI) B 0Uar MOBPEXISHHS. ITO TPH-
BOJUT K TSKEJIOMY TE€UEHHIO MH(EKIUH ¢ HeOIaronpusaTHBIM HCXO0M yXKe
B IIEPBBIC MECSLBI )KU3HU PEOCHKA.

CHHAPOM «IeHHUBBIX JeHKouuToB» Muiiepa. OTO HAaCIEICTBEHHOE
3a0oneBaHe, KOTOPOE MPOSIBIISIETCS] yTHETeHHeM (haroiuTo3a U HapyluieHHueM
XEMOTAKCHCa JIEHKOLIUTOB, 00YCIOBICHHBIM AUCHYHKIHEH [IUTOCKENETA.

Xponnueckuii (paranbubiil) rpanyiaemaros. [Ipu stom ayrocom-
HO-PELIECCUBHOM 3a00sieBaHUU (arouuTax pe3Ko CHIKEHAa aKTUBHOCTD
HAJI®H-3aBrcuMoii OKCHIa3bl, 9TO IPUBOIUT K HAPYIIIEHUIO 00pa3oBaHU
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BCEX aKTUBHBIX QopM Kuciopona. KieTku yTpaunBarT CIOoCOOHOCTH K
HUTOTOKCHYHOCTH W OaKTepUIMAHOCTH. B MOBEpXHOCTHBIX TKaHAX (op-
MUPYIOTCSI CKOTUICHHS JIEHKOLIUTOB, TEM HE MEHee He MPEIsITCTBYIOIINE
pa3BuTHIO HHPEKIMOHHOTO Mporecca. Madekuus ObicTpo reHepannuzyercs.
IIporuo3 HeraTuBHBIN.

Cunapom Yeguaka-Xuracu. B ocHoBe marorene3a 3abojeBaHus —
BPOXKJICHHBIN ACQHUINT aKTUBHOCTH MHEJIONEpOoKcHaa3bl. CIIeACTBUEM SIB-
JsieTcsl yrHeTeHne 00pa3oBaHusl (paronnTaMy rUIMoOrainiIoB MPYU COXPaHEHUH
CrocoOHOCTH 00pa30BaHUs THIPOKCUIHLHOTO pagukana. Takum oOpazoM,
[UTOTOKCHYHOCTD KJIETOK YACTUYHO COXpaHEHA.

Henocrarounocts aare3uu Jgeiikonuto (LAD). Cunipom 00yciioBicH
TeHETHYECKU JIETEPMUHUPOBAHHBIM HAPYIICHUEM dKCIIPECCHHU B JICHKOIIMTAX
unTerpuHoB (LAD1) unu cenextunoB (LAD?2). Pesynsrarom siBisercs Hapy-
HICHHE a/IT€3UH JISUKOIIUTOB K SHIOTEIHIO (KpAacBOE CTOSIHUE), YTO 3aTPYy/IHSET
HOpMaJbHOE (POPMHUPOBAHKE BOCMAIMUTENHHOTO 04ara, ¥ POTUBOACHCTBHE
pacIpoCTpaHEHUIO BO3OYIUTEIS.

Bcerpeuatores u 1pyrue IpUYUHBI HEPBHYHBIX UIMMYHOAE(HUIIUTOB, Ha-
IpUMep, BPOXKICHHbIE HAPYIIEHUS] aKTUBHOCTH KOMILJIEMEHTA, Yallle BCEro
(parmenTta C3.

[NepBuunbIe HecTienn(pUIECKHE IMMYHOAE(HUIINTHI TPOSBISIIOTCS TSKEIIO
TEKYIIUMH PELUANBUPYIONMHI HHPEKIISIMH TOBEPXHOCTHBIX TKaHEH (Koka,
JETKHE, CITM3UCTBIE 000JI0UKH MOJIOCTH PTa U KHUIICYHHKA).

BropnuHble Hecnienu(puIecKkHe HMMYHOAE(PHUIMTHI.

MexaHn3MBI BPOXKICHHOTO HMMYHHUTETA MOTYT BTOPHYHO HaPYIIATHCS
TIPH IIEJIOM PsIZIe BO3ICHCTBHIM — JTydeBasi 00JIe3Hb, IEHKO3bI, paK, CaXapHBIA
nra0erT, JIeKapCTBEHHBIE OCIIOKHEHNS, COTTPOBOK/TAIOIIHIE TEPAITHIO IIUTOCTA-
THUKaMH, TIIFOKOKOPTHKOHIAMH, JITUTEIbHBIME Kypcamu 6ombrux 103 HIIBC
1 T.7. KnuHamgeckn 370 MOXKET TPOSIBISATHCS TSKEITBIM TEICHHEM BOCITAJIH-
TENFHBIX TPOIIECCOB MMOBEPXHOCTHBIX TKAHEH, B TOM 4Hcie B (hopmMe THOWHOTO
BOCTIAJICHUS, & TAK)KE TOBBIIIIEHHON BEPOSTHOCTHIO PA3BUTHSI OCIIOKHEHHH
WH(EKIIMOHHOTO TpOoIecca.

BbIPAXEHHOCTb U TAXECTb BOCITAJIEHUA B MEXAHU3MAX BPOXAEHHOIO
WMMYHUTETA 3ABUCUT OT:

® uHmMeHcueHocmu delicmeus u ceolicme namoz2eHa
® HAAUYUA U XapaKmepa HapyweHuli MexaHu3moe UMMYHHO20 omeema
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BOCHAJIEHHUE B PEAKIIUAX TIPUOBPETEHHOI'O (AZAIITHUB-
HOI'O) UMM YHMUTETA.

MIMMyHOKOMIIETEHTHBIE KJIETKH, IPUHUMAIOIINE yYacThe B MeXaHU3MaX
aJanTUBHOI0 MMMYHHTETa 00pa3yloTCs M B3aUMOJEHCTBYIOT B Ipeeiax
HEHTPAJIbHBIX OPraHOB IMMYHHOH CHCTEMBI (THMYC, KOCTHBIH MO3T) U MIEpH-
(heprUeCKUX OPraHOB UMMYHHOM CHCTEMBI (JTUM(pATHUECKUE Y3TIbI, CEJIC3CHKA,
nuMdonHast TKaHb B COCTaBE CIIM3HUCTBHIX).

Haubosee BaxHOW KIETKOW, Y4acTBYIOIIEH B peaklUsX MPUOOPETECH-
HOro uMMyHuTeTa siBissercs tuMmporut (JID). ['mcrorenes mumMpouIHBIX
KIJIETOK cleayromuii. M3 reMonodTHuecKoil CTBOJIOBOI KIIETKH Pa3BHTHE
JTUMQOLUTA HJIET B IByX HAIPABICHUSIX — OJHO MPUBOAMUT K 00Pa30BaHUIO
JTUM(OLHUTOB, yUYaCTBYIONIMX B MEXaHU3MaX aJallTHBHOTO KJIETOYHOTO (HE
OTIOCPEIOBAHHOTO aHTUTENIAMH) UMMYHHUTETA, JApyroe JTUM(OIUTOB, yda-
CTBYIOIUX B aJIaITUBHOM I'yMOPaJIbHOM (OMOCPEIOBAHHOM aHTHTEIaMH )
umMmyHHTeTe. JINM(MONIUTHI TEPBOTO HATPABICHHSI CO3PEBAIOT B TUMYCE TIO]T
BIUSTHUEM THMHYECKHX TOPMOHOB — OHU Ha3bIBAIOTCS T-ITMMQOLUTAMU.
JI® BTOpOTO HANpaBIICHHS CO3PEBAIOT B KOCTHOM MO3T'e — OHU Ha3bIBAOTCS
B-nmum@onuramu. IToctrumMudeckue TuMGOIUTHI 00Pa3yrOT JBE TOMYIISIIUH:
T-xenmneps! (momornHukK) U T-kusuieps (3ddexTopsl). B mponecce pazBuThs
JI®D menstoTcst UX cBOMCTBAa U (PyHKIMU. B 3aBHCHMOCTH OT CTajuu pa3-
BUTHS HA X MTOBEPXHOCTHU DKCIIPECCUPYIOTCS MITM UCUE3AIOT T€ WM WHBIC
OCITKOBBIE MOJICKYJIbI, KOTOPBIE, B CBOIO OYepEellb, CIIY)KAT B UMMYHOJIOTUN
Mapkepamu JUIsl BeiesieHus cyomomysinuii JI®. Bece onn mporymepoBa-
HBI 1 o003HagaroTcst abopeBuarypoir CD (ot arrmuiickux cioB «Cluster
Designation» — rpynmoBas MeTKa). DTa HOMEHKJIAaTypa OblIa TpeIIo’KeHa
Ha 1-it MexayHapoaHoi KOHPEpEeHITUHN TT0 aHTUTeHaM TU(GEpeHITUPOBKH
neikoruToB yenoseka (Ilaprx, 1982). Hampumep, cormacHo 3TOi HOMEHKITA-
Type, CD19 u CD20 - mapkepst B-JI®; CD3 u CD5 - mapkeps! T-JI®; T-xen-
niepst 310 CD4+ ximetkn; T-kumtepsr — CD8+; penenrrop mst MJI2 — CD-25
1 T.7. OMHAM W3 KITIOYEBBIX MapKepOB JTUM(POIUTOB SBISIETCS IKCIPECCH
Ha HUX B TIPOIIECCE CO3PEBaHMUs CIIeNN(PHUEeCKUX aHTUTEH-PACTTO3HAIOIINX
perienitopoB (CD3 — Mmapkep aHTHTEH-pacIo3HaroIero perentopa T-mamdo-
nuta; CD79 — Mmapkep aHTHTEH-paCIO3HAIONIETO perenTopa B-mmMdoruTa),
MPUYEM dTH PEIEeNTOPhl MPHOOPETAOT CIEMHPUIHOCTD K IIPONU3BOIHLHOMY
anTureny. OHaKo B ciydae, €Clii aHTUT€HPACTIO3HAOIINE PEIETITOPHI CII0-
COOHBI pacIio3HaBaTh COOCTBEHHBIE aHTUTEHBI, KOTOPHIE MPEICTABIISIOTCS
TuM(pOITaM B IPOIECCE CO3PEBAHUS B KOCTHOM MO3T€ U TUMYCE, B TAKHX
ayTOPEaKTHBHBIX TNM(OIUTAX HHUIIMUPYIOTCS TPOIIECCH allONTO3a U OHH
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YHUYTOXKAeTCs (HEeraTuBHas KJIOHaJIbHas cenekius). Takum oopa3om ¢op-
MHUPYETCS HMMYHOJIOTHYECKAS TOJEPAHTHOCTH (HETYBCTBUTEIHHOCTD) K
COOCTBEHHBIM aHTUTEHAM, B PE3YJIbTATE YeT0 MMMYHHAsT CHCTEMa HE MOXKET
B HOpPME aTaKOBBIBAThH COOCTBEHHBIC TKAHU.

KOCTHbIV MO3T
npeT 1d

nepexoaHbIf

PucyHok 59 Jlumgpono3s. Ha pucyHke: TJIO — T numgpoyum; BJ1® — B numegpoyum;

Tx - T numgpoyum xennep; DP T JIO — «08ax0bi nosoxumensHas» (DP) T-knemka (CD4
+ CD8 +); BJI® - B numgpoyum; HSC — 2emonosmuyeckas cmeosiosas knemka; MPP —
MysbmunomeHmHas cmeosnosas knemkd; CLP —— numgoudHeili npedwiecmeeHHUK

Pacno3zHaBaHue naToreHa B peaknusax aJanTHBHOI0O MMMYHHTETA

B sBomroninu BO3HUKHOBEHWE ABYX THIOB aJallTUBHOTO HUMMYHHOTO
OTBeTa (KJIETOYHOTO ¥ TYMOPATHLHOTO) CBSI3aHO ¢ HEOOXOAMMOCTHIO OOPHOBI
C BTOP)KEHUEM B BHYTPEHHIOIO CPEy MUKPOOPTaHMU3MOB, NCITOIB3YIONINX
JUTSL BETETAINH B TIpe/ie]aX OpraHu3Ma-Xo3siMHa pa3IndHbIe THUITHI TTapas3-
WTHU3Ma — BHEKJICTOYHBIA ¥ BHYTPHUKJIETOUHBIN. B peaknusx aganTHBHOTO
MMMYHHUTETa PacllO3HAIOT aHTUTEH (a, CIeI0BATEeNbHO, U Yy>KEPOIHBIHN Ta-
toreH) T- u B-mUMQOIUTEI ¢ TOMOIIBIO CIIEMUPUUSCKUX aHTHTCH-PACTIO3-
Haromux penenTtopoB (y T-nmumdornuroB — TCR (CD3); y B-mumdponn-
ToB — BCR cOOTBETCTBEHHO), OTHAKO TIPOTEKAET ITOT MPOIECC TTO-PA3ZHOMY.
Ha monenu mH(EeKnrmOHHOTO MpoIiecca BUIHO, YTO, KOT/Ia BO30YAUTENh
BETeTHPYET BHEKIIETOYHO, €T0 aHTUTEHBI JIETKO TOCTYITHBI JJIT KOHTAKTa C
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AHTUTCH-PACIIO3HAIOIIMMHU pelenTopaMu. TakuM croco0OM pacrno3HaoT
anTureHsl B-mumonutel ¢ momonisio ceoero BCR. Jlpyroe neno, korma
BO30YIHUTENh BETETUPYET BHYTPH KIETKU-MHUILIEHH (BHYTPUKIIETOUHBIN Ta-
PasUTH3M) M €r0 aHTUTEHBl HEJJOCTYIIHBI AJIsl pACTIO3HABAHUSI PELeTITOPaAMHU
TUMQPOUUTOB. B 3BOMIONNHN /IS OCYIIECTBICHUSI BO3SMOXKHOCTH Pacro3Ha-
BaTh aHTUTECHBI BHYTPUKJIETOYHBIX BO30OyIUTENEH BRIpAOOTAIICS MEXaHU3M
00pa3oBaHMs B KJIETKAX MOJICKYJI [TTABHOTO KOMITJIEKCA THCTOCOBMECTUMOCTH
(MHC — major histocompatibility complex). MHC-mosexyiibl 00pa3yroT
KOMIIJICKC C aHTUTI'CHOM IIPAMO BHYTPHU KIICTKU U MOCJIC 3TOI'0 BHITACKUBAIOT
AHTUI'CH Ha KJICTOYHYIO MOBCPXHOCTb, MPEACTABIIAA €TI0 AJId B3aHMO,HeI>'I-
CTBUS C aHTUT€H-PACTIO3HAIONIUM PEIenTOpoM JTHMQoIUTa. ITOT Ipoiece
TIOJTyYMJT HA3BaHHUE «IIPE3EHTAIMsl aHTUTE€Ha» WX MpolilecCHHT. Takum 06-
pa3oM, aHTUTeH-pacno3Hatomue penentopsbl T-mumdonutor (TCR) B3an-
MOJIEMCTBYIOT ¢ aHTUTeHOM B Komruiekce ¢ MHC-momnekymnamu, KOTopsle
B Bugie MHC-2 mosBistroTcst (9KCIPEecCUpyroTcs) B CIIEHUATH3NPOBAHHBIX
AHTUTCH-TIPE3CHTUPYIOIMUX KIETKaX (KJIETKH, OCHOBHON (PyHKIMEH KOTO-
PBIX U ABIISICTCS TIpe3eHTANNs anTurena) u B Buae MHC-1 B 6onmpmnHCTBE
OCTaJIbHBIX KJIETOK OpraHu3Ma. Takoe paclo3HaBaHHe MPUHATO HA3bIBATh
«JIBOWHBIM PacliO3HaBaAHHEM).

BHYTPUK/IETOYHbIV MAPASUTU3M BHEK/IETOYHbIM NAPASUTU3M

KNeTKU-MULIeHN

o
o~®
N Bcr
B-numdboumntsl
(CD19,20+)

PucyHok 60 OcobeHHOCMU pAcno3HABAHUSA 8 MEXAHU3MAX a0anmueHo20 UMMyHUmMema.
CeA3b C Munom napasumusma.

CrieoBarenbHO, TpU MHPEKIMOHHOM TIPOLIECCe MEXaHN3MbI T'YMOPAJIBHOTO
aIANTUBHOTO MMMYHHUTETA, OTIOCPEJOBaHHOTO B-mMmdormramu n anTHTE1AMI
NPEHMYIIECTBEHHO 3aIIUIIAIOT OPTaHU3M OT HH(EKINH, apasuTUPYIOIIeit
BHEKJIETOYHO (OONBIIMHCTBO OaKTepUaNbHBIX WH(EKIIHI), a MEXaHU3MbI
KJIETOYHOTO aJJaTHBHOTO MIMMYHHTETA, OMIOCPEI0BaHHOTO T-mnMdonmTamMu
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KAJJIEpaMy 3alMIIAI0T OT HHPEKIHUHU, apasuTUPYIOMIEH BHYTPUKIECTOUHO
(BUpyCHBIE, TpUOKOBBIC, XPOHUUECKUE OaKTepHaIbHbIC HHPEKIINN).

K/IETOYHbINA AﬂAI‘ITMBHbIﬁ NUMMYHUTET 3awjuwyaem op2aHu3m om
8HYMPUK/AemoYHo napasumupyroujeli uHgpekyuu

rYMOPA/IbHbIV ABANTUBHbIA UMMYHUTET 3awuwjaem op2aHu3m om
B8HeKnAemo4Ho napasumupyroweli uHpeKyuu

®opMHUpoOBaHUE MEXaHH3MOB KJIETOYHOI0 H I'YMOPaJIbHOI'0 HMMYHHTeTAa

B oCHOBHOM, Ka 1l OTACIBHBIN JUMQPOLUT FrEHETUYSCKU MPUOOPETACT
CIOCOOHOCTD crielM(PUIECKH pacro3HaBaTh TOIBKO OIMH aHTUTCH, TOT/Ia KaK
B ICJIOM aJjallTUBHAsA UMMYHHasd CUCTEMa MOXKET CHCHI/I(bI/IT-IeCKI/I paciosHa-
BaTh BCE MHOTOOOpa3ne aHTUIeHOB. TakuM 00pa3oM, HCXOIHO KOJIHYECTBO
TUMQOIUTOB, CIOCOOHBIX PACIIO3HATH HEKUI KOHKPETHBIN aHTHUTCH HEBEIIMKO
1 HCIOCTATOYHO JIA IMOJHOLCHHOIO UMMYHHOT'O OTBETA. AHTI/II‘eH, CBA3aB-
MHUChb ¢ HEMHOI'MMH KJIETKaMHU, KOTOPBIC MOTYT €r0 pacCiio3HaTb, BbI3bIBACT
uX OBICTPYIO MPOIUQEPAIHIO, B PE3YJIBTATe KOTOPOH MOSBIISIETCS JOCTATOYHO
KJIIETOK, CHenn(UICCKH Y3HAIOUIMX dTOT aHTHICH. DTO SIBJICHUE MOTYYHIIO
Ha3BaHHE «(PEHOMEHA IMO3UTUBHOMN KIIOHAJIBHOU cellekiuu». bes agexksar-
HOW MO3UTHBHOW KJIOHAJIBLHOM CENeKIIMK alalTUBHBIM UMMYHHBIM OTBET
HEBO3MOXEH. B TOM citydae, eciiv 9TH KIIETKH OTHOCATCS K B-nmumdonunTam,
OHM TIPEBPAIIAIOTCS B IJIa3MaTUYECKHE KIETKH M HAaYWHAIOT MPOIYIHPO-
BaTh aHTUTEJA, CICU(PHUIHBIEC K JAHHOMY aHTUTeHy. T-TuMQOIHTEL, B CBOIO
ouepenp 00pa3oBaBIIMECs B COCTABE KIIOHA, TAKXKE B MPOIECCE CO3PEBAHMS
HECyT Ha cebe aHTHTeH-PaCIIO3HAIOIINE PEIETITOPHI, CIIENN()UIHBIE K 3TOMY
KOHKPETHOMY aHTHTECHY.

st momHOTIEHHOTO (POPMUPOBAHUA CHEIU(PUIHOTO K aHTHTEHY KIIOHA
T-nmumdbonmram kuiepam u B-mumdornuram Tpedyercs nomonip T-mumMbo-
uToB XenmmepoB (CD4+).

BsanmoneiicTBre My IMMYyHOKOMIIETEHTHBIME KJIETKAMH MOXKET OCY-
MIECTBIATHCS KaK KOHTAKTHBIM CITOcOOOM (Hampumep, T-xenmepsl uepes
oemox CD154), Tak n 4epe3 MenuaTopsl, K KOTOPBIM UMEIOTCS KIJIETOYHBIE
PEIenTOpPHI.

K menmaropam IMMyHUTETa B HACTOSIIIIMA MOMEHT OTHOCST CIIETYFOIINE
TPYTITB MOJIEKYJ — IUTOKWHBI 1 XEMOKHHBI.

XeMOKHHBI — MEJIKHE TTPOBOCIAINTENIbHBIE MOJIEKYIbI, CIIOCOOCTBY-
IOI[e MUTPAINHU W aKTHBAIMHU Psiia KIETOK. Bcero cymiecTByeT deThipe
ceMelcTBa XeMOKHHOB, OTIIMYAIONIUXCS [0 XUMUYECKOMY CTPOEHUIO U JI0-
KycaM I'e€HOB, rie oHn koxupyores. 91o CXCL (aBa IMCTEMHOBBIX OCTATKa,
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pas/esieHHble OIHOM aMHHOKHCIIOTOM, KOJUPYIOTCs JIokycamu 4q12-21);
CCL (nBa coceqHux HUCTEHHOBBIX OcTaTKa, kogupyrores 17q11-32); XCL
(enuucTBEeHHBIN quCynbhuanbiii MocTuk); CX,CL (1Ba ocTaTka nucTeuna,
pazJeneHHble TPeMsI aMUHOKHCIIOTaMHt).

HuToxkuHbl, BKIIOYAIOT B ceOs: nHTepaeikunbl (MJI), KoJoHHeCTUMYIH-
pytoniue Gakropsl, haktopbl pocta. OHU OTBETCTBEHHBI INIABHBIM 00pa3oM 3a
co3peBanue, nponudepanuio Ki1eTok. LIATOKUHBI CHHTE3UPYIOTCSl Pa3HBIMH
KJIETKaMHU M BBINIONMHSIOT pasnuunbie QyHkiun. Hampumep, MJI1 cexpern-
pyercst Mmakpodaramu, B-nmumdonuramu u SHIO0TETHMAIBHBIMEA KICTKAMU.
OH sBIsIeTCSl aKTUBATOPOM Makpodaros, TMM(OIIMTOB U YHIOTEIHATBHBIX
kierok. MJI2 cunresupyercst T-muM@onTaMu 1 BbI3bIBACT Mpoudepanuio u
muddepennupopky T-mumdoruros; NJI3 BeipabarsiBactcs T-nmumdonuramu,
OH JICHCTBYET Ha CTBOJIOBBIC KJIIETKH KaK KOJOHHECTUMYIUPYIOIHH (HaKTop;
W14 BeipabareiBatoT T-TUMQOIUTEI, OH sBIsieTcs: (haKTOpoM pocTta B-mum-
¢oumros, cexperuu umu IgE, IgG ; IS cexperupyercs T-mumponuramu,
spisieTcst hakropoM pocta B-numdonuTos, cTUMyIUpyeT cekpenuio [gA;
NJI6 cexperupyercst T-mumdonuramu U B-nmumdoruramu, 3to haktop nud-
(depeHunpoBkH B-1uMQOIIUTOB, HHIYLMPYET CHHTE3 I'eaTOlUTaMK OCJIKOB
OCTpOit (ha3sl U T.11.

Habop nmumMdonuTapHbIX MTUTOKUHOB MOXKET 3aBUCETh OT TOTO, K KaKoh
CyOMOMyIANY OTHOCSTCS 3TH KJIETKH. Tak, BBIETSAIOT HECKOIBKO CyOIIo-
mysimid T-xenmepos (TX), cpeu KOTOPBIX KITFOUEBBIME cuuTaroTes — Tx1,
KOTOpBIe, 1 TX2. DTH KIIeTKH 00pa3yroTcs U3 Tak Ha3pIBAEMOTO HYJIEBOTO HJIH
HanBHOTO TX (Tx0). Ileprie, Tx1 - yuyacTByIOT B MEXaHH3MaX KJIETOUYHOTO
aJaTUBHOIO UMMYHUTETA, BTOpbIe TX2 - B MeXaHU3MaxX I'yMOPajIbHOIO UM-
MYHHUTETA.

Co3peanue TX 13 Hy/IE€BOM KJICTKH HAYMHACTCS MOCIIE MOJIydEHHs CUTHAJIA
OT aHTUTCH-IIPE3ECHTUPYIOLICH KIETKH, KOTOPOIl MOXKET SIBIATbCA Makpodar,
JIeHApUTHas Kierka, B-mumdount. Curnan nepegaercst npu B3auMozei-
CcTBHH aHTHTeH-pacmo3Haromiero pernenropa (TCR) Tx0 (mauBHOTO THMGO-
[UTa-Xemnepa) ¢ aHTUTeHoM B komruiekce ¢ MHC-2, mpeacraBineHHOM aHTH-
FeH-NPE3eHTUpYoIe KieTkou. [IpenBapuTebHO aHTUTEH-TTPE3EHTUPYIOLIAS]
KJIETKA TOIVIOILACT ¥ IepepadarbiBaeT HOCUTENb AHTUIEHA, a CaM aHTUT'€H
NPEACTAaBIsIET HA CBOEH MOBEPXHOCTH B KoMIUIekce ¢ Mosiekyinoit MHC-2
IUTSL B3aUMOJEHCTBHSI C KOMIIJIEMEHTAPHBIM €My aHTHI€H-PacIIO3HAIOLINM
penenrropom T-mumbonura.

Tx1 cexpetupytor N2, yYUD, DHO-B, GM-CSF, neiicTBue KOTOPHIX
croco0cTByeT (POPMUPOBAHHIO KIIOHA T-KMIIEPOB, A TAK)KE AKTHBALIMU HHBIX
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KJIIETOK (Makpo(aru, eCTeCTBEHHbIE KAJUIEPHI), YYaCTBYIOLIUX B KIIETOYHOM
anantuBHoM uMmyHuTete. Tx2 BripabarsiBator 14, 1J14, WIS, 1J16, NJT110
U JIp. LIUTOKUHBI, KOTOPBIC BO3ICHCTBYIOT Ha B-TUMQpOIUTHI, BHI3BIBAS UX
nposudepaiuio U CO3PEBaHKe B IIa3MaTUYSCKUE KICTKH, CIIOCOOHBIC CHH-
TE3UPOBATh AHTHUTENA K JAHHOMY aHTUTEHY. TaK aKTUBUPYIOTCSI MEXaHU3MBbI
TYMOPaJIbHOTO UMMYHUTETA. [lapasieibHO MOTYT 00Pa30BBIBATHCS «JIPEMITIO-
ey creruduueckue JIO — Tak Ha3bIBAEMbIC «KIICTKH MaMsiTiy. CyIecTByeT
MIPECTaBICHUE O TOM, YTO UpE3MepHasi AKTUBAIIHS MEXaHIU3MOB KJIETOUHOTO
MMMYHHUTETA, 3alIUIIAI0IIETO OPTaH3M OT BHYTPUKIICTOYHBIX MTAPa3uTO30B,
MPUBOIAUT K TOPMOKEHHUIO TYMOPAIBHOTO (3AIIUIIAIOIIETO OT BHEKJIETOYHBIX
Mapa3suTo30B) U HAOOOPOT, UTO CBSI3aHO C TEM, B KAKYIO CTOPOHY MPOUCXOIUT
co3peBanue Tx0 B cropony Tx1 wnu Tx2. B uMMyHOIOTHE 3TO SIBIICHUE TIO-
JTY4HIIO Ha3BaHUE «MMMYHOJIOTHUECKUE Bechl» (Moaenb Tx1/Tx2).

K/IETOYHbIX UMMYHUTET TYMOPA/IbHbIA UMMYHUTET

AeHapuUTHas
HC 1 g
¥ A oE }
2

Mi
/VAr
@ —
T vy Y

B-numdouuTel
T-xennepoi (cD19,20+)

St (cDa+)

- =" 2

P gy

KNeTKU NnamsaT

KNeTKU-MULLIEHU

PucyHok 61 «<MimmyHon02u4eckue gecol»

CoBpeMeHHOE IOHUMaHNEe HMMYHHBIX MEXaHH3MOB YTOUHMJIO ponib Tx1 u
Tx2 B aKTUBALMK TUIOB aJalITUBHOTO UMMYHHOI0 0TBeTa. TX1 - cTuMynupys
KJIETOYHBI HMMYHHUTET HE CTUMYJIUPYIOT aKTUBALUIO B tuMQo1uTos B mo-
KO€, B TO K€ BpEMsI B YK€ aKTUBUPOBAaHHBIX B-nuMmponnTax crnocoodcTByoT
cekpennn IgG,. Takum 06pa3om A yCUIIEHHS MEXaHU3MOB KJIETOYHOTO
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MMMYHHUTETA BTOPUYHO TIOAKITFOYAOTCS MEXaHU3MbI TYMOPaIbHOTO UMMYH-
HOTO OTBeTa. TX2 - CTUMYIUPYIOT nposinudepanuio U qudPepeHIIupoOBKY
B-numdornmros, nepexintodeHue kiaccos antuten ¢ IgM wHa IgE, [gG1, IgG3.
B 10 xe BpeMst HEOOXOMMO OTMETHTh, YTO COBPEMEHHBIC B3IJISIIIbI HA POJIb
TX CyIIECTBEHHO PACHIMPIIUCH U YCIIOKHIIUCH C ONTMCAHUEM JIPYTUX THIIOB
XenmnepoB, Takux kak: Tx9, Tx17, Tx22, Treg.

qu

Tx 1(CD4,26+) Tx 2 (CD4,193,194+)
- e «. ‘» rassion
IL6+TNE,
14)

Tx 22 (CD4,CCR10, 194‘) TGFG 'h( 9 (CD4 TCRa/B*)
"2, r% %ﬂ
16,21 Tx 17 (CD4,38,194+)

Tx reg (CD4,25,194*)
1L10,TGF8 « <%>
2, TGF6

PucyHok 62 [ymu dugpgpepeHyuposku T-xeninepos

1L17,21,22

Takum 00pa3oM CTaHOBUTCS ITOHATHBIM, YTO B3aUMOZIEHCTBHE IATOT'€HOB C
PsLIIOM UMMYHOKOMIIETEHTHBIX KJIETOK IIPUBOAUT K MOCIEAYIOIIECH aKTUBALN
KaK MEXaHH3MOB BPOXIEHHOTO UMMYHUTETA, TaK U MEXaHU3MOB IIPHOOpe-
TEHHOTO UMMYHMTETA U KJIFOUEBBIMHU KJIETKAMU 3/1€Ch SBIIIOTCSA Makpodaru
B TOM YHCJIE€ CIELHATU3UPYIOLINECs B JeHAPUTHbIE KieTku. C ydacTueM
9THUX KJIETOK CBsI3aHa M AKTUBALUs MEXaHU3MOB IIPHOOPETEHHOIO UMMYH-
HOT'O OTBETA, M BO3MOXKHOCTb MEPEKIIOUCHUSI MEXaHU3MOB BPOXKIEHHOTO U
nproOPETEHHOTO0 IMMYHHOTO OTBETA.

B3AUMO/AEVCTBUE AEHAPUTHBIX K/IETOK C T-XE/IMEPAMM OMPEAENAET TUM

AOANTUBHOITO UMMYHUTETA (TYMOPA/IbHbIV U/IN K/IETOYHBbIN)

ITaToreHes BocnajeHus, CONPOBOKIAIOIIEI0 PeAKIMH AJANTUBHOIO UM-
MYHHTeETa

AJNanTUBHBI UMMYHHBII OTBET yXe B CHIIy CBOCH crieliMUIHOCTH, TO
€CTb HaNPaBICHHOCTH Ha KOHKPETHBII MATOTeH, SIBISICTCS] 3HAYUTEIHLHO Ooriee
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3¢ PEKTUBHBIM M SKOHOMHBIM, YeM pPEaKIMy BPOXKIECHHOTO HMMYyHUTETa. B
CHJIy 9TOTO aIaliTUBHbIC HIMMYHHBIE PEaKI[1 3HAYUTEILHO PEXKe KIMHUYECKU
NpOSBIISIIOTCS BocniajenueM. OJJHaKko B TOM CiTydae, KOTza naroreH oojaagaer
Ype3MepHOI yCTOWYNBOCTBIO K BO3JICHCTBIUIO MNMMYHHBIX MEXaHU3MOB (XpO-
HUYECKHE HH(EKIINH) HITH, KOTIa IIPOUCXOSIT HAPYIICHHUS] CAMUX MIMMYHHBIX
MEXaHU3MOB (MMMYHOAC(HIIUTBI, JUIEPT s, ay TOMMMYHHBIH ITpoLiece), pa3Bu-
BAIOTCS Y)K€ KIIMHUYECKH BBIP2KCHHBIE TIPOSIBIICHUS 8JAITHBHOTO HMMYHHOTO
OTBETA, TO €CTh TO, YTO MPUHATO HA3bIBATH CHeHI/I(l)I/I‘IeCKI/IM BOCIIAJICHHUEM.
3aBHCHUMOCTDL MEXaHMU3Ma Ppa3BUTHA BOCIIAJICHHA B PEAKUUAX aJallTUBHOIO
MMMYHHTETa OT THUIIa IMMYHHOTO OTBeTa (IyMOpabHbIH, OMOCPeI0BAHHBIH
AHTHUTEIAMU, WU KJICTOUHBIH, HE ONTOCPEIOBAHHBIN aHTUTETIAMH) Ha TIpPUMEPE
IUIEPrUYECKUX TPOIECcCOB OblIa OTpaykeHa elle B cepeinHe XX Beka OpuTaH-
ckumu umMmyHonoramu @umnmom xemtom (Philip George Houthem Gell)
u Poounom Kymo6com (Robin Coombs) B nipeaiokeHHoi umu B 1963 oy
KJIaccU(pHUKAIMU THITOB aJuteprud. Ota kiaaccupukanus Jxenna-Kymoca
BKJIIOYAJIa YETHIPE TUTIA AJUIEPTUICCKUX peakiuid, Tpu 3 KoTopbix (I, 11 u I1I)
omocpenoBanuch antuteaamu u oauH (1V) pazBuBaiics 6e3 yaacTHsl aHTUTEN
1 ObUI CBsA3aH ¢ jericTBueM KiaeTok (T-mumpoIuToB KUmuiepos, Makpoda-
TOB U JIp.). DTa maTtoreHeTHYecKasi Kiaccu(uKalus ajieprui oKa3aiach
HACTOJIBKO YJIAYHOM, YTO HE TOJIBKO 3aKPENuiIach B ajlIEproJIOTHH H IO Cel
JICHb, HO ¥ PACTIPOCTPaHUIIACh M HA APYTHE BBl UMMYHOIIATOJIOTHH H JaXKe
B MH(QEKITMOHUCTHUKE, JJIsI OMUCAHUSI MEXaHW3MOB 3a00JIeBaHUI B OCHOBE
KOTOPBIX JISKUT aIallTHBHBIA IMMYHHBIH OTBET. B CBSI3U ¢ HCIIONb30BaHHEM
3a mpeJenamMu amieproioruu kinaccupukanuo Ixemna-Kymbea Hepenko
Ha3bIBAIOT KJIACCU(UKAIMCH THIIOB MIMMYHHOTO TIOBPEXJICHHsI. XOTsl €CTh
BCE OCHOBaHMsI HA3bIBaTh ¢ MATOreHeTHYeCKoil Kaaccudukanmeii THNOB
BOCMIAJIEHNs] B PeaKIHUsX aJaNTUBHOT0 HMMMYHHUTeTA (MJIHU ISl KPaTKO-
CTH — aJaNITHBHOT0 HMMYHHOT0 BOCTIAJIEHHS).

K/TIACCUDUKALINA AXE/I/IA-KYMBCA:

I TV (ATOMUYECKUH, AHAPU/IAKTUYECKNI, PEATUHOBbIN)

11 TUI (UUTOTOKCHUYECKUH)
111 T (MMMYHOKOMIT/IEKCHbIH)
IV TUM (3AMEA/IEHHAS TUMEPYYBCTBUTE/IbHOCTb)

Bocnajienue B pe€akuMsx rymMopaJjibHOro afaliTUBHOIO MMMYHHUTETA

TTOCKOSTBKY B IEHTPE COOBITHI TYMOPATBHOTO HIMMYHHOTO OTBETA JICIKHUT
o0Opa3oBaHue KJIOHA B-11uMQpOIUTOB, CIIOCOOHBIX CO3pEBaTh B IJIa3MaTH-



I'raBa 6. [TaTosorua uMmmyHHTeTa. Bocnasenue 121

YECKUE KIETKH U CEKPETHPOBAThH CIICHU(PHUUHBIC K JAaHHOMY aHTUTEHY aH-
THUTENIA, JaJbHENIee Pa3BUTHE PEAKLUI, HAIIPABICHHbBIX HA YHUUYTOXECHUE
aHTUTEHA U, IPU HEOOXOIMMOCTH, €T0 KJIETOK-HOCUTENeH (B TOM YHciie
MPOSIBIISTIOIIMECS] BOCHIAJIEHHEM ) KITFOUEBBIM 00pa30M 3aBUCHUT OT XapakTepa
CEKpPETUPOBAHHBIX AHTUTEJI U XapaKTEPUCTUK CaMoro aHrureHa. Bocmna-
JIeHWe, pa3BUBalOIIeecs B PeaklMsIX T'YMOPaJIbHOTO HMMYHHUTETA, MOYKET
ornocpeoBaThes 1Mo ogHoMy u3 Tpex mexanusmos (I, II u I1I), onucsiBaemMbIx
knaccuukanuert xenna-Kymoca.

I THI a1aNTUBHOT0 MMMYHHOT'0 BOCIIAJICHUSI.

ITocme B3aHMOHeﬁCTBHH C AaHTUTCHOM U IMOJIYUCHUA CUT'HAaJIa OT T-nmuMm-
¢doumTa Xennepa MPoOUCXOIUT co3peBanue B-nmumpornura B nmiuazmaruue-
CKYIO KJICTKY M HAYMHACTCSA CUHTE3 cneumbnqecxnx K JaHHOMY aHTUTCHY
anTuten. Ecim otu anturena otHocsres K knaccam IgE u IgG,, To BOCTIA-
JIEHHE pa3BuBaercs 1o MexanusMy I tuna. Bo BHyTpeHHeH cpenie umeroTcs
KJIETKH — TY4YHBIC KJICTKH U 0a30(]uiibl, 00Jiajjatolirue BbICOKOA(QUHHBIMH
penentopamu (Fce-penentopsr) k Fe-konrmy IgE. 310 mo3Bomset o6pa-
30BaBIINMCS ITOCJIC KOHTAKTa C aHTUTCHOM aHTHUTEJIaM, OTHOCAIIUMCA K
knaccy IgE, B3anmoneiictBoBars cBouM Fe-koHIIOM ¢ Fee-penentopom,
PaCIOJIOKEHHBIM Ha MMOBEPXHOCTU TYYHOW KIJIETKH win O6azoduna. [Ipu
ATOM aHTHUTEH-CBSI3bIBAOIIHE Fab-KOHIIBI aHTHTEN PaCTIONOKEHBI HAPYXKY.
DT0 JaeT BO3MOKHOCTD B TIOCIIEAYIONIEM CITEIN(PHUECKOT0 B3aUMOICHCTBHS
AHTUTCJIa Ha ITOBEPXHOCTU quHOﬁ KIIETKH C aHTUT'CHOM B CJIy4dae€ Iornajaanus
€ro BO BHYTPEHHIOIO Cpey opranu3ma. TydHas KieTka mocie o0pa3oBaHus
Ha €€ TOBEPXHOCTH MMMYHHOTO KOMIUIEKca (KOMIIEKCA aHTHUTEIa C aHTHUTe-
HOM) TTOJTy9aeT CUTHAJI aKTHBAINH U JerpanynupyeT. Kak TydHble KIeTKH,
TaK ¥ 203WHO(MUIBI MOTYT MOJTyYaTh aKTUBHPYIOIINE CUTHAJIBI, OMTOCpe-
JIOBAaHHBIE MHTEPJIECHKNHAMH, W HAMPSAMYIO OT T-IMMQOIHUTOB XeNepos.
[Ipu merpanyasanuy U3 TYIHBIX KIETOK /WA 0a30()IIIOB 0CBOOOKIACTCS
LB PSIT MEANATOPOB, KIFOYEBBIMHA M3 KOTOPBIX SBISIOTCS TUCTAMUH U
KOMITJIEKC XeMOTAaKCHYECKHUX TEeTTH/I0B. Bo3/eficTBre 3 THX MeTnaTopoB Ha
KIIETKH ¥ TKaHEBBIE CTPYKTYPHI U ONPEeIseT XapakTep Pa3BUBAIOIIETOCS
BOCIaJieHUsl. B 4acTHOCTH, TUCTAaMUH OMpeneseT THIIEPEMHIO, PA3BUTHE
9KCCYIATUBHBIX TIPOIIECCOB M OT€Ka TKAHHU BCIIEICTBUE IMTOBBIICHHS COCY/IHU-
CTOM MPOHUIIAEMOCTH, XeMOTaKCHUECKHUE TIETITH/IBI OTPEACIISIOT PA3BUTHE
JIEUKOUTAPHOW MHPUIBTpAIHH (303WHODMIBHON, HeUTpoPuIbHOH). To
€CTh Pa3BUBAETCS BOCIAJIEHUE C CHIIBHBIM DKCCYIaTUBHBIM KOMITOHEHTOM.
Bocnanenune pa3BuBaeTcs OCTPO M MOJKET COTIPOBOXKIATHCS CIIa3MaMH TITaI-
KO MyCKynarypsl (B OpoHXaX, KAMIEYHUKE TIPH AJJIEPTHH ), TOBBIIIEHHON
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CeKperue ciu3n (IpIXaTeIbHbIC MTyTH), YTO TaKXKE CBSI3aHO C JICHCTBHUEM
MEANaTopoB (THCTaMUH).

Takoe pa3BUTHE BOCHAJICHUS XapaKTEPHO ULl MPOSIBICHUSI MHOTUX aJI-
JIEPTUYECKUX PEaKINi, HanpruMep, 000CTPEHUS CE30HHOTO PUHUTA TIPH TI0JT-
JTUHO3€e, OPOHXHMAIBHON aCTMBI, aJUIEPTHYECKON KPAUBHUIIB U JIp. DTOT
’K€ UMMYHHBIA MEXaHU3M JIEKUT B OCHOBE IIPOTUBOIIAPA3UTAPHON 3aILUTHI.
IToaTOMy 203MHOPMITBHBIH TIEHKOIIMTO3 (CBSI3aHHBIN C PEKPYTHHTOM 03HMHO-
(hmITOB /IS YHaCTHS B TAKOM BOCIIAJIEHHH ) SIBIISIETCS] MAPKEPOM aJIePIHIECKAX
peaxiuii ¥ nmapa3uTapHbIX UHBA3H.

II T aaNTHBHOT0 HIMMYHHOI'O BOCIIAJICHHS.

B cayuae, xorma B-mumbonuTel co3peBaroT B Mi1a3MaTHYECKHe KIETKH,
CIIOCOOHBIE CEKPETUPOBATH AHTUTENA, OTHOCAIIMECS K Kiaccam IgG  u IgM,
a 4y>KEpOJHBII aHTUTCH aCCOLMUPOBAH C MMOBEPXHOCTHIO KIETKU-MUILICHH,
CO3/IAIOTCS YCIOBUS JJIsl pa3BUTH BO criaieHus 1o I Turmy (muToTokcnaeckuit
TUM). B KauecTBe KIETOK-MUIIIEHEH, aTaKyeMbIX MMMYHHBIMH MEXaHU3MaMHU
MOTYT BBICTYIIaTh:

* Yy)XepOIHbIE KIETKH, TOMABIINE BO BHYTPEHHIOO Cpeay (ameprus,
WH()EKITMOHHBIN TIpoIIece)

* cOOCTBEHHBIE KJIETKH, CO/IEpIKallliie BUION3MEHEHHBIEC B PE3yIIbTATe
BHEITHETO BO3JICHCTBUSA OCNKH, KOTOPHIE CTaN PACIO3HABATHCS UM-
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MYHHBIMH MEXaHU3MaMH KaK 4y)KEPOJHbIC (AJIeprHsi)

* CcOOCTBEHHBIE KIIETKH, COJEepIKALINe YyKEPOAHbIe Oeku (MHPEKIIH-
OHHBIII Mpo1ecc)

* COOCTBEHHBIE KJIETKH C HOPMaJIbHBIMHU O€JIKaMH, KOTOPBIE CTAHOBSTCS
aHTUTEHAMU BCJIEJCTBUE e(EKTOB IMMYHHBIX MEXaHU3MOB H Pa3BH-
THSL HAPYILICHUS] IMMYHOJIOTHYECKOW TOJNICPAHTHOCTH (ay TOMMMYHHBIN
MIpo1IeCcC)

O6pazoBaBimecs crieliipUUecKre aHTUTEIa B3aUMOJICHCTBYIOT C MTOBEPX-
HOCTHBIMHM aHTUT€HAMH KJIETOK-MHIIEHEH ¢ 00pa3oBaHUEM Ha TIOBEPXHOCTH
KJIETOK IMMYHHBIX KOMITJICKCOB, B KOTOPBIX aHTHUTENa CBA3bIBalOTCs Fab-koH-
[[aMH C aHTHT'€HOM, a Fc-KOHIIBI TPy 3TOM OpUEHTHPOBAHEI HApYyXKy. B nanb-
HEWIIeM Takasi KIIeTKa-MHUIIEeHb, IMEIOIIasi 00pa3oBaBLIMECs Ha TIOBEPXHOCTH
WMMYHHBIE KOMIUIEKCHI C aHTUTEHOM, aTaKyeTcs OJHUM M3 TPEX CIOCOOO0B:

* C yyacTHEM KOMIUIEMEHTa (KOMIUIEMEHT-OMOCpeIOBaHHAas [TUTOTOK-
CHYHOCTB)

* ¢ ydacTHeM Makpo(haros B kauecTBe 3(p(HEeKTOPHBIX KIETOK

* Cy4YacTHEM €CTCCTBEHHBIX KMIUIEPOB (AHTUTENIO-3aBUCHMAsT KIICTOUHAS

IOUTOTOKCUYHOCTH
IHTUN g
MMMYHHOIoO ™2 2 14561013 By
BOCMANEHUA ‘ == B-numbouuTs!
> (CD19,204)

<

°
%

{
L
Iy

e

makpodar

KNEeTKU namaTm

Knetka-muwenb

R e G

Knetku
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Komnnemenm-onocpedosanuas yumomoxcuuHoCcme.
B cnyuae, ecnu Fc-koHIBI aHTUTEN, BXOJSAIIMX B UMMYHHBII KOMILIEKC,
00pa3oBaHHBIN Ha MOBEPXHOCTH KICTKH-MHUIIICHH, CITIOCOOHBI (DUKCHPOBAThH
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komiieMeHT (910 IgM, IgG, n B MeHbien
crenenu — IgG)), pasBuBaeTcs Komie-
MEHT-0I0CpEI0BaHHAs IUTOTOKCUYHOCTb.
KommuieMeHT npu y4yacTUU HMMYHHOTO
KOMIIJIEKCA aKTUBHPYETCs MO KJaccuye-

KomnaemeHm

KneTka-muweHs ckoMy myTH. [Ipu 5TOM aKTHBAIMS HAYH-

HaeTCs ¢ MepBoro hparMeHTa KOMIIEMEeH-

Pucyrok 65 Komnnemenm- ta C1, KOTOpHIl COCTOUT U3 Tpex OenKoB
0nocpedo8aHHas

rekcamepa Clq u cepunoBsix mporeas Clr
u Cls. ®parment C1q B3auMoJeHCTBYET ¢
FC-KOHHaMI/I JABYX a@HTUTECJ B COCTAaBC UMMYHHOI'0O KOMIIJIEKCA, IIOCJIC YE€TO
npoucxonut nocienoBarenbuas aktuBanus Clr u Cls. Cls pazpesaer C4
¢ obpazoBanueM akTUBHBIX C4a u C4b. C4b npuKperisieTcsi K KOMILIEKCY
AHTUTEH-aHTUTENO U K HeMy npucoenunsercs C2 ¢ pacmanom Ha C2a,
KoTopbii 00Opasyer komiuiekc ¢ C4b — [C4b2a] u C2b, koTophIi ocTaercs
HecBsizaHHbIM. Komrexe C4b2a siBrsiercst C3-KoHBEpTa30#, KOTOpast CBsi-
3piBaeT M paciierisier C3 va C3a u C3b. C3b B cBOO oUepeib CBA3BIBACTCS
¢ xkomiuiekcoM [C4b2a] ¢ oOpasoBanuem komiuiekca [C4b2a3b], koTopslii
sisieTcs C5-xorBeprasoit. [1o nefictBuem CS5-kouBepTtasbl C5 pacmienis-
ercst Ha CS5a u C5b, KOTOPBIH CBS3bIBACTCS C OEJIKaMU KOMILIEMEHTa Ha
MOBEPXHOCTHU KieTKu-MuiieHu. anee k C5b npucoenunsitorcs C6, C7,
C8 u C9 ¢ hopMupoBaHHEM MEMOPAHOATAKYIONIETO KOMIUIEKCA M JIU3UCOM
KIICTKU-MHIICHH.

|l
f:ﬁ?.

PucyHok 66 Cxema akmusayuu KoMmnaeMmeHma no KJ1accuqyeckomy nymu

UUMOMmMOKCU4YHOCMb

» ) =
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llumomoxculmocmb cyuacmuem MaKpod)aeoe.

makpodar

Knetka-muwweHnb

PucyHok 67 MakpogazansHas
YUmomOoKCUYHOCMb

[TockonbKy MMMYHHBIH KOMILIIEKC, 00pa3o-
BABIIMICS HA TTOBEPXHOCTH KJICTOK-MUIIICHEH,
nMeeT B cBoeM cocTase IgG aHTuTENna co cBo-
O0oHBIMU JJIs1 B3auMojeiicTBus Fc-koHIamu,
OH MMEET BO3MOXKHOCTh B3aUMOJICHCTBOBATH C
penenitopamu 1jist Fc-KOHIIOB UMMYHOTIIOOYITH-
Ha G (Fcy-penenTopsl), KOTOPBIE MPEICTABICHBI
Ha MOBEPXHOCTU MaKpO(Daros.

Makpodaru noxydaroT B pe3yibTaTe TaKoro
PEIENTOPHOTO B3aMMOICUCTBHUS CUTHA K aKTH-
BallWH, TIOCJIE YeTr0 B 3TUX KJIETKaX HAUNHACTCS
«IBIXaTeJIbHBIN B3PbIB» U MAaCCHUBHBIA CUHTE3
AKTHBHBIX (POPM KHCIOPOJIa, YPE3BBIYANHO TOK-
CUYHBIX JIJIS1 KJICTKA-MUIIICHH.

Anmumeno-3asucumasn K1emouHdas YyumomoKCUUHOCMb.

Bricokoadunnbie Fey-penientopsl mOMUMO Makpo(aroB MpUCYTCTBYIOT
TaKKe U Ha MOBepXHOCTH ecTecTBeHHBIX Kmiepos (EK, NK, CD16,56+). B3a-
umozerictere EK ¢ momonibio Fey-penentopoB ¢ UIMMYHHBIMU KOMIUIEKCAMH,
00pa30BaBIIMMKCS HA TOBEPXHOCTH KIIETKU-MUILICHH, TIPUBOJIUT K aKTUBAIMN
EK u cekperu uMu 3GGEKTOPHBIX METUATOPOB — MEPPOPUHOB U TPaH3H-
MoB. Ilepdopunsr BcTpansa-

FOTCSI B MEMOpaHy araKkyeMoi
KJIIETKU-MHIICHU U CO3JIaI0T
rUIpOGUITHHBIC OTBEPCTHS B
MeMOpaHe, TpaH3uMBI, TIPO-
HUKAIOT 4pe3 3TH OTBEPCTHS
BHYTPb KIICTKH U aKTUBHPYIOT

nepgpopuHoi,
2paHzumol

EK(CD16,56%)

KJIETOYHBIE Kacmasbl. TakuMm Knetka-muieHnb

00pa3oM BKIIOYAIOTCS MeXa-

PucyHok 68 AHmumeso-3agucumas Kj1emoy4yHas

HHU3MBI aIloIITO3a U KJICTKAa-MH- YUUMOMOKCUYHOCMb

II€Hb YHUYTOXKACTCA.

I T a1anTUBHOT0 HMMYHHOI'O BOCIIAJICHHS.

III Tun aganTUBHOTO UMMYHHOT'O BOCITAJICHUSI PA3BUBAETCS, KOIJa BO
BpeMsI UMMYHHOW peakIny TIa3MaTHIECKHe KIETKH CEKPETUPYIOT aHTHTe-
Ja, oTHOcsAmmecs K knaccam IgG, , u IgM, a anturen npencrapiser us ceds
WCXOJTHO HE CBSI3aHHBIN C KIIETKAMH HYXKEPOJIHBIN OelloK, TOoIaaloniil B
OmMoornYecKre )KUIKOCTH BHYTPEHHEH CPebl OpTaHnu3Ma.
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IIpu 3TOM 00pa3yroTcsl Tak Ha3bIBAEMBIC «IIUPKYIUPYIOMINE HMMYHHBIC
komruiekce (LIMK), npencrasmnstomue u3 cedst cBOCOOpPa3HYIO PEIICTKY,
COCTOSIITYIO W3 MOJIKYNI aHTUTENl ¥ aHTUTeHa. Takas penieTka MOXeT 00-
Pa30BBIBATHCS, MIOCKOIBKY Ka)KJI0€ aHTUTEIIO UMEET JIBa MECTa CBSI3bIBAHUE
anTtureHa — Fab-konmps! (Momekyma [gM nMeeT necath MECT CBSI3BIBAHMS ),
a aHTHUTEH, B CBOIO OYepEeh NMEET HECKOJIbKO AaHTUTEHHBIX ETEPMUHAHT -
SIUTOTIOB (MECT CBS3BIBAHMSI C AaHTUTEIAMH ).

B mexanusmax I Tuna takxe y4acTBYeT KOMILJIEMEHT, aKTUBUPYIOITUICS
M0 KIIACCHYECKOMY ITyTH, TIPUYEM B TPOIIECCE €ro aKTUBAIMK 00paszyroTCs
(hparments! Takue, kak C3a, CSa, Omaromapst KOTOPBIM /ISl YCHUIICHUS] HMMY -
HOTO OTBETA PEKPYTUPYIOTCS M AKTUBHPYIOTCS AOMOTHUTEIbHBIE (harOIHThI
(aeiiTpoITbHBIC JICUKOITUTHI). TakKe MPOUCXOANT aKTUBAITHS 0a30(DHIITOB U
TYYHBIX KJIETOK, YYaCTBYIOIIUX B 00ECIIEYeHNH YKCCYJAaTHBHBIX MPOIIECCOB
B JJAHHOM BHJI€ BOCIIAJICHHS.

Bocnasnenue B peakiusix KJIeTOYHOI0 aIalTHBHOIO HMMYHHUTETA

Kitetounpie ”MMYHHBIE MEXaHU3MBI HAPABJICHBI MIPEXKIE BCETO Ha pac-
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IVTUN
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MO3HABaHHUE YY)KEPOJHOTO aHTHUTEHA, aCCOIIMUPOBAHHOTO C COOCTBEHHBIMHU
KJIETKaMH 1 SIIMMUHAINIO (YHHYTOKEHUE) TAKUX KJIETOK (@ 3TO MOTYT OBIThH
KJIETKH, NHQUIMPOBAHHBIE BHYTPUKICTOUYHBIMH TTapa3UTaMH - BUPYCHI, MH-
KOOaKTepuu; WM MyTHPOBaHHbIE KJIETKU, HAIIPUMED — OILyXOJIEBBIE).
MexaHU3MBbl KJIETOYHOTO aJlalTUBHOTO UMMYHHUTETa Pa3BUBAIOTCS 0€3
Y4acTHsI aHTUTEN U OTIOCPEAYIOTCS B3aUMOACHCTBIEM HMMYHOKOMIIETEHTHBIX
KJIIETOK, CPEAN KOTOPBIX LEHTPAIBHYIO PEryJIUpYIOLIyI0 poib urpatotr Tx1.
[Ipu ux perynupyromeit akTHBHOCTH (hopMupyeTcs 1enblii Habop addexrop-
HBIX MEXaHU3MOB, BKIIIOUAIOIINX B ceOsl:
* (opMUPOBAHUE KJIOHA U AKTHBALMIO LIUTOTOKCHUYECKOTO AECHCTBUS
crienUIHBIX K JTaHHOMY aHTureny T-a¢dexropos (CD8+)
* aKTHBAIMIO IIUTOTOKCHYECKoro aericTBus E kumrepos (CD56+)
* aKTHBAIMIO (arolrTOB U MPEXK/IE BCEro Makpo(aros
brnaronaps peannzanuu 3THX, a TaKXKe psiia IpyTruX MEXaHU3MOB U pa3-
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BHBAETCsI BOCMAJIEHNUE, COMPOBOXKIAIOIIEE Al TUBHBIE IMMYHHBIE PEaKLInH,
KoTOopoe oTHOcUTCS K IV THIy axanTHBHOr0 HMMMYHHOTO BOCTIAJICHHSA.

Hutotokcuueckue T-3ppeKTopbl UMEIOT CHEU(UUESCKHI PEIETOP
K aHTUT€HY M Paclo3HAIOT aHTUTEH B COCTAaBE KOMIUIEKCA C MOJIEKYIaMH
MHCI1, xoTopblif 3KCTIpeccupyeTcst Ha KIeTKaX-MUIICHSX (MH(PUINPOBAHHbIC
BUpYCaMH, OIyXoJieBbie u Ap.). Llurorokcnueckuii apdexr T-a¢ddexrops
OCYUIICCTBIISIIOT IyTeM CEKpelru nepGoprHOB, KOTOPhIC BCTPAUBAIOTCS B
MeMOpaHy KJIETKH-MHUIICHH U CO3JAI0T B HEW OTBEPCTHE, Yepe3 KOTOPOE B
KJIETKY MUILIEHb IPOHHUKAIOT TPAaH3UMBI, TAK)KE CEKPETUPYEMbIE JTUMQOIH-
Tamu. [paH3uMBbI CIOCOOHBI aKTHBHPOBATH B IIUTOILIA3ME aTaKyeMOU KIICTKH
Kacrasbl, 4YTO BKJIIOYAeT MEXaHMU3MBI allorTo3a B KJIETKe-MUIICHH.

EctectBennbie kumtepsl (EK) mpuHuMaroT yyactue B peann3anuy UM-
MYHHBIX MEXaHH3MOB KaK BO BPOXKJIEHHOM HUMMYHHTETE, TOCKOJIbKY, B OTJIH-
gne ot T-addexropos, EK pacrno3HaroT KjIeTku Ha KOTOPBIX TOHW)KEHA WITH
OTCYTCTBYeT dkcmpeccus Monekyan MHCI (ipu 3ToM A pacro3HaBaHUS
monekynsl MHC ecrecTBeHHOMY Kuiliepy He HyxeH komruiekc MHC-an-
TureH). EcTecTBeHHBIE KMIUIEPHI yYaCTBYIOT U B MEXaHNW3MaX a/IallTUBHOTO
MMMYHHUTETA, KOTJIa UX KOJWYECTBO yBEIWYMBACTCA IO BO3AECHCTBHEM
WJ12 u NJI15, cexperupyemoro aumboruramu. Uepes peuenropsl (CD16)
€CTeCTBEHHBIE KUJUIEPHI CIIOCOOHBI pactio3HaBaTh AT Ha MOBEpXHOCTH Kile-
Tok-Mutieneit. L{utotokcnmuecknit apdexr EK He oTnmuaeTcs mo MmexaHusmy
ot T-a3hpexTopoB: Tak ke mociie aKTUBAIUU CEKPETUPYIOTCS TTePPOPUHEI
Y TPaH3UMBI.

Knuauko-mMopQonorniecky BOCIaieHUe B PEAKLUX KIETOYHOTO alalTHB-
HOI'O HMMYHHUTETa PEAIU3YETCS MOCTEIIEHHBIM HAKOIVICHUEM B O4are JIMM-
(houuToB M Makpo(aroB U NX aKTUBALUEN C IIOBPEXICHUEM KIETOK U TKaHEeH
BIUIOTH J10 HEKpo3a. BocnaseHne MOXKeT IposIBIATHCS B KA4€CTBE 0UYaroBOro
(rpamynemsr) U quddy3HOTO.

IHATOJIOI'YSA UMMYHUTETA.

NnMMyHHas cricTemMa WMeeT MeNblii Ha0op MEXaHW3MOB, TTO3BOJISIONINX
el OCYIIECTBIIATh KaK 3allUTy OT WH(MEKINH, TaKk U HAA30pHYI0 (DYHKIIHIO.
IToaTomy ocrabneHrie IMMYHHOTO OTBETa MOXKET IPUBOIUTH TPEXKJIE BCETO
K peau3anny TsHKEJIO MPOTEKAIOEero HHPEKIIMOHHOTO MPOIIecca, TaK M K
BO3HUKHOBEHHIO OITyXOJIEBOTO pOcTa. B TO ke BpeMsi NMMyHHbIE MEXaHH3-
MBI CaMH TI0 cebe MOTYT Pealn30BhIBAaThCS BRIPAKEHHBIM BOCTIAICHUEM U
MOBPEKIACHUEM TKaHEH, YTO MPOWCXOANT B aJaITHBHOM HMMYHHUTETE TIPH
HapyIIeHUH UMMYHOIIOTHYECKOHM TOJIEPAaHTHOCTH U TIpH HapyIieHnn 3pdex-
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TOPHBIX MEXaHM3MOB Ha IK30TCHHBIM aHTUTeH. Takue HapyIIeHHs CIIOCOOHBI
MIPOSIBIISAITHCS PSIIOM MATOJIOTHH.
3TO MOTYT OBITh:

* Hed(EKTHBHBIM IMMYHHBINH OTBET Ha 4y)KEPOTHbIC aHTHI'CHBI — UM-
MYHOAE(DUIINT, KOTOPBIA MOXKET OBITh HACIIEACTBEHHBIM (TIEPBUYHBIM)
W TIPUOOPETEHHBIM (BTOPUYHBIM);

* HMMMYHHBII OTBET YpE3MEPHON MHTEHCUBHOCTH HA UY>KEPOAHBIN U B
psize cirydaeB cam 10 cebe COBEpIICHHO Oe3BpeIHBI aHTUTEH — all-
Jeprust (TUIepIyBCTBUTEIBHOCTS);

* TapajioKcaibHas Peakius Ha COOCTBEHHbIC aHTUTCHBI TIPH HAPYIICHUH
MMMYHOJIOTHYECKOH TOJIePaHTHOCTH — Ay TOUMMYHHBIH miporecc (PA,
CKB, peBmarn3m, reMOIUTHYCCKAs aHEMUS U Jp.)

NmmyHnoneguuurol.

B 3aBucumocTn ot TOTO, ABJIAIOTCSA JIN I/IMMYHOIIe(bI/IHI/ITBI BPOXACHHBIMU
nIIn HpI/IO6peTeHHLIMI/I HX IMPUHATO Pa3aCIIATh Ha ICPBUYHBIC 1 BTOPUYHBIC.

[epBUYHBIE IMMYHOJEPHUIINTHI 00PA3yIOTCS B PE3yJbTaTe TeHETUIECKU
O6YCJ'IOBJICHHBIX HapymeHI/Iﬁ B pa3sBUTHUU U CO3PEBAHNU UMMYHOKOMIICTCHT-
HBIX KIJIICTOK.

OCHOBHBIM KIMHUYECKUM IIPOSABJICHUEM I/IMMyHO]Ie(bI/IIII/ITOB SABIISICTCA
WH(EKIINOHHBIA MPOIIECC, XapaKTEPU3YIOMIETOC HECKOJIBKUMH KITFOYEBBIMHU
MIPU3HAKAMHU: BEICOKOH TSHKECTHIO TeUeHUs (OBICTpOE pa3BUTHE, TCHEpaTH3a-
IHsT); YaCTBIM M YTIOPHBIM PEIUIUBHPOBAHNEM, HEPEIKO CO CMEHOH IIITaMMOB;
B KadecTBe NH(EKIIMOHHOTO areHTa HEPE/IKO BHICTYIAET YCIOBHO-IIATOTeHHAS
(bopa, oOBIYHO HE BBI3BIBAIONIAS WH(DEKIIMOHHBINA TTPOIECC Y UMMYHOCO-
XpaHHBIX JIofiel. Bum Bo30ymuTens, BEI3BIBAIOIIETO STN30/16I HH(PEKIINN TTPU
MMMYHOE(DUITITE 3aBUCUT OT TOTO 110 KAKOM MEXaHH3MY Pa3BHUBACTCS NMMY-
HOJEPUITHNT, K KAKOMY THITY OH OTHOCTUTCS. DTO B 3HAUNUTEIBHOHN CTETICHNA U
oTmpeessieT MOAXOAb! K JISUSHHIO TaKuX 00TbHBIX. [Ipn3Hakn umMmmyHoOnehu-
IIUTOB TIPOSIBIIAIOTCS B CEMEIHOM aHaMHe3e.

B 3aBucuMoCTH OT 3BeHa IMMYHHUTETa B KOTOPOM JIOKATH3YIOTCS TePEKT
(ompenensiercst pe3yasTaTaMi IMMYHOTPAMMBI ), BBIJIENISIOT CIIEYIOIIHE TPYTI-
TTBI TIEPBUYHBIX IMMYHOZE(HUIINTOB:

* crenuduueckne NMMYHOACPUIUTHI (HapYIICHUS aallTUBHOTO/TIPH-
00pEeTeHHOTO UMMYHHUTETA)

o MmmyHOneuInTHI, CBA3aHHBIE ¢ B-KII€TOYHOH HETOCTATOYHOCTHIO
Y TIPEUMYIIECTBEHHBIM J1e(DeKTOM B TIPOILYKITUN aHTHUTEI,

o NmmyHOnedumTsl, cBsi3aHHbIe ¢ T-KIIETOYHOI HEAOCTATOYHOCTHIO,
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o MiMMyHOIeHULUTEI, CBA3aHHBIE ¢ KOMOMHHpoBaHHOU T- 1 B-kierou-
HOI HEJOCTAaTOUHOCTHIO,

* Hecnenuduueckre uMMyHOIEeHULIUTHI (HAPYLICHUS BPOXKIEHHOTO
UMMYHHUTETA)'

o MIMMyHOIEQUIUTEI, CBI3aHHBIE C HEIOCTATOYHOCTHIO €CTECTBEHHBIX
KWJIEPOB,

o MMMyHOIE(UINTHI, CBI3aHHBIE C TTATOJOTHEH (paronuTos,

o MMMyHOIE(UINTHI, CBI3aHHBIE C AePEeKTaMi KOMIUIEMEHTA.

K/IMHUYECKUE NMPU3HAKU MNEPBUYHbIX UMMYHOAEPULINTOB:

Yacmeole, peyudusupyrowue, 2eHepanusyrowuecs uHpekyuu

YcnoeHo-namozeHHas ¢hnopa, KaK npuvuHa uHgekyul
UmmyHoOdepuyumesl 8 cemeliHom aHamHe3e
OmKnoHeHUA 8 uMMyHo2pamme

B-kiieTouHasi HEAOCTATOYHOCTD (MPEUMMYIIECTBEHHBII Ie)eKT MPOTyK-
UM AHTHUTEJ)

OTH BUABI UMMYHOAC(PHUIIUTOB KIMHUYECKU TPOSIBIIOTCS TSDKEIIO Te-
KYIIMMH, PEUUAUBUPYIOIIMMH OaKTepruaabHbIMU MHPEKUUAMU (CpeaHUu
OTHUT, THEBMOHUS, MMOAEPMHUTHI, KOHBIOHKTUBUTBI, CHHYCHUTBI, MTATOJOTHS
JKKT). ITockosnbKy mpH 3THX UMMYyHOAE(QHUINTAX HApyIIEHO HOPMaJIbHOE
00pa3oBaHuE aHTUTEI, TO MOXKET MPUBOIUTH K COUETAHUIO C UMMYHOIE(DH-
IIUTOM W MHBIX BHJIOB HApyIIEHUs] IMMYHUTETA: aTOMMYECKOHN aJuIepruy WIH
ayrouMMyHHoro nponecca (CKB, peBMatouaHbli apTpuT, 1€PMaTOMUO3HT,
AyTOMMMYHHBIA THPEOUIUT)

[Ipumepbl NpUYUHBI U TATOT€HE3a BPOXKACHHBIX HMMYHOAC(PHUIIUTHBIX
HapyLICHUH TYMOpajJbHOTO MMMYHHTETa (B B-KiieTouHOM 3BEHE) mpuBe-
JIEHBI HIKE:

° AramMMorso0yJiuHeMusi, cuenjgeHHas ¢ X-xpomocomoii (00,1e3Hb
Bpyrona, XLA)

3Ot0 3a007€BaHKE CBSI3aHO C HapylIeHneM Au(pepeHINPOBKHU U CO3peBa-
Hust B-JI® Benencteue nedexra bpytonosckoii TuposuHkrHa3kl (B-knerounas
TUPO3MHKMHA3a) crelupuuHoi s B-kiaetok. B pesynbrare Ha pymiaercs
co3peBanue npe-B kierok B B-muMdounTel. Y G0NBHBIX B UMMYHOTpaMMe
CHIDKEHO 4ncIIo 3penbix B-JID u mina3MonuToB, a Takke CHI)KEHAa KOHLIEH-
TpaLusi KMMYHOTJIOOYIHHOB.

" Mpumepel Hecneyuguyeckux uMMyHoOepuyumMos paccMompeHsl 8 napazpdage «KnuHudeckoe
3HAYeHUe HapyweHUs MexaHU3MOo8 8pOX0eHH020 UMMyHUmMema. [lamosnoaus socnaneHus»



I'raBa 6. [TaTosorua uMmmyHHTeTa. Bocnasenue 131

° I'pynma cuHApPOMOB, XapaKkTepu3ylomasicsi ANCTaMMAarIo0yJInHe-
MHEH:
* Cyennennulii ¢ nonom aunepummynoznodynun M cunopom.
l'unepuMMyHOTTOOYIMH M CHHAPOM CLETUICHHBIH ¢ X-XpOMOCOMOM Ha-

cnenyercs B 70% ciydaes, ocranbHble 30% - BapuaHThI CHHApPOMA, Haclie-
JlyeMbIe ayTOCOMHO-PEIeCCUBHO. B nMMyHOrpaMme OONBHBIX MPH PE3KOM
cumwkenuu IgG u IgA yBenuunBaetcs yposenb IgM.. HapymaeTcs nponyk-
st CD40L (CD154). Dxcnpeccust storo Oenka Ha T-JID criocoOCcTByeT ux
B3anMozeicTBHo ¢ B-JID (uepes peuentop CD40), 4To CIyKUT CUTHAJIOM
i nuddepenipoBkr nociaeqaux. OrcyrerBue B3aumoneiicteust CD40L
1 CD40 y GONBHBIX ¢ IMMYHOJE(GHUIIUTOM IIPUBOIUT K HAPYLICHUIO TU(de-
PEHIIMPOBKHU U nepexitoueHus B-kinetok ¢ cunresa [gM na cunres IgG, IgA,
IgE. B pesynbrare Ha (hoHE MajieHus] KOHIICHTPAIIMU BCEX OCTAIBLHBIX UMMY-
HOIIOOYIMHOB yBennuuBaeTcs [gM. Kimnanuecku 3a0071eBaHne MTPOSIBIISICTCS
PEUUAMBUPYIOMIMMH MTUOTEHHBIMU WHQEKITHSIMU.

o Jeppuyum cyoxnaccos IgG.

OcHOBY naTtoreHesa JaHHbIX UMMYHOAC(QUITUTOB COCTABIISIOT TCHETHYE-
CKHUE HapyIIeHUs TIEPEKITIOUEHHsT H30TUITIOB UMMYHODIIOOY; IMHOB. KonmmuecTBo
T- n B-KJIeToK 1ipu IaHHOH rpyIine IMMYHOJIE(PHUIIUTOB 0CTAETCSI HOPMAaIlh-
HeIM. B 9TO# rpynme naunGonee 9acto Berpevaercs aepuumr IgG,. Ipu ne-
¢unure IgG, HapymaeTcst akTuBays MakKpo(haroB ¥ MOHOLIUTOB C y4aCTHEM
Fc-penienrropos I tuma (FcyR I). Ot Buma nedekra 3aBucut Tspkects U
xapaxrep uHdexuu. Tax npu nepunnr IgG, (onu BHIPabATLIBAIOTCS OOBIYHO
Ha MOJIMCaxXapUAHbIC aHTUI'€HbI) Pa3BUBAETCS THEBMOKOKKOBAsI 1 MEHMHIOKOK-
KOBast MHPEKITNSA. DTH UMMYHOIE(HUITUTHI MOTYT OBITH N30JUPOBAHHBIMH HITH
COYETaThCs C CHHAPOMOM BuckoTrTa-Onpuda, arakcuei-TeIeaHrnodKTa3uei
WU CUHAPOMOM «T0JIbIX TUM(OoLUTOBY. YacTo pa3BuBaeTcs Ha (JOHE aTOIUH,
FOBEHIIBHOTO caxapHoro nmuadera, CKB.

o Cenexmugnwiii degpuyum IgA.

D10 HambOJIee YacThIi U3 BCEX TIEPBUYHBIX HIMMYHOIE(PHUITUTOB (Y €BPO-
MEHIIeB pacIpoOCTPaHEHHOCTh B MOMyIsAIuH coctapiseT ot 1:400). Curmpom
xapakrepusyercs HapymenneM auddepeniuporku B-JIO, npuBoasmeit k
HapymeHuto cuaTe3a [gA. CHIbKeHre Pe3UCTEeHTHOCTH K MH(EKITUIM, CBSI-
3aHHOE C yTHETEHHEM 00pa30BaHMs CEKPETOPHBIX aHTUTEII IIPU CEIEKTUBHON
HepocTatogHOCTH [gA, 0OBIYHO TIPOSBISETCS ydameHneM smmu3on08 OP3,
OCJIOXKHSIOLINXCS Pa3BUTHEM OPOHXHMTOB, TAHMOPUTOB.

o O0wmmii BapuadeabHblii uMMyHoaeduuur (OBU. SVID).
[Tox OBU monumaroT noaumMop(}Hy0 Irpynmny MepBUYHBIX TMMYHOJIE-
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¢unuroB ¢ paznuuHbiMu nedextamu QyHkuuii JIO. Haunnaercs B 3penom
Bo3pacte. CyIlleCTBYeT ABa BapUaHTa:
* ¢ npeobnaganueM 1eeKToB KIETOYHOTO 3BeHa (yrHeTeHHe T-XemnmepoB)
¢ npeoOnaganueM aedeKTa aHTUTeI000pa30BaHUS
Hacnenyercsi cHHAPOM reTeporeHHo (ayTOCOMHO-IOMHUHAHTHO MJIH CLie-
TUICHO C TMOJIOM). Y OOJIbHBIX B KJIETOYHOM 3BEHE YBEIMYEHO KOJIMYECTBO
T-xmnepos (CD8+) u, B TO ke BpeMsi YMEHBIIIEHO KOIM4ecTBO T-Xenmnepon
CD4+ (koaddunment T,/T, cauken) , cHwken ypoenb MJI4,5, Berenctaue
Yero CHIKEHO 00pa3oBaHKe aHTHTEINl. B TyMOpalbHOM 3BEHE CHUKEHO KOJIH-
yecTBO B-JI® 1 uMMyHOTIIOOYJIMHOB.

T-KiaeToYHAsI HEIOCTATOYHOCTD

Orta rpynna UMMYHOJC(UITMTOB MPOSIBISETCS TSHKEIBIM TeUeHUEM HH(EK-
[IUI BRI3BAHHBIX BUPYCaMH, rpu0aMu u npoctedmmmu. Mudexnun permm-
BHPYIOT ¥ IMEIOT HAKJIIOHHOCTH K TeHEpaJTU3aIiHy.

o Cunagpom du dxopaxe (Di-George)

Oto 3a00NeBaHUe TIPEICTABISICT COOON BPOXKICHHOE OTCYTCTBHE (armia-
3Msl, TUTOIJIA31sl) WK HEJOPa3BUTHE TUMYCa W TMAPAIIUTOBUIHBIX JKEIe3.
[Ipuunna — rpy0oe reHeTHueckoe HapyieHne — JAeselust B 22 XpoMocoMe, B
pe3ynbTare Yero HapyIaercs SMOpruoHaibHas UG GepeHIIUPOBKa STUTESITUS
B 3 u 4 mioTouHOM KapMmaHax. Iy 60IpHBIX XapakTepHa JTuMdoneHus (B
MMMYHOTpaMMe Pe3KO CHIDKeHO KonndecTBo T-mumMormros: CD3+, CD8+,
CD4+ u B-mumoruroB — CD19+). ¥ 31X G0IBHBIX OTCYTCTBYET PEAKIIHS TH-
MEPYyBCTBUTEIBLHOCTH 3aMEUICHHOTO THIIA, OTCYTCTBYET OTTOPKEHUE TPAHC-
IUIAHTAaTa. DTOT IIOPOK YacTO COUETAETCS C IPYTUMHU AUCTECHE3UAMHU, TAKUMHU
Kak Terpaga damio, aHOMaIusa AyTy aopTsl U T.1. JJ1st GOIbHBIX XapaKTepeH
clleayroIuii rabuTyc: HeAOpa3BUTasl HUKHAS YEIFOCTh, HU3KO ITOCA’KCHHBIE
YILH, THIEPTENOpU3M (YBEJINUYEHHE PACCTOSHUS MEXK 1y apHBIMU OpraHaMH,
Hamp. 11a3a). Hanbonee paHHuii CHMIITOM, CBSI3aHHBIN ¢ COUETaHHBIM HEIO-
Pa3BUTHEM NAPALIUTOBUIHBIX JKeJle3 U Ae(PUIIMTOM I1apaTropMOHa — CyAOPOIH,
BIUIOTb 10 T€TaHUU (y’Ke Ha BTOPBIC CYTKU IOCIIE POXKACHUS).

KomounupoBannasi T- u B- kjieTouHasi HeOCTATOYHOCTH

Knmanyecku sTa rpymnia CHHAPOMOB XapaKTepU3yeTcst HHPEKIHSIMHA, BbI-
3BaHHBIMH BCEMHU BUIaMH BO30OyIHUTENEH: OaKTeprsMH, BUPYCaMu, TpHOaMu
MPOCTEUIIUMU

° Tsakesas KOMOMHHPOBAHHAS MMMYHOJOTHYECKAasi HeT0CTATOY-
Hocth (TKHUH, SCID)
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TKUH npencrapmsietr u3 ceds rpyniy CHHAPOMOB, XapaKTepU3yoIasics
OTHOBPCMCHHBIMHU HAPYIICHUAMU KJICTOYHOI'O U T'YMOPAJILHOIO MMMYHUTETA,
COITPOBOKIAIOIIMMIECS aria3uell TMMQONIHON TKaHU U JICTIa3Uel THMYca.
HacnenyioTcst mo-pa3HoMy: ayTOCOMHO-PELIECCHBHO UIIM CHETIICHO C X-XPO-
Mocomoii (50-60%).

[Tpr4uHBI U TATOTEHE3 MOTYT OBITH PA3TUYHBL:

* HapyeHue 00pazoBaHus perentopos K [L2 BereacTBre HacIenCTBEH-
Horo JleeKTa CHHTEe3a TaMMa-1ieny penenrtopa k 1L2;

 Hapyuienue oopasosanus TCR (CD3);

* HapyuieHue JeneHus T-KIeTOK BCIeICTBHE TeHETHYECKOro aedeKTa,
IPUBOJAIIErO K OTCYTCTBUIO aJICHO3UHACAMHUHA3bI, YTO IIPUBOJUT K
MHTUOUIIAN T€30KCHAICHO3MHOM THMHU/IAIATCHUHTETA3E], HEOOXOIMMOI
JUTSL ICJICHUST KIICTKH,

* HACIEJICTBEHHBIN AeQHUINT MypuHHYKIeo3ua-pochopunasel, Hapy-
Iaromee nNpeBpaliCcHue NHO3MHAa B TUIIOKCAHTHH W NPUBOAAIICC K
MMOBPCKACHUTO T-KJIeTOK, B PE3YJILTATC HAKOIIJICHUSA TOKCUYCCKHUX
MeTa0O0IMTOB MHO3KHA.

B pesynbrare HapyuieHus cozpeBanus 1 auddepennnpoku JIO B ummy-
HOTpamMMe yMeHbIIeHbl kKonndecTBa CD4+ u CD8+ nmumponuTos, a Takxe
coZIepIKaHKe aHTUTEI.

o CHHAPOM «ToJibIX JTUM(OIHTOB)

Jli1st OOJIBHBIX € ATUM MMMYHOAC(PHUIIMTOM XapaKTepeH Ae(eKT IKCIpec-
cuu Morneky’l MHC2 B aHTHUTEH-TIPE3eHTHUPYIOUINX KJIETKAX, YTO TMPUBOIUT
K HapyUICHUIO MPe3eHTAIlMN aHTUTeHa U HapyIIeHuI0 Tu(depeHITupOBKI
CD4". 3a0oneBanne HacIeMyeTCsS ayTOCOMHO-PEIICCCHBHO. B nMMyHOTpamme
MIPOSIBIISIETCS HApYyIIEHHEM co3peBaHus T-xenmnepoB, 00pa3oBaHus criennhu-
YECKUX aHTUTEN, IUTOTOKCHIHOCTH T-3¢(HeKTOpoB.

o Cungpom Buckorra-Oagpuua.

D10 3a00yIcBaHNE MPEACTABISCT U3 Ce0s CIETUICHHBIN ¢ X-XpOMOCO-
MOH TEPBUYHBIA UMMYHOAE(DHUIINT, IPH KOTOPOM B pe3yJabTaTe MyTaIlu
B KJIETKaX CHHTE3WPYETCS aHOMAIbHBINA IUTOIIA3MaTHIeCKUH TTPOTEHH
cuaapoma Buckorra-Onnpuga (WASP). DT1oTr Oenok crmocoOeH CBA3BIBATH
TIIOTaTHOH-S-TpaHcdepasy, KoTopas Heodxoauma s ponmdepanuu T-JIO
npu ux konrakre ¢ AIIK. Kpome toro, B T-JI® BO3HUKAET yHHKaJIbHas
aHOMAJIWA, CBA3aHHAs C HAPYUIIEHUEM IHTOCKeNeTa (HapylleHne TOoJspH-
3alyy IUTOCKENeTa Mpu Kooreparnuu ¢ B-JID). Ot HapynieHnst mpuBOIUT
K OTCYTCTBHIO OTBeTa Ha T-3aBUCHMBIC aHTUTEHBI U HAPYIICHUIO CEKPEIIHH
MMMYHOTIIOOYJTHHOB.
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ITpu 5TOM CHHApPOME POUCXOIUT TAKIKE HAPYIIICHUE 00Pa30BAHUS TPOM-
0OIMTOB, YTO peaTU3yeTCsl TPOMOOIMTOIICHUEH 1 TPOMOOLIUTONATHEH. YMEHB-
nraercst pazmMep TpoMOOIMTOB, HAPYIIAETCsl UX CIIOCOOHOCTh K aAre3ud U

arperaruu.

KNETOYHbIA UMMYHUTET CuHapom «ronbix rYMOPA/IbHbIA UMMYHUTET
nvumdoumnTos»

BpyT

B-numdouuTsl
(€D19,20+)

APOM Buck
Onppuya

BonesHb

OHa

PucyHok 71 MexaHu3mbl 8p0x0eHHbIX cneyughudeckux ummyHodeguyumos

MnepummyHorno
KNETKU-MULLIEHN 6ynuH M cungpom

ITomMuMO MepBUYHBIX, B KIMHUKE OYEHb PACIIPOCTPAHEHBI N BTOPUYHBIE

MMMYHOZE QHUIINTHI, KOTOPBIE MOTYT BO3HHUKATh B PE3YJIbTaTe BO3/IEH
UMMYHHYIO CHCTEMY CaMbIX Pa3JIMYHBIX (PAKTOPOB, a UMEHHO:
* HMOHM3HPYIOIIETO M3ITyIeHUS

CTBUA HA

* XUMHYECKHX KCEHOOMOTHKOB (TSKENbIE METAILIBI, TOKCHYECKHUE yIiie-
BOJOPOIHBIC COSAMHECHIUS, TICCTUITUIBI, TTOTUITUKINICCKIE apOMaTH-

YEeCKHe YIIeBOAOPO/IbI, HUTPUTHI, HUTPATHI)

* uHpEKIUOHHBIX mporieccoB (BUY-uHdpekIus, rpurii, Cencuc...)

* sHA0KpuHHON matonornu (bonesns Unenko-Kymiara)

AJteprus

Tepmun «Amneprus» Ben [lepke mociie moiaydeHns «MHON peaKum Ha

AQHTUTOKCHUYECKYIO ChIBOPOTKY y JETeil.

AJI/IEPTUA — 3mo adanmusHas UMMYHHASA peaKyus op2aHuU3mMda, pa3eusearousasca 6

omeem Ha 8HeWHUl aHMU2eH U Conposoxcoarouwascsa nospexcoeHuem cobcmeeHHbIX

mkaHeli
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B annepronoruu CyniecTByeT TakKe MOHATHE MCEBA0AJIEPTrHs — OTO
MATOJIOTHS, MPOSIBIISIFOINASCS KIMHUYECKU KaK ajyIeprusi, B ee MmaroreHese
MPUHUMAIOT YYaCTHE T€ K€ MEAMATOPBI, HO OTCYTCTBYIOT COOCTBEHHO MM-
MYHHBIC MCXaHU3MBI.

AJnnepruueckre peakiuy Ype3BbIYaiiHo pacnpoctpaHensl. [1o HekoTopbM
OIleHKaM cuuTaeTcs, uTo okoso 10% HaceneHus 3eMiu cTpajaroT MposB-
JIeHusIMU ajieprun. Hambonee yacTo BCTpeyaroTcst TaKue ajiepruiecKue
0oye3HM, KaK MOJUIMHO3, OpOHXHMAaNIbHAS acTMa, MUIICBas aJNIepPTusi, OTEK
Kaunke. C kax/1bIM rOIOM paclpOCTPAaHEHHOCTh aJIJIEPIUH yBETUYUBAETCH,
YTO CBA3BIBAIOT C IOABJICHHUEM BCC HOBBLIX BCUICCTB, BbI3bIBAIOIIUX aJlJIEp-
TUIO, - AJJIEPreHo0B B pe3ylIbTaTe Pa3BUTHS IIPOMBIIIIEHHOCTH, 3arpsi3He-
HUSI OKPYXKAIOIIEH Cpelibl, pocTa MOTPEONeHHUs IEKAPCTB M CHHTETHYECKUX
J00aBOK K MPOAYKTaM MUTaHus. Takum 00pa3oM, ajljiepreHbl — 3T0 aHTH-
reHbl BbI3BIBAIOIIHE AJUIEPTHYECKYIO PeaKInio. AJulepreHsl 00a1aoT
BCEMH CBOMCTBAMH aHTUICHOB U HOJIOGHO UM GBIBaIOT IIOJIHBIMH U HEIIOJI-
HBIMH (TanTensl). ['anTensl camu He 001a1al0T AaHTUTEHHBIMU CBOMCTBAMU U
nproOpPETAIOT UX TOJIBKO B KOMITIEKCE ¢ HOCUTeNeM (0OBIYHO COOCTBEHHBIC
Oenku opranusMma). ['anTeHaMu OBIBAIOT HU3KOMOJICKYJISIPHBIE COSIMHECHUS
(HampuMep, JIeKapCTBa).

AunepreHsl ObIBatOT HHOEKIIUOHHBIE U HEMH(EKIIMOHHEIE.

Bce HeI/IH(i)eKI_II/IOHHBIe AJIJICPIrCHBI 110 IMTPOUCXOXKIACHUIO IPUHATO ACIIUTH
Ha IpyIIIIbL

o BbITOBBIE ajsiepreHsbl. JJOMaIHsIs IbUTh — OJTMH M3 OCHOBHBIX OBITO-
BBIX aJUIEPTEHOB. ITO MHOTOKOMITOHEHTHBIH aJlJIepTeH, COCTOSIINHN 13
YaCTUYEK ONIEKIbI, OCIbs, IPEBECHHBI, TKAHEH JOMAITHUX HACEKOMBIX.
Oco0eHHO CHIIBHBIMU aJJIEPTCHHBIMU CBOMCTBaMH 00anaroT (par-
MEHTBI TOKPOBOB MUKPOCKOITHIECKOTO Kirerika — Dermatophogoides
pteronyssinys, KOTOPBEIH OOHUTAET B TTIOCTEIILHOM O€Jbe, TUTAsCh CITy-
IICHBIMH SMTUACPMATEHBIMA YaCTUIKAMH.

° HHcekTHBIE ajljIepreHbl. DTO aJIEPTeHBI BXOSIIIE B COCTAB sA/a JKa-
JISIIINX, CITFOHBI KYCAIOINX U TBITh, 00pa3oBaBIiasics u3 (parMeHToB
HACEKOMBIX. Yallie BCero BCcTpevyaeTcs ajuieprus, BhI3BaHHAS OeIKaMH,
BXOJIAIIIIMH B COCTaB si/1a OC.

° JnuaepMaibHble ajiepredbl. Cioa OTHOCAT ajIepreHbl, aCCOIH-
WPOBAaHHBIE C TIEPXOTHIO WA MIEPCTHIO )KUBOTHBIX, MEPhIMH TITHII,
Yenryeu puio.

o JlekapcTBeHHbIe ajuieprenbl. [IpakTudeckn o000 IeKapCTBEHHBIH
Mperapar MOXeT BBI3BaTh Pa3BUTHE aIepruiecKkoil peaknuu. Hau-
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OoJsiee pacrpocTpaHeHa alieprus K aHTHOMOTHKAM, B YaCTHOCTH, K
MECHULIWJIINHY.

o [IblIbLIEBbIE ajlJieprenbl. AJUIEPreHHBIMH CBOMCTBaMU 00NagaeT
IBUIBbIIA PACTCHUH pa3MepoM MeHee 35 MKM, €CJIM OHa JJOCTaTOuHO
neryya. Haubonee 3Haunma B cpeaneit nonoce Poccuu mbuibiia 3ia-
KOBBIX TpaB (TUMO(eeBKa, paiirpac, MITIHNK) U IepeBbeB (onbxa, Oe-
pe3a, kien). Ha rore Poccun HaubGosee CHITbHBIN ajjIepreH — MblUIbla
KyCTapHUKa aMOpO3HS.

o [IuunieBble ajieprenbl. Hanbosnee yacTo ayiepruieckue peaxkiuu
BBI3BIBAIOT TAKKE MPOJAYKTHI, KaK pbIOa, MIIEHUIA, TOMATHI, 000BI.

o [IpombllieHHbIEe ajIepredbl. Ha mponsBojicTBe aeprus y pa-
OOTHHKOB MOXKET BO3HUKATh K CKUIIUAAPY, JETTIO, CMOJIaM, JlaKam,
COoeIMHCHUSIM HadTanuHa, OCH30/1a U T.]I.

Auneprensl HH()EKIIMOHHOTO TPOUCXOKAeHUS. Bo30ynuTenu nH(EKInoH-
HBIX 3a00JI€BaHUi U BBIACIISICMBIC UMU IMPOAYKTEI B IIPOLECCE KU3HCACATCIIb-
HOCTH MOTYT BBI3bIBaTh Pa3BUTHE aJUIEPIHUECKUX peakiuid. Te nHpeKIuH,
B PAa3BUTHUHN KOTOPBIX BEAYIIHUMU SIBJISIFOTCA aJUICPTUYCCKUC MCXaHU3Mbl Ha-
3bIBAOT I/IH(I)CKHI/IOHHO-EUUICPI‘I/I‘IGCKI/IMI/I. K taknm SaGOHeBaHI/IHM OTHOCAT
XpoHHUYECKHe HH(peKIuu (TyOepKyne3, cuduuc, jJenpa, opyremies u ap.).
3Ha4nTENbHA POJIb AJUIEPIHUECKUX MEXaHH3MOB B IATOT€HE3e IPUOKOBBIX
3a00JIeBaHMii — acTiepruie3, aKTHHOMUKO3, THUCTOTIA3MO3 U T.1I.

IMaTorenes ajjiepruyecKux MpoueccoB.

Vike TaBHO B aJICPTOJIOTHN TIOTYYIIIa PACTIPOCTPAHEHUE KITACCUDUKAITUS
R.A.Cooke (1930), B koTOpOIt BCE alIepruIecKue Peakiiny Pa3aeisuIuch Ha
peaxIy HeMEUIEHHOTO (BpeMs Pa3BUTHUS — OT HECKOIBKIX MUHYT) U 3aMe/I-
JIEHHOTO (BpeMs Pa3BUTHA — 2-3 CyTOK) THTIA.

Onraxo HanOObIIee MPU3HAHUE B AJIEPTOIOTHH TOTyUIIIa KTaccuduka-
s, pemioxerras Jxemmom u Kym6com (P.Gell, R.Coombs) B 1963 romy.
OHU BBIIETUIIN YETHIPE OCHOBHBIX THITA AJUIEPTHUECKUX PEaKIHi (CM. BBIIIE:
THUTIBI AAANITHBHOTO UMMYHHOTO BOCTIJIEHUS ):

I mun (anagunaxmuueckuii, peazunogwtit). ITH PEaKINN XapaKTepH-
3y10TCs BBIpaboTKOM antuten knaccos IgE, IgG,, HaspiBaeMbIX pearunamy,
KOTOpbIe (PUKCHUPYIOTCS HA TYYHBIX KiIeTKax U 6a3oduiax. [Ipu moBTropHOM
MOTIaIaHAH aJuIepreHa MPOUCXOAUT 00pa3oBaHe HMMYHHOTO KOMILIEKCa
MIPSIMO Ha TMTOBEPXHOCTH TYYHBIX KJIETOK, PE3yJIbTaTOM YETO SBISETCS UX aK-
TUBAIWS U JieTpanysaiws. 1o aToMmy MexaHH3My pa3BUBAIOTCS: aTONMYECKas
OpoHXHMaNbHas acTMa, OJUIMHO3, KPAalMBHAUIA, oTek KBUHKE, aHa(UIaKTH-
YECKU LIOK.
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Il mun (yumomoxcuueckuiir). IIpy 7TOM TUIIE peaKIIUU CUHTE3UPYEMBbIE
TJIa3MOLIMTaMU aHTHTENa OTHOCATCS K kimaccy 1gG u [gM/ Oun o6pasyrot
MMMYHHBIH KOMIUIEKC € KJIETOUHO —ACCOLIMMPOBAHHBIMU aHTUTCHAMHU. A KJIET-
KU—MHUILIEHH, SKCIIPECCUPYIOLINE 3TH aHTUT'€HbI CTAHOBSITCS OOBEKTOM LIUTO-
7132 C y4acTHEM KOMIIJIEMEHTA U KieToK-3¢dexTopos. 1o aTomy MexaHusmy
Pa3BUBAIOTCS JICKAPCTBEHHAS! aJNICPrys, aJUIEpruuecKasi HUTONEeHUS U T.J.

Il mun (mun Apmioca, ummynnokomniaexchuutil). B 1aHHOM ciyuae
peakuust 00pa30BaHUsI UMMYHHOTI'O KOMILJIEKCA IPOTEKAET C YIACTHEM TEX JKe
AQHTHTEI, HO BHE CBS3M C KJIeTKaMu. Peraromiee 3Ha4eHNE UMEET aKTUBALMs
komIuieMenTa. [Ipumep — ceiBopoTouHas 6one3nb, eHoMeH ApTioca.

1V mun (3ameonennasn cunepuyecmeumenbHoCHp). ITa Peakys IPOUCX0-
it Mexny dpdexropapiMu T-muMporuTaMn 1 aHTUTEHOM, TIPH OCHOBHBIMU
MeuaTopaMu SBISTIOTCs TMMQOKHHBL. K peakiysm 3Toro Tha MOXHO OTHECTH
MHOTH€ HH(EKIHOHHO-aJUIEPTUUECKHUE U Ay TOUMMYHHBIE OOJIC3HH.

I Tun annepruveckoii peakuun (aHagUIaAKTHYECKUI, pearuHOBBII).

Tepmun «anadwmnakcus» O0buT ipemioxker [loprepom n Puuetom B 1902
TOJLy JJIsl OTIMCAHUS IPUYMHBI CMEPTH CO0aK, KOTOPHIM B 9KCIIEPUMEHTE BBO-
JTUJICS] DKCTPAKT LIynajien Meay3bl. Haunnas ¢ 3Toro BpeMeHn aHapuiiakcus
MMOHMMaJach KaK UCKYCCTBEHHO-BbI3BaHHAsI ajlIeprudeckasl peakius, K Ko-
TOpOM OTCYTCTBOBaJIa HACIEICTBEHHAS TPEPACIIONOAKEHHOCTD. Y UeIOBEKa
ObUTa onrcaHa aHAJOTHYHAs €CTECTBEHHAs ajuIepruyecKkasl peakuus, A
kotopoit Koke u Koka npeyioskuim TepMuH «atonush». JTa peakiys Kak mpa-
BUJIO COITPOBOXK/Iajach HACIEICTBEHHOM MPeIpacoIokKeHHOCThI0. [1o31Hee
OBLIO oIpezesieHa POJib PEarnHOB — CHEM(DUUCCKUX aHTHTEN, 00pa3yIOIUXCs
B OTBET HA MONa/IaHUE aJJIEPreHa U BBI3BIBAIOIINX aTOMHUYECKYIO PEaKIHIo.
[Ipu aronuu B OTBET Ha MOMAaJjaHUE aHTUTEHA MJIa3MaTHYECKHUE KIETKH OTBe-
YaloT MPEUMYILIECTBEHHO 0Opa3oBaHueM anTuren kinacca IgE. O6pasoBanue
IgE, B cBOIO Ouepenp, CBsI3aHO C MpeodnagaHueM B IMMYHHOM cTaTtyce Tx2
Hajg Tx1 m yrHeTeHHeM KJIETOYHBIX MEXaHH3MOB UMMYyHHTeTa. Takoil uMm-
MYHHBIH cTaTyc, M0-BUANMOMY, HaclIeAyeTcs U ceddac y»ke N3BECTHBI OKOJIO
20 renoB Ha 4,5 8 u 13 xpoMocoMax, HE3aBUCUMOE HACIEIOBAHNE KOTOPHIX
OTBETCTBEHHO 32 Pa3BUTHE aTOIHH.

B narorenese aTonuu 3HaYUTENBHYIO POJb MOTYT UIPaTh U LEJNbIH psij
HEMMMYHHBIX MEXaHU3MOB, HEKOTOPBIE U3 KOTOPBIX UMEIOT HACIEeICTBEHHYIO
MIPEaPaCONOKEHHOCTb:

o OcoOEHHOCTH MHHEPBAIMU COCYIOB U OpPOHXOB (yBEINYECHHE XOJIUHO-
PEAKTUBHOCTH, 0. -aIPEHOPEAKTMBHOCTH M CHIKEHHME 3 -apeHOpeaK-
TUBHOCTH). KiITMHNYeCKN 3TO MpOosBIAeTCs CIacTUYECKO TOTOBHOCTHIO
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OpoHx0B 1 6enbIM AepMorpadusmMoM. Tak pu OpOHXHATBEHON acTMe
CIACTHYECKUH MPUCTYI MOXKET B i€ CIydaeB IIPOBOIMPOBATHCS HE
TIOTIaJIaHNEM aJUIepPreHa, a SMOIIMOHAIBHBIM HAIIPSKEHUEM, HCITYTOM,
BJBIXaHUEM XOJIOJHOTO BO3AyXa U JIp.
° HecTaOHabHOCTh MEMOpaH TYYHBIX KJIETOK, UX TOTOBHOCTb K JIerpa-
HYJIALIMU B OTBET Ha JeHCTBHE HEeCTIEUPUUECKUX pa3ipakuTeleH,
Jaxe GU3NYECKON MPUPOABI, YTO MOXKET MPOSBIISATHCS, HAIIPUMED,
TaKOM ICEBJOAIIIEPIrUUECKON peakIMel, KaK X0JI010Basi KPAallMBHULIA.
° [loBbllIeHNE TPOHUIIAEMOCTH CIU3UCTHIX U KO)KHBIX OaphepoB.
B narorenese amiepruueckrux peakui TpaAULIMOHHO PHUHATO BBIACIATD
TPH OCHOBHBIE YCIIOBHBIE CTa/IU:
o MIMMyHOJIOTHYECKY10, KOTOpasi OMpeAessieTcs] B3auMOIeHCTBHEM ajl-
JIepreHa ¢ aHTUTEJIaMU I UMMYHOKOMIIETEHTHBIMU KJIETKaMU;
o [laToxumMu4ecKylo, CBA3aHa C BBIJICIEHUEM MEAMATOPOB aJlJIEPIUU U
UX JIEUCTBUEM Ha TKaHU;
o [latopu3ronorndeckyro, KoTopas onpenensercss MOpGoIOrHueCKUMU
1 QYHKIIMOHAILHBIMUA H3MEHEHHSIMHU, PA3BHBAIOIIMUCS B TKAHSIX TIPH
aJIIepPTUIECKOM POIecce
Hmmynonozuueckan cmaous. Pearnnpl yaie OTHOCSTCS K KJaccy aH-
tuten IgE, koTtopsiii Tepmosabuien (nenarypupyercst mpu 56°C — 4 vaca).
Csoum Fc — xonmom (constant fragment) IgE dbukcupyercs Ha BeicokoahuH-
HOM penentope Fce Ha MOBEpXHOCTH TYYHBIX KIETOK U 0azoduioB. [[pyroit
KoHer] MoJieKkyrnsl Fab (antigen-binding fragment) cBsi3pIBaeTCsS ¢ aHTUTEHHOM
JMeTepMHUHAHTOH ayuteprena. OnuH amiepred (ero HeCKOJIBKO JEeTCPMUHAHT)
MOYKET CBSI3bIBATHCS C HECKOIBKIMH aHTHTEIaMH Ha TIOBEPXHOCTH TYIHBIX
KJIETOK. B pe3ynbsrare B3anMoIeiiCTBUS ajulepreHa ¢ aHTHTEIaMi Ha TIOBEpPX-
HOCTH TYYHOH KJIETKH, OHa aKTUBUPYETCS U ICTPaHyTHPYeET.
Ilamoxumuueckaa cmaous. Bo BpeMsi IaTOXUMUYECKON CTaINU KIIETKHU,
YYaCTBYIOIIHE B aTOMTUYECKON PEAKITHH BBIACISIOT PST MEANATOPOB. YUacTBY-
FOIIHE B 9TOM THITE aJUIEPTHH aKTUBUPOBAHHBIE U IETPAHYIIMPYIOINE TyYHbIE
KIIETH ¥ 0a30(WIIbI BBIIEISIOT NePBUYHbIE MeIUATOPHI, & PUBICYCHHBIC
B OYar ajuIeprudecKkoro BocmaaeHus 3(h(HeKTOpHbIC KISTKH (303HHOMUIIBI H
HEUTPO(HIIEI) — BTOPUYHbIE MeINATOPbI.
Meouamopewi, svidensemvie myyHbLMU KIEMKAMU.
° I'mcramuH. B peanmzanmu 3pPeKToB rucTaMuHa IpH aJUIEPTUIECKUX
peaKIusIX y4acTBYIOT PEIeNnTOPhI KIETOK-MUIIeHel AByX Tumos (H1
u H2). Ctumynsus rucramuHoM H1-penentopoB TmakuxX MBIIIIT
BBI3BIBACT MX COKpAIIEHUE, YTO MPUBOJHUT K PACITUPEHUIO apTepril U



I'raBa 6. [TaTosorua uMmmyHHTeTa. Bocnasenue 139

YBEIMYCHUIO TPUTOKA KPOBH B YUACTOK aJUIEPIHYECKOTO BOCTIATICHHSI.
C yyacTueMm 3THX e PEeLeNnTOpOB I'MCTaMUH ACHCTBYET Ha DHIIOTE-
JMaNbHbIE KIETKU TOCTKAMUIUIAPHOTO OTAENa MHKPOILUPKYIISLUH,
YTO MPUBOAMT K YBEIUUECHHUIO TPOHUIIAEMOCTH COCYIUCTON CTEHKHU H
(OPMHUPOBAHUIO BOCHATIMTEILHOTO BINOTa. CTUMYIISIHS THCTAMUHOM
H2-penentopoB NpUBOAKT K YCHICHHIO 00Pa30BaHUS CIIH3H.

o MeTabonuTHI apaXuJI0HOBOH KUCTIOTHI 00pa3yloTcsi B MeMOpaHax Tyd-
HBIX KJIETOK, MakpodaroB, HeUTpoduiIoB, 303MHOGUIOB U Jap. Apa-
XHMJIOHOBAsI KUCIIOTa, 00pasyromasics u3 GochomunuaoB KIeTOUHOH
MeMOpaHbl B pe3yabrare aktuBanuu Gocdonunazer A2, Mmetabonu-
SUPYETCA AajieC 1Mo ABYM OCHOBHBLIM MYTAM: HUKJIIOOKCUTCHA3HOMY
W JUIMOKCUTeHa3HOMY. [Ipy HKJI00KCUTeHa3HOM TyTH MeTabo-
TU3Ma, MoJ JieicTBHEM (hEepPMEHTA-IIMKIOOKCUTEHAa3bl 00pa3yroTCs
OHAOIICPOKCUABI, ABJIAOIINUECA B CBOIO O4YEPC/b UCTOUYHHUKAMU IPO-
crarmananaoB (1115, Pg), TpomOGokcanoB u npocTonukinaa. s pas-
BUTHSI aTONUYECKON aJuIepriuy HanOoIee 3HaYMMbl IPOCTATIIAHIUHBIL.
Tak, npocrarmanauasl E2 u F20 BRI3BIBAIOT COKpaIIeHUE TIaIKOM
MYCKYJIaTypbl OpOHXOB (OPOHXOKOHCTPHUKIINS), U Ba30UJISATAIIUIO.

Memb6paHHble dpochonunuabi
b [}

- — 0

NPOCTaUUKAUHCUHTasa
Tp0M60KcchuuTasa Tpomb6oKcaH A,

I'II'D-cuHTeTasa npocTaraHauH 02

ﬂl'F-cuH're'rasa npocraraHavH F2

PucyHok 72 Cxema Memabonusma npocmaznaHOUHO8

Bropoii myTh MeTabonmmu3Ma apaxuoHOBON KUCIOTHI — TUTIOKCUTEHA-
3ubI. OOpa3zyercsa komruiekc neiikorpueros (JIT): JITC4, JITD4 u
JITE4, panee Ha3bIBaBIIMECS MEIJIEHHO JCHCTBYIOIIAM BEIIECTBOM
anadunakcuu (MZIBA). Tak BBI3BIBaIOT COKpaIlIeHHE ITaIKONH MyCKYIIa-
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TYPblL 6pOHXOB, YBCIIMYUBAIOT ITPOHULIACMOCTL COCYI0B, YBCIMINBAIOT
CCKPCLUIO CIIU3U.

memb6paHHble dpochonunugbi
— ()

e —— {}

NTA,-rupponasa sy W

7 N\
/ neiikotpueH C, \

\

PucyHok 73 Cxema memabonusma nelikompueHos

o TpomOouurakruBupytomuit pakrop (TAD, DAT, auri. platelet-
activating factor, PAF) — ato meamarop Bocnanenus docdonumnui-
HOW TIPUPOABI, CEKPETHPYEMbIH TYYHBIMHU KJIETKaMH, 0a3oduiamMu,
s03uHO(HIaMu, HedTpoduiramu u Makpodaramu. TAD BeI3bIBacT
arperamuio TPOMOOITUTOB C OCBOOOKIEHHEM THCTaMUHA U CEPOTOHH-
Ha, BBI3BIBACT CIa3M IVIAIKMX MBI OPOHXOB (04eHb BBIPAKEHHO!),
TIOBBIIIAET MPOHUIIAEMOCTh COCY/IOB, CIIOCOOCTBYET XEMOTAKCUCY U
aKTUBAIIH Y03MHO(UIOB U HEUTPO(DHIIOB.

o [pyrma xemoTakcHuecKux (pakTopoB, CEKPETUPYEMBIX TYYHBIMHU KJIETKA-
Mu. BKITFO9aeT HI3KOMONEKYIIIPHBIA S03UHO(DMITBHBINA XeMOTaKCHYECKUH
(haxrop anadunakcrn (OGX3-A) — rpymnma TeTpanenTHIoB ¢ MOJEKYIISp-
Hoit Maccoii 360-390 [la, D03MHODUITHHBIN XeMOTAKCHUECKUH (DaKkTOp
(OXD3-omuronenTH b)) ¢ MOJEKyIsipHON Maccoii okorno 2000 [la. Onu
BBI3BIBAIOT XEMOTAKCHC 203UHO(DUIIOB 1 HEUTPOQIIIOB.

°  BBICOKOMOIEKYIISPHBIA XeMOTaKCHIeCKUi (pakTop (HEHTPODHITHHBII
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xeMmotakcuueckuit akrop - DXH) ¢ monekynsipaoit maccoit 750000
Ja. OH BbI3bIBaCT XEMOTAKCUC HEUTPOPHIIOB.

o @epmeHTsl: Tpunrasa (aktuBanus C3, pa3pylieHue KHHUHOTEeHA),
Muenonepokcuaasa (cuare3 u3 H202 runoranuo), CynepoKcH/I-
nmucmyTasa (cuare3 H202 u3 cynepokcua).

Meouamopwi, evloensiemvie bazopuramu:

o J'ucramun

o JlelikoTpueHsl

o [IpocrarnaHauHbI

o Kannukpeus (akTuBupyeT 00pa3oBaHHe KHHIUHOB)

o AxTtmBarop ¢axropa Xaremana

o TpombouunrakruBupytomuii pakrop (TAD)

Meouamopwi, svioensiemvie 303unopuiamu.

o AKTHBHBIC ()OPMBI KHCIOpOIA

o TpombouuTtakTuBupytomuii pakrop (TAD)

o JleHKOTpUEHBI

o IIpocrarnanavHbl

o Karnonnsie Oenku

o JIuzocomanbHble PEePMEHTBHI

o Apwicynbgarassl (uHaktuBanys JIT)

o docdonunaza D (nnakruBanus TAD)

o I'mcramuHaza (MHAKTHBALMS THCTAMUHA)

Meouamoppwi, svidensemvie HeumpopuIaMU:

° AKTHBHBIEC ()OPMBI KHCIIOPOJA

o JInzocomainbHble (hepMEHTHI

o TAD

o JlelikoTpueHsl

o JIpocrarnmanauHbl

o T'mcramunasa

o Apwicynbdaraza

Hamogusuonozuueckaa cmadusa. IIposBnseTcs 3Ta cTaAus ajuieprude-
CKOH peaKIi MHOTO00pa3Ho. IT0 W OPOHXOCIa3M, M BOCTIAJICHHE CTCHKH
OpOHXOB C THIIEPCEKPELHe CIIM3U, U OTEKH (TOUHEe BOCIIAINTEIbHAS SKCCY-
Jauyst B TKaHU), U PaCIIMPEHUE apTepHii, IPUBOJSIIEE K TUIIEPEMUH YJaCTKOB
TKaHH, a B TOM CJIy4ae, KOrAa OHO MIPOMCXOJUT CUCTEMHO 3TO MPOSIBISAETCS
NajieHuEeM apTepHaIbHOTO AaBICHUS.

B KkimMHMKE aTONMMUecKoi peakiyi MOKHO BBIACIUTH ABE (ha3bl €€ Pa3BUTHA:

B teuenue nepseix 10-20 MUHYT DpOsBISIECTCS paHHAs (pa3a, KoTopas
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oOycraBiuBaeTcs JielicTBUEM NIEPBUYHBIX MenuaTtopoB. Ha koxe oHa mposiB-
JsieTcsl B BUJIE My3bIpel B OpoHXax — BhI3bIBAET OPOHXOCIA3M.

Mo3nuss da3za (pa3BuBaercs yepes 6-12 yaco) npu KOTOPOH HabIOqA-
10TCsI 9)QEKThI BTOPUYHBIX MEXaHM3MOB U KJIETOUHBIX PEAKINH, CBI3aHHBIX
¢ unpwibTpanueii Tkauu HO u DO, BRIICIAIONUMEI CBOU MEIUATOPBI. DTH
MHQUIBTPATHl 00pa3yIOTCs HA KOXKE U 110 X0y OPOHXOB, BBI3bIBAsI 3aTSKHYIO
00CTPYKITHIO.

II Tunm anJieprudeckoii peakunu (HUTOTOKCUYECKHI).

PazBuTHe 3TOr0 THIA AIIEPIUYECKON peakiyu cBs3aHo ¢ antutenamu (IgG
i IgM) 00pa3yroIuMu UIMMYHHBIH KOMIUIEKC ¢ TIOBEPXHOCTHBIMU aHTHUTE-
HAaMH, aCCOLIMMPOBAHHBIMH C KJIETKaMHU-MHUIICHIMHU. [1pu 5TOM moBpeskieHne
ITHX KJIETOK-MHIICHEH pean3yeTcst TpeMsl My TSIMU:

° 3a cYeT aKTHBAI[MH KOMIUIEMEHTa (KOMILJIEMEHT-OIOCPEI0BAaHHAS 11~
TOTOKCHUYHOCTB)

° 3a cueT MOBPEXKJIEHHS KIETOK Makpodaramu (OTICOHUPOBAHHBIN (a-
TOIIUTO3)

° 3a cYeT aHTHUTEN0-3aBHCUMOH KJIETOYHON IINTOTOKCHYHOCTH, OCYIIIECT-
BIIsieMO# ecTecTBeHHbIMH Kriutepamiu (EK)

Komnnemenm-onocpeoosannas yumomoxcuuHocms. IMMyHHBIH KOMITIIEKC
AHTHTEH HA MOBEPXHOCTHU KJIETKU-MHIIICHN U aHTHTEJIO SBIISETCS TyCKOBBIM Me-
XaHU3MOM JIJIsI aKTUBAIIMK KOMITIEMEHTA 110 KITAaCCHUYSCKOMY ITyTH (CM. BBIIIE).
B maroxuMmdecKkol CTaauu B 3THX PEaKIUIX B KAYECTBE MEIATOPOB BEAYIIIYIO
POJIb UTPAIOT aKTHBHBIE ()parMeHThI KOMILIEMEHTA, KaK HETTOCPEICTBEHHO MOBPE-
JKIAOMTNE KIETKA-MHIIICHA (MEMOPaHOATAKYIOIIHA KOMITJICKC KOMITIEMEHTA),
TaK ¥ BBITIONMHSIONHNE peryisitopable Gyukiwm (C4b, C3a, CSa, komrmieke C567)

ITo aToMy MeXxaHN3MY OCYIIECTBISIETCS MTOBPEKICHUE SPUTPOIIUTOB TIPH
ayTOMMMYHHOM TeMOJUTHYECKOW aHeMHUH, JIETKUX U TOYeK MPH ITHEBMOpe-
HaJIBHOM CHHApoMe | yanacuepa, mo4eK Ipu SKCTPAKAIIIPHOM TIIOMEpY-
JToHEPPHUTE U T.1.

Onconuposannulii ghacoyumos. ITOT MEXaHNU3M CBSI3aH C aKTHBAIHeH (parorm-
TOB (TIPEYKIIe BCETO — MaKpodarn) aHTUTENAMH, BXOMISIIFIMHI B COCTAB IMMYHHOTO
KOMITIEKCa Ha TIOBEPXHOCTH KIETKU-MHIIIEHH. DTO B3aUMOJICHCTBIE OTIOCPEO-
BaHO Fcy penienrropamu Makpodaros. Meauaropamu sIBISTFOTCS] aKTHBHBIC (DOPMBI
KUCIIOpo/ia (CYTIepOKCH]I, TIePEKUCh BOAOPOIA, TUIOTAIHIBL, THAPOKCHII-PAIAKAIT
U JIp.), T30COMANTbHBIE (DepMEHTHI (TIPOTEaskl, JIUMA3kl, KOJIareHa3bl, 371acTasbl,
kucibie (pocdarasbl, pHOOHYKII€a3bl), KATHOHHBIE OEIKH.

Aumumeno-3asucumas KiemouHas yumomokCU4HOCHMb CBsi3aHa C TIOBpe-
JKJIEHHEM KIIETOK-MHIIICHEH eCTeCTBeHHBIMH KHITepaMu. PacriosHaBanue Kire-
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Tok-muiieHelt EK ocymectsistor yepe3 Fey perientopsl. Meauaropsl aToro tuna
MOBpPEKACHHS — Iep(OPHHBI, BCTPAaUBAIOIIHECS B MEMOpaHy KJICTKA-MHUIICHH,
Y TPaH3UMBI, C TOMOIIIBI0 KOTOpBIX EK BBI3BIBAIOT aronTo3 KIeTKU-MHUILIEHH.

C MexaHM3MaMH OIICOHUPOBAHHOTO ()arolMTo3a U aHTHUTEN0-3aBUCHMOM
KJIETOYHOM ITUTOTOKCUYHOCTH CBSI3aHO pPa3BUTHE KOHTAKTHOTO aJljIeprHYecKoro
JIepMaTHTa, JISKApCTBEHHOMN aJlIepryy, psijia ay TOMMMYHHBIX 3a00JIeBaHHM, all-
JICPrOKOMITOHEHTA B Psiic H(EKIMOHHBIX 3a001eBaHI, HATpUMEp Ternarut B.
III Tum anyepruyeckoii peakuuu (TUII ApTIOCa, HIMMYHHOKOMILIEKCHBII).

DTOT THIT aJUIEPTHUECKOTO TIOBPEXKICHUS CBS3aH C 00pa30BaHUEM CIICIIH-
¢dryeckux anturen (knacesl [gG u [gM) K ansiepreHy, HCXOTHO HAXOASIIEMYCSI
B HEACCOLIMMUPOBAHHOM C KJIIETKAMH COCTOSHHH, C TIOCIEAYIOMINM (POPMHUPO-
BaHUEM LUPKYIHUPYIoero uMMyHHOTO KoMiutekca (LK), 3atem nMMyHHBII
KOMIIJIEKC, 00pa30BaBIIMICS B COCYHICTOM pYCIie, OTKJIJABIBACTCS B TKAHIX
(mpesxJie Bcero mapaBas3ajibHO), BBI3BIBAS MX TOBPEXKICHHE.

CniocoOcTBOBaTh (POPMUPOBAHUIO IIMPKYIUPYIONIET0 UMMYHHOTO KOMILICKCA
Y peaNu3anyy 3TOro THUTA aJUIePTUUeCKON PEaKIy MOKET HECKOJIBKO YCIIOBHIL:

o HemocrarouHocTh ynanenus [{UK makpodaramu npu cHUKEHUN UX
(YHKIIMOHATIBHON aKTUBHOCTH MIJIM KOT/IA TIPOMCXOJHUT TIOCTOSIHHO®
n30bITouHOE 0OpazoBanue [IMK kak 3T0 MOKET IPOUCXOAUT B 04arax
pacmaja JIeTKuX Mpu TyOepKyse3e

° KauyeCTBEHHbIE 0COOCHHOCTH CaMOTO HMMYHHOTO KOMITIEKCa, 00yCIOB-
JICHHBIE €T0 COCTABOM, BEJIMYMHOMN U CTPYKTYPOH PEIIETKH, HAITPUMEDP
B pe3yJbpTaTe 0coO00r0 COOTHOIICHHUSI aHTUTEHA U aHTHUTEN C COCTaBe
MMMYHHOTO KOMIUIEKca (B HEOOIBIIIOM H30BITKE ajuieprena oopasy-
foTcst BeIcokoamieprenasie K ¢ maccoit 1 o Jla)

° [IOBBIIIEHHON IPOHUIIAEMOCTBIO COCYIANUCTOM CTEHKH ((pusnonoruye-
CKOM — TIIOMEPYIIbI FITA TTATOJOTHIECKON)

B naroxumuieckoil cTaauu UMMYHOKOMIUIEKCHOM ajlfiepruiyeckoi peakiuu
BE/IYILLYIO POJIb BBIMOJIHSIOT: KOMIUIEMEHT, aKTUBUPYIOIIUICS 110 KJIacCHye-
CKOMY TIyTH (04YeHB BaYKHO 00pa30BaHUE B XOJIE €T0 aKTHBAITMH (parMeHTOB
C3b — BRIBBIBAIOIINX UMMYHHOE Tipuiumnianue ¢arornutoB u C3a — oTBeT-
CTBEHHBIX 332 XEMOTAKCHUC), AKTUBHBIE (DOPMBI KHCIOPOAA, JTU30COMAJIbHBIC
(hepMeHTBI, KHHUHBI, ONOTCHHBIC aMIHEL.

DTOT THUI AJIEPTUUECKON peakLuy JISKUT B OCHOBE IATOTE€HE3a 3K30-
TeHHBIX AJUIEPTHYECKUX AIbBEOJIUTOB, CBIBOPOTOYHOM 00JIE€3HH, HEKOTOPBIX
CJIy4aeB JICKAPCTBEHHOHN aJUIEPTUH U IIp.

IV Tun ajuiepruyeckoii peakuuu (3amMelJieHHASI TUIIEPYYBCTBUTEIbHOCTD).

B orBeT Ha nomaganue ajsiepreHa B TKaHM OpraHU3Ma ajuIepruuecKui
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oTBeT opMupyeTcst Oosiee MEUICHHO U MPOSIBISIETCS B Te4eHHe 1-2 CyTOK.
[Tpu sToM 0bpazytotes cienuduyeckue T-mumbouutst 3hheKTopbl, HeCyIue
Ha cBOeil MeMOpaHe perenTophl K auiepreHy. ITOT NpoLece UAET C yYacTHEM
MexaHn3MoB aHTUTreHHOH npe3enTannu (AIIK — Tx1) u cekpeuneit psaaa nu-
TOKWHOB (ITATOKWHBI TUM(OLUTOB NPUHATO HAa3bIBAaTh TUM(DOKIMHAMH), BIIUS-
IOMINX Ha KOJIMYECTBO U PETYIUPYIOMNX (PYHKIUH PA3INIHBIX 3P dHeKTopHBIX
kietok (T-apdexropsl, makpodaru, EK, neiirpoduis). 13 menuatopos oco-
6enno Baxusl: MJI1, NJI2 u I3, TNF, (crapoe Ha3BaHUE — TUM(OTOKCHH),
XeMoTaKkcHuecKkue GpakTopbl, HHTEP(EPOHBI 0 U Y, epHOPUHBI U TPAH3UMBI
(harouuToB. B ouare BocraneHuss MOP(HOJIOrHUECKH BUIHO OOJIBIIIOE CKO-
ruieHne 3(p(HEeKTOPHBIX KIETOK, 0COOEHHO MakpodaroB v TMMQOIHUTOB. DTOT
MEXaHH3M JISKUT B OCHOBE TIPOJYKTHBHOTO BOCIAJICHUS IIPU KOHTAKTHOM
JepMaTHTEe, HEKOTOPHIX HH(EKIIMOHHO-aJUIEPTHUECKUX POIIECCOB U T.1.

AYTOMMMYHHBIN Npouece

AYTOUMMYHHbIV MPOLECC — 3mo ummyHHbIii omeem Ha cobcmeeHHble aHMU2EHbI,

803HUKaKOWUii 8 pe3ynbmame HapyweHusi UMMYHO02U4ecKoli moaepaHmHocmu u
conpoeoxdarowulica nospexdeHuem cobcmeeHHbIX MKaHell U op2aHO8

AYTOMMMYHHBIH TIPOIIECC MOKET Pa3BUBATHCS 110 OTHOIIEHUIO K CAMBIM
Pa3IMYHBIM ayTOAHTUTEHAM, YTO KIMHWYECKH MPOSBISIETCS TOW WIIN HHON
ayTOMMMYHHOU narosiorueil. [lpumepsl ayTOaHTUT€HOB, BBI3BIBAIOIIMX ayTO-
UMMYyHHBIC 3a00JIeBaHUS TTPUBEACHBI B Ta0IuUIIE 1.

Tabnuya 1 AymoaHmueeHel
3ABOJIEBAHUE BU AHTUTEHA

IT T MMMYHHOTO BOCIIaneHNA

AYTOI/IMMYHHa}I reMmonuTnyeckas | benku SPUTPOLNTOB

aHeMMst
AyromMmyHHas Peuenitop TpoM6OLMTOB fi/1s1
TPOMOOIITOIIeHIYecKasa mypnypa | ¢pubprrorena IIb/IITa

Cunpgpom I'ygmacyepa Kosmnaren IV tuma 6a3anpHbIx MeMOpaH
ITepHunO3HasI aHEMI MUKpOCOMBI OOK/IafOIHBIX K/IETOK

XKenyaKa, BHyTpenHuit pakrop Kacria

AyTOMMMYHHBIN TUPEOUANT Tupoupnas nepokcugasa (TPO)
(6onmesnp XammmoTo)

CaxapHnblit guaber II Tuna Penenitops! 1A mHCyNIMHA
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MuacreHus gravis Peu;enTopr HUKOTMHOBOTO TUIIA V1A
AETUIXOINHA

III T IMMYHHOTO BOCIIaNeHUA

Npnonarmyeckas IgG (xommekcs! IgG ¢ peBMaTONIHBIM
KpHMOITOOyTMHeMUA ¢daxropom)

CucreMHas KpacHas1 BOMYaHKa IOHK, Hyk1eompoTenHsl, pr60coMbl
CucreMHas CKIepofepMus AyToaHTHUTeHbI KJIETOYHBIX Afep, IgG.

IV Tun nMMyHHOTO BoCnaneHus

Caxapubiii guaber I Tnma AHTUTEH P-K/IETOK OCTPOBKOB
JIanrepraHnca
Paccesannblii ckiepos OcCHOBHBII 6€IOK MMennHa

MexaHHU3MBI Pa3BUTHSI Ay TOMMMYHHOH IaTOJIOTHHU CBSI3aHBI C PA3IMYHBIMU
HapyIICHUSMH UMMYHOJIOTHYECKOU TOJIEPAHTHOCTH.

CylIecTByIOT HECKOJIBKO MEXaHW3MOB MOICPKaHUSI UIMMYHOJIOTHYECKOH
TOJIEPAHTHOCTH (HEUYBCTBUTEILHOCTH HMMYHHBIX MEXaHU3MOB K COOCTBEHHBIM
aHTUIreHaM), (PyHKIIMOHMPOBAHNE KOTOPBIX MOXKET HAPYLIAThCS ¥ ObITh ITPUYH-
HOM pa3BUTHS Ay TOMMMYHHBIX peaKInii — IEHTPaIbHbIE U ITepU(epuIecKue.
LenTpajbHble MEXaHU3MBbI TOJIEPAHTHOCTH

OTH MeXaHU3MBbl GOPMUPYIOTCS TIPH cO3peBaHNH T-TMM(POIMTOB B THMYCE.
W3HavyanbpHO B TUMYCE MPOUCXOAUT (hopMupoBanue Ha T-nmumdonurax aHTH-
TCHPACIIO3HAIONTUX PEIENITOPOB CIIYIAHHON CICIIM(PUIHOCTH, B TOM YHCIIC U
CHOCOOHBIX pacro3HaBaTh COOCTBEHHBIE aHTUTEHBI (ayToaHTHTeHBI). [loaToMy
Ba)KHBIM 3TAIOM, MTO3BOJIIONINM H30€XKaTh B JaJIbHEUIIIEM arpecCui UMMYH-
HBIX MEXaHU3MOB 110 OTHOIIIEHHUIO K CTPYKTypaM COOCTBEHHOTO OpPTaHN3Ma,
SIBIITFOTCSI TIPOIIECCHI CEJIEKITNHU, KOTOPBIM ITo/IBepraroTcs T-muMGOIuTs B
rporiecce JalbHEHIero co3peBanus B TuMmyce. CHagama ABYITO3UTHBHBIM
T-mamdonmram (CD4+ n CD8+) KIETKH KOPTUKATBHOTO SITUTENHS TUMYCa
npenctaBisaoT Monekyimsl MHC xiaccos I m II. B ciygae, ecnu T-mumdo-
IIAT PAcITO3HACT 3TH MOJICKYJIBI OH coXpaHseTcs U nuddepeHupyercs oo
B CD4+ T-mumdporut, mnbo B CD8+ T-mumdbonut, ecnu HET — morudaeT
MTOCPEACTBOM aronTo3a. JTO Tak Ha3bIBaeMas TO3UTHBHAS CEJIEKIH. 3aTeM
JICHJIPUTHBIE KIJIETKH, MaKpo(ard U KICTKH MEIYIUIIPHOTO IIUTENHS TIPEJI-
CTaBIISIOT BBDKUBIIUM T-TM(OIINTaM ayTOAHTUTEHBI (COOCTBEHHBIE TTETTTHIBI)
B xoMIuiekce ¢ monekyaamu MHC I u II knaccos. Ha atom sTane B ciyuae
ecmm T-mam¢onut He pacrio3HaeT Komruiekc MHC-ayToaHTHTeH OH COXpaHsSeT
KHU3HECTIOCOOHOCTB, @ €CIH PACIIO3HAST — MOJIBEPraeTCs anonTo3y. JTo — He-
raTuBHas ceneknus. Takum o0pazom GopMupyeTcs Myt TUMQOITUTOB, KOTO-
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PbBIC B IICJIOM HE CITOCOOHEI pacrno3HaBaTb U COOTBETCTBCHHO MHAYIIUPOBATH
HNMMYHOJIOTHYCCKHUEC PCAKIIUHU 110 OTHOLICHUIO K COOCTBEHHBIM aHTHUT€HAM.

NO3UTUBHAA CENEKLUMA HETATUBHAA CENEKLUUA

AeHppuTHan
AeHapHTHaR

N
[ p

:
DPTNI® (cpa+)
(cDa+ cD8+)

npu HepacnosHasaHMWM - anonTos

T"(‘:l’)':')"' npyW HepacnosHaBaHUU — B Ny 3pesbixX
?' @
MHC |

snuTenuancHas
Knetka

PucyHok 74 MexaHu3mbl ceslekyuu JIUMpoyumos 8 mumyce

B Tom cnydae, ecnu kakne MO0 cOOCTBEHHBIE aHTUTCHBI OTCYTCTBYIOT B
TUMYCE WIHA YPOBEHb UX COJIEPKAHUS TaM HEBBICOK, BOSHUKAET BO3MOYKHOCTh
JUTSL YCKOJTb3aHMSI Ay TOPEKATUBHBIX T-KJIETOK OT IEHTPATbHBIX MEXaHN3MOB
TOJIEPAHTHOCTH. B 3TOM citydae BaKHEHIIUM pyOeKoM 3allluThl OpPraHu3Ma OT
aTaKk¥ CO CTOPOHBI COOCTBEHHBIX NMMYHHBIX MEXaHU3MOB CTAHOBSTCS TIEpH-
(hepuueckue (HETUMHYECKHIE) MEXaHU3MBbI TOJIepaHTHOCTH. Hapymienue 3tux
MEXaHU3MOB TOJIEPAHTHOCTH U JIS)KHUT B OCHOBE ayTOMMMYHHOTO TIpoIiecca.
Ilepudepuyeckne MexaHU3MbI TOJEPAHTHOCTH

o Fas-3aeucumulii anonmo3. AKTUBUPOBAHHBIC AHTUTEHOM T-KIIETKH, B
TOM YHCJIE U ayTOpe-

aKTHBHBIE, IKCIIpEC- . ‘ N |
CUPYIOT MOJIEKYIY - . i @
Fas (CD95) u muranz . |

IS OTOH MOJIEKYIIBI | e @)
FasL (CD178). Ba- :‘ ] e
UMOJEHCTBHE ITHX @ T (D88
JBYX MOJIEKYJI M 3a-

HycKaeT amonTo3

ayTOpeaKTHBHBIX

T-kneTok Kak MPH  PucyHok 75 Fas-3aeucumbili anonmos
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HEIIOCPEICTBEHHOM KOHTAKTE C APYrOM KJIETKOM, TaK U IPU B3aUMO-
JICHCTBUH C OT/ICIUBIICHCS OT KJICTKH pacTBopuMoi Gopmoii FasL..

o Knonanvnas anepzus. JIns nadana muddepeniuporku T-mumdoru-
TaM HeoOXoAMMO JBa curHaia,. CHavana MPOUCXOAUT paclo3HaBa-
Hue noaxozsiiero komiekca MHC-anTure perentopaMu HAaUBHBIX
T-mamdonuroB (TO-knerox) (TCR). 3arem kiieTka akTUBUPYETCS C
y4acTHEM KOCTUMYJIHUPYIOLINX MOJIEKYJI, KOTOPBIE IKCIIPECCUPYIOTCS
AIIK. JIurann xoctumynupyroriei moiekyinsl CD28 sxcrpeccupyercst
HauBHbIMU T-mMdonHuTamu, nmocie KOHTakTa ¢ aHTUreHoM. CHUrHa
CD28 akrtuBupyert BbipadboTKy IL-2 T-mumdonuramu u ux nponude-
panuto. Taxxe Ha T-muMdonnTax MPOUCXOAUT yCUIIEHHE IKCIIPECCUU
muranga CD40 (CD40L), kotopslit B3aumoneictsys ¢ CD40 na AIIK
BBI3BIBAET aKTUBAIMIO KOCTUMYIUpYyromux moiekyn CD80 (B7-1)
u CD86 (B7-2), ycunuBaromux aktuBanuio T-mumdonutos. CD28
cBs3bIBasich ¢ B7-1 u B7-2 na AIIK Takke CTUMYTHPYET IKCTIPECCHIO
Ha T-mumormrax CD152 (CTLA-4). CTLA-4 ¢ ero BEICOKUM Cpo/I-
CTBOM K Moekynam B7 koukypupyet ¢ CD28 1 ymeHbIIaeT BO3MOXK-
HOCTH ISl CBSI3bIBA-
nus B7-CD28, urto
MOJIaBJISIET aKTUB-
HOCTH cuHTe3a [L-2
u mponudepanuio
T-mumdonnrtos. Ta-
KAM 00pa3zoM TIpu
4ype3MepHON aKTH-
Baruu T-mumdonm-
ToB cunte3 CTLA-4
[IPEeAOTBpaIaeT UX
JIATbHEHIITYI0 aKTH-
Banuio. PazBuBaercs
aQHeprusl.

o Cynpeccus uMMyHHO20 Om6eema 6 MOM YUCIe HA AYMOAHMUZEHbL
¢ nomouyvio pezynamopnvix T-knemox (Treg, CD4+,CD25+), xoTo-
pBIe BhIpadaThIBAlOT UMMYHOCYTIpeccopHbie uTOKUHBI (TGF, IL10).
CD28 u CTLA-4 nHeoOxomumsl st pa3BuThs Tregs.

° Knonanvnoe uznopupoganue — OTCyTCTBHE IMMYHHOTO OTBETA JINM-
(OLIMTOB 1O OTHOILICHHUIO K ayTOAHTUTCHAM B HU3KHUX KOHLICHTPALHSIX.

PucyHok 76 CTLA-4 3a8ucumas K/IoHaI6HAA aHepaus



T'AABA 7

IIATOAOTI'HSI TEIIAOBOI'O OBMEHA

UYenoBeky HapsiAy ¢ BBICIIUMHU KHUBOTHBIMHU MPHUCYIIIa TOMOHOTEPMHOCTb,
TO €CTh CIIOCOOHOCTH MOAJICPKUBATh OCTOSHHYIO TEMIIEpaTypy Telna, U 3TO
CBOWCTBO CYIIECTBEHHO MOBBIIIAET MPUCIIOCOOIIEMOCTh K NU3MEHSFOIIMCS
TEMIEPaTyPHBIM YCIOBUSAM BHEIIHEH Cpebl.

TEM/IOKPOBHOCTb (FOMOMOTEPMHOCTI

cnocobHocmb noddepixcusamo
nocmosaHcmeo memnepamypel BHympeHHeli cpeodbl

OnHako mpu 3TOM TeMIeparypa nepudepruuecKux 4acTei Temna 3/10-
POBOTO YeJIOBEKA HE SIBISICTCS] TIOCTOSTHHOM U MOXET KoJie0aThCsl B
3aBUCHMOCTH OT TEMIIEpaTypbl OKpYyKaroLen cpenbl. B ¢Bsa3u ¢ aTum
B TepMO(l)I/I?:I/IOJ'IOFI/II/I IMPUHATO BBIACIIATH B TCJIC YCJIOBCKA JIBC 30HbBI:
«TEeMIIepaTypHOE SIPO», BKIIOYAIOIIee BHYTPEHHUE OpPTraHbl M MO3T U
I7Ie TeMIeparypa mocTossHHoN Ha ypoBHe 37° C u «TeMneparypHyro
000JI0YKY», BKJIFOYAIOIIYIO KOXKY U MOJKOKHYIO KUPOBYIO KJIETYATKY,
e TeMreparypa 0ObIYHO cocTaBisieT OKoJIO 35° C U MOXKET MEHSTHCS
O[T IEWCTBUEM TEMIIEpaTyphl BHEITHEH cpenbl oT +25 no +45° C. Ilpu
9TOM OOJIbIlIasi YacTh CKEJIETHBIX MBIIIIL IPU MOMNaJaHUU YeJIOBEKa
BO BHEIIIHHME YCJIOBUS C JIOCTaTOYHO BBICOKOM BHEIIHEH TemIiepary-

POl MOTYT COXpaHSTH
TEMIIEPATYPy «AApar,

//=\\
TENNAA
BHELUHAA CPEMIA

E

(—\/ﬁ
XOJIOOHAA
BHELLUHAA CPEMA

TEMMNEPATYPHOE

TEMEPATYPHAR
0BOJI0YKA

E

PucyHok 77 PacnpedeneHue memnepamypHbix 30H 8
merne yenoseka

a B Clly4ae IOINaJaHus
B XOJIOJHYIO BHELIHIOKO
cpeay YTpayuBarwoT
TEMIIEpaTypy «iapa» U
MIPHOOPETAIOT TeMITEpa-
TYpY «O0O0JIOUKI.
OueBHIHO, UTO B «TEM-
HIepaTypHOM SI/Ipe» pacmo-
JaraloTCs OpraHbl ¥ TKaHH,
KJIETKH KOTOPBIX HauOosee
YyBCTBUTEJIBHBI K TIEepe-
rajiaM TeMIeparypsl. 1o
00yciaBIMBaeTCsl BHICO-
KO HHTEHCHUBHOCTBIO
0OMEHHBIX TIPOIIECCOB H
COOTBETCTBEHHO HEOOXO-
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JMOCTBIO JIOCTaTOYHO BBICOKOM M TOCTOSTHHON CKOPOCTBIO pa0OThI KJIETOYHBIX
(hepMEeHTOB, CKOPOCTh pabOTHI KOTOPBIX CYIIECTBEHHO 3aBHCUT OT YPOBHS
TeMIIepaTypbl. TO MO3BOJSIET OPTaHU3MY TMOJJIEPKUBATH MOCTOSHHYIO TEM-
neparypy BO BHyTpeHHel cpejie 0e3 OOJbIIUX 3aTpar SHEPTHH.

W3mepeHHas Ha pa3HBIX YaCTAX TeJa YeIOBEKa TeMIleparypa MOXKET ObITh
pazHoii. CpeIHIoI0 TeMIieparypy Tejla MOKHO paccuuTars 1o ¢popmyiie baprona:
T rena = 2/3 T saapa + 1/3 T o6onouku. [1pu 3Tom Temmeparypa Tena 3710-
POBOTO YeToBeKa KoyehIeTcsl B TeYEHNE CYTOK, YTO CBS3aHO ¢ M3MEHEHUEM
WHTEHCUBHOCTH CHHTE3a TOPMOHOB X OOMEHA BEIIECCTB B MEPUOJ AKTHBHOTO
OonmpcTBOBaHMs U cHa. Takue KojeOaHMs TeMIeparypbl PUHATO HA3bIBATh
NHUPKAJAHBIME pUTMaMH. B HOpMe 3T KoneOaHUsI B3pOCIOTO 3I0pPOBOTO
yenoBeka coctapisiior He 6onee 1°C (ot 0,27 °C mo 0,82 °C). B knerkax u3-
MEHEHHUE UX aKTUBHOCTH PETYIUPYETCs IMPKATHBIM TEHOM per U ero OEIKOM
PER, ypoBeHb KOTOPOTO KOJIEOIETC sl B TEYSHNE CyTOK CHHXPOHHO € LIUPKa-
HBIM PUTMOM B pe3ynbTare BzaumoneicTeus ¢ 6enkamu TIM u DBT. Onu-
caHHMe MOJICKYISIPHOTO MeXaHu3Ma nupkagHoro putMma Jxeddpu Xomiom,
Maiiknom PocGamom u Maiikiom fHrom Obuio ormeueHo HoGenesckoii
npemueit 2017 roxa.

Peryssiumsi TeMnepaTtypsl Tesla ¢ ydacTHeM HEPBHOI cHCTeMBbI.
Tepmopeyenyus

TepmopenienTopoM sBIsIETCS BOCITPUHUMAIOIIAS YaCTh CEHCOPHOTO HEH-
POHa, KoIupyIoIIas U3MEHEHNE TeMITepaTypsl. B nepudepudeckoit HepBHOI
CHCTEME TEIIJIOBBIE PEIETITOPHI MMEIOT HEeMHETMHU3NpPOBaHHbIe C-BOJIOKHA
C HUBKOW CKOPOCTHIO TPOBOAMMOCTH, TOT/Ia KaK XOJIOIOBEIE, HMEIOT KaK
C-BOJIOKHA, TaK ¥ MUCTTHHU3UPOBAHHBIC BOJIOKHA A-0 C BEICOKOH CKOPOCTBIO
npoBoaAnMOCTH. CTHMYITOM /IS TETITIOBBIX PELIENTOPOB SBISIETCS HATPEBAHME,
KOTOpOE MPHUBOANT K YBEITMUEHUIO CKOPOCTH TeHEPAIIUH NX TIOTeHIINAA JIeH-
ctBusA. OXJTaX/IeHNE IPUBOIUT K CHIDKEHUIO CKOPOCTH TeHEPAIlH TIOTEHIIAIa
Y AMITYJIBCAIIH TETUIOBBIX PETenTOpOB. JIJIs XOIOMOBEIX PEIENTOPOB CKO-
POCTb UMITYJTbCAIINN YBEITMIMBACTCS TIPY OXJIAXKICHUN M YMEHBINAETCS TIPH
HarpeBaHUHU. AHAJIOTaMH 3TUX PEIENTOPOB SBISTIOTCS perentopsl TRPV,
CIOCOOHBIE BBI3BIBATh YYBCTBO Kapa U Ja)Ke ¥OKEHUS MTPH KOHTAKTE C XUMHU-
YECKHUMH TPHUTTEpaMy (HalpuMep C BEIIECTBAMH, COAEPIKAIIUMICS B KPACHOM
niepiie). BzanmoaencTBus TpUrTepa ¢ pernenTopoM OTKPBHIBAET KaHAIIBI, 4epe3
KOTOpBIE B HEWPOH MpoHUKaroT noHbl Ca’" 1 Na*, 4T0o MpUBOAMT K JEOJIs-
pusarmu MeMOpaHbl. C XUMHYECKUMH TPUTTEPAMHU B3aMMOJIEHCTBYIOT TaKKe
peuentopsl TRPMS, BbI3bIBarOIIME UYBCTBO XOJIO/IA.
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Ilepedaua cuenana u yenmpanvhas mepmopezyiayus

BryTpennss Temneparypa Tena MIEKOUTAOIINX PETYANPYETCs eHTPaTb-
HOM HEPBHOW CUCTEMOM, TEPMOPETYIASTOPHBIN LICHTP KOTOPOM pacHOIOKEH B
MPEONTHYECKOW 00JIaCTH TUTIOTATaMYyca.

[AopcanbHas obnacte

runoranamyca
MapaseHTpuKynspHoe
aapo

AopcomegmnansHoe sgpo
appo

3apHee sppo

Mepeanss obnacrs

runotanamyca MpemamunnspHoe

aApo

MpeonTtuyeckas
obnactb
runotanamyca

Ty6epansHas obnacte

Cynpaxua:mmneckoe runoranamyca

agpo

CynpaonTudeckoe BeHTpomeguaneHoe sapo

agpo
AyrgobpasHoe sgpo

PucyHok 78 Tepmope2ynsimopHsili yeHmp 8 2unomasnamyce

B runoranamyce HaxoaATcs HEHPOHBI, HAIIPSAMYIO YyBCTBUTEIILHBIC
K (PU3UUECKUM WIM XUMHUUECKUM U3MEHEHUSIM, TAKMM KaK TeMIepary-
pa, OCMOJIIPHOCTD IUIa3Mbl, YPOBEHb INIFOKO3bI U T.1. B mpeontuueckon
o0acTu runorajgamMyca UMEeTCsl TEIJIOBBIE U XOJOA0BbIE HEHPOHHBI.
Bo30yx/ieHne TeraoBbIX HEHPOHOB 3aBUCUT OT TEMIIEPATYPHI: TEM-
neparypa Huxe 37 rpaJycoB MaJlo BIUSET HA CKOPOCTb UMITYJIbCALIUN
ATUX HEWPOHOB, TOTAA KakK TemIieparypa Bbllie 37 rpagycoB, pe3Ko
YBEJIMUUBAET CKOPOCTh UMITYJIbCALIMU. AKTUBALIUS TEIJIOBBIX HEHPOHOB
IIPUBOJUT K U3MEHEHUIO aKTUBHOCTH HEUPOHOB I1APABEHTPUKYIISIPHO-
o siipa ¥ OOKOBOTO THUIOTAJaMyca, YTO B CBOIO OYepe/lb, TOPMO3HT
CHUMITATUYECKYIO UMITYJIbCALUIO U IIPUBOJUT K PACIIUPEHUIO KOKHBIX
COCYZIOB U ITOBBIIICHUIO TEIJIOOTAAYH.

X0110110BbIe HEHPOHBI IPEONTUYECKOM 00IACTH TMIIOTANIAMYCa U 33IHETO
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np: br y

Tennosble
peuenTopbl 4§

PacwmpeHnue
KOKHbIX COCYA0B
YBenuuexnue
norootaeneHns

7 T

/ AN
TopmoxkeHue AopcanbHbli \ "
CUMMaTUYECKUX TopmorKkeHue HeipoHOB
nperaHrMMoHapHbIX Tiy9oK napaBeHTPUKYAAPHOTO AApa
HeNpoHOB \ ~ _ /

—~—

PucyHok 79 Pezynsayus menioomoayu

sJipa TMIIOTaJlaMyca UMEIOT HU3KYI0 CKOPOCTb MUMITYJIbCALUU IIPU TEMIIe-
patype Bbiiie 37 rpaaycoB U BO30YXKIArOTCs IIPU TeMIleparype Huke 37
rpaxycoB. X0JI0l0Bbl€ HEHPOHBI [TOJIyYat0T UMITYJIbCALUI0 OT TEIIOBBIX
HEHPOHOB, KOTOpass TOPMO3UT UX aKTUBHOCTb, HAIIPOTUB, IIPU CHMIKE-
HUU UMITYJIbCAllMU TEIUIOBBIX HEMPOHOB, XOJOL0BbIE HEHPOHBI pacTop-
Ma)kuBaroTcsl. Bo30yxkieHre X0JI010BBIX HEMPOHOB MIPUBOJUT K aKTHBa-
LMY HEHPOHOB MAPaBEHTPUKYJIIPHOIO siipa U 3aJHET0 FMII0TalaMyca, 4To
YBEJIMUYNBAET CUMIIATUYECKYI0 UMIIYJIbCALIMIO, CIOCOOCTBYS BBIPAOOTKE U
COXPAHEHUIO TeIlIa.

Ilepeoaua cuznana ons nenpoussonvrou mepmopezynayuu. CUrHaIbL U151
HETPOHM3BOJIHHOH (HE KOHTPOIHPYEMOU KOPOH ) TEPMOPETYIISIHA OT KOKHBIX
TEPMOPELEITOPOB, KOHTPOJIUPYIOIUX TEMIIEPATYPY OKPY>KaIOLIeH Cpenbl,
HepearoTCsl OTICIBHO YePe3 CIIMHHO-TIapadpaxuaibHbIH-THIOTaIaMUYECKUN
HEpBHBIN MyTh. HelipoHBI TEpMOPETYAATOPHOTO LEHTpa mepenaroT 3dde-
PEHTHBIC CUTHAJIbl UCIIOJHUTEIbHBIM OPIaHaM, BbI3bIBasi HEIIPOU3BOJIbHBIC
TEPMOPETYJISITOPHBIE PEAKIHU: CYKEHNE KOXKHBIX COCYIOB, IPOKATEIbHbIN
TEepPMOTeHe3, U TepPMOTeHe3 Oypoil JKHPOBOH TKaHH.

Ilepedaua cuenana ons npouseonbLHOU mepmopeynsayuu. Y 4eloBeKa TakKe
CHUTHAJI B CIIMHHOM MO3TI TIOCTYIAET OT TEPMOPELEIITOPOB 0 J0pcoaTepaib-
HOMY ITy4YKy U IpelaeTcs Ha HeHPOHBI BTOPOTO HOPSIIKA B CEPOM BEILLIECTBE
JOPCAJILHOTO pora. AKCOHbBI 3THX HEHPOHOB BTOPOIo MOpPsAKA, BCTYIIHB B
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npeontuyeckas obnactb runoranamyca
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CIIMHOTAJIAMUYECKOM TPAKT, IIOJHUMAIOTCS K HEHPOHAM B BEHTPAJIbHOM I10CTe-
poJiaTepalIbHOM sifipe Tajgamyca. Jlanee curuai nepeaercs B Kopy roJ0BHOTO
Mosra. Takum 00pa3oM, 10 CIMHOTAIAMOKOPTHKAIBHOMY IIyTH IEPElaeTcs
UMILYJIbCALUS OT TEPMOPELIEIITOPOB, HEOOXOMMMasl I BOCIIPUATHS U aHAJIN3a
TEMIIEPATYPbI KOXKH C Y4aCTHEM KOPBI.

HelipoHbl TepMOPEryIATOPHOIO LIEHTPa KOHTPOJIIUPYIOT TEMIIEPATYpy
«TEMIIEPaTYPHOTIO sIpay» Tella, U3MEHs ucxonsuue 3 HepeHTHY 0 UMITYIIb-
canuro. Kokasie TepModyBCTBUTENbHBIE ad(hepeHTHI BBI3BIBAIOT OBICTPHIC
TEPMOPETYJINPYIOLINE PEaKIUY Ha U3MEHEHHE TEMIIEPATyPbl OKPYXKAOLIeH
Cpellbl, IPEK/Ie YEM 3TH U3MEHEHHUS MIOBNIUSIOT HA BHYTPEHHIOK TEMIIEPaTypy
tena. [lepudeprueckie ryMopanbHble CUTHAIIB TAKKE BO3IEHCTBYIOT Ha HEl-
POHBI B TEPMOPETY/ISITOPHOM LIEHTPE, N3MEHSSI MX MEMOPaHHbIN MOTEHIHA U
CIIOCOOHOCTH TeHEPHPOBaTh 3P PEepeHTHYIO UMIYITECAIIIO, YTO MPOSBIIAETCS
B YaCTHOCTH IIPH JIUXOPAJKE

Tensionponykuus

TenmonpoxyKuus, WK MPOLECCHI, IPUBOISAIINE K 00pa30BaHMIO TEIlIa B OP-
TaHU3Me, IPOUCXOTUT HECKOIBKUMH CIIOCOOAMH.

OcHOBHOIi 00MeH. DTOT croco0 TerI000pa30BaHus HAMPSMYIO He UCIO0JIb-
3yeTcsi OpraHu3MOM B IPOIIECCAX TEPMOPETYIISIIUH JUTsl U3MEHEHHS TeMIlepa-
Typsl Tena. K mpomeccam Temoodpa3oBaHus MpU OCHOBHOM OOMEHE OTHOCSIT:
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» OOpa3oBanue Terma QyHKIMOHUPYIOMINMH KIeTKaMH (TIpH paboTe MeM-
OpaHHBIX HACOCOB, BHYTPHKJIETOYHBIX COKPATUTEIBHBIX CTPYKTYD U T.11.)
» CokpalleHre MyCKyJIaTypbl B iporecce (yHKIIMOHHUPOBAHHS Cep/La,

COCY/IOB, JIBIXaTeNbHBIX MBIIIII, KHIIEYHUKA, MOUYEBOTO ITy3bIPs, CKe-

JIETHOW MYCKYJaTyphI JJIsl TIOJACPKaHHsI TOHYCA.
Padouas npudaBka niam o6pa3oBaHue TEIIa IPH padOTe CKEIETHHIX MBILIII.
DTOT MeXaHW3M KOHTPOJIHPYETCS KOpOH M ero 3PpQeKT MOKeT AOCTHraTh
TPOEKPATHOTO YBEIWYCHUS TEIUIONPOAYKIHUU. DTOT CIOCO0 Teraoo0paso-
BaHMs aKTHBHO HCIIOJIB3YETCS OPraHU3MOM JUISl PErYJSHH TeMIepaTyphl
MyTEM YBEJIUYEHHsI TETUIONPOILYKIIHH.
Jpo:kaTebHbI HIM COKPATHTEIbHBINH TepMOreHe3 (MbIIICYHAS IPOXKB).
C MOMOIIBIO 3TOWM PEaKIUU MPOUCXOTUT ObICTPOE YBEIMYCHHUE TEMIIepa-
Typsl Tena. [Ipeacrasnser u3 cedst HEMPOU3BOJIBLHOE (HE KOHTPOIUPYEMOe
KOpOH) HEKOOPAMHUPOBAHHOE COKpAIICHUE BOJOKOH CKEJETHBIX MBIIIL, B
pe3ysbTaTe KOTOPBIX COKpAILEHHUs CAMOU MBIIIIBI B [IEJIOM HE MTPOUCXOTUT
W BCS DHEPTUsl MPEBpAIAETCs B TEIUIO. DTOT CIOCOO TaKKe MCIOIb3YyeTCs
OpPraHu3MOM B TEPMOPETYJISILIMU IPH HEOOXOIUMOCTH CYILIECTBEHHO yBEIH-
YHUTH TEIUIONPOAYKIHIO.
HecokpaTurenbnsiii TepMorenes ¢ ydactueMm Oypoil kupoBod Tkanu. B
KJIETKaX Oypoil )KUPOBOI TKaHU, PACTIONIOKEHHON B IPOSKIIUU CPEIOCTEHHUSI
MJICKOITUTAOIIMX JUIT 000TpeBa CIIMHHOTO MO3T'a, COAEPIKUTCS OOMBIIOE KO-
JMYECTBO MUTOXOHIPHUH, YTO CIIOCOOCTBYET MHTCHCUBHOMY OOpa30BaHMIO
TeIia MpH aKTUBAIMHU JIMTIONK3A MO BIMsIHUEM aapeHanuHa. Hecokparu-
TEJIbHBIA TEPMOTECHE3 CBSI3BIBAIOT TAKXKE C KATAOOIUUECKUM JICHCTBUEM TOP-
MOHOB IIMTOBUIHOM KeJie3bl. DTOT COCO0 JJIsi AaKTUBHOW CPOUHOM peryJisi-
UK TEMIIEPaTyPbl OPraHU3MOM HE HCIOIb3YeTCsl.

Tennoornaua

CymiecTByOT 4eThipe (pU3MYECKUX MPOIEcca, CIOCOOCTBYIONIMX TEIIOOT-
nade (Torepe Teria) OpraHu3Ma.

Temyionzny4uenue (jar.: radiatio). Bee npeamerst B okpyskarorieii cpejie 00-
MEHHUBAIOTCSI TEIIOM TTOCPEICTBOM TEIUIOU3IyUYeHHs (M3JlyueHue B uHppa-
KpacHO# 30He JUIMH BOJIH), IPH 3TOM OoJiee HarpeToe Telo IepeaacT Terio
MeHee HarpeTomy.

KonBekmust (nar.: convectio). Korma Bo3nyx okpyxaroiieil cpeibl UMeeT
TEMIIEpaTypy HHXKE TEMIIEpaTypbl IOBEPXHOCTH Teja, OKPYKAOIIMHU CIION
BO3/lyXa HarpeBaercs, 4yTo MPENsITCTBYET JajdbHENIIEeH oTepe TeIa, O Ha-
KO TIOCJIC ATOr0 HArpPeThIN BO3AYyX HMOAHMMAETCS BBEPX, YCTyIas MecTo 0o-
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JIee X0JIOHOMY. DTOT IpoLecCc UIEeT HelpephlBHO. Ok /1a MPEnsTCTBYET, a
MPOBETPUBAHKE MTOMEIEHNH CIIOCOOCTBYET MOTEPE TEILIA ITyTeM KOHBEKLIUH.
TensonpoBenenue (J1at.: conductio) BosamokHa 1 miepesiaua Teruia npeaMeram,
C KOTOPBIMH HEMOCPEICTBEHHO CONPHKACAETCSI TEJIO YeJIOBEKA, TO €CTh - TeIIO-
npoBeeHre. KOHTaKT MOBEPXHOCTH Tejla ¢ IIOXO MPOBOASIIUMH TEIJIO Mare-
puanamu (ofexaa, 00yBb) CyIIECTBEHHO CHIKAET ITOTEPH TEIJIa STUM MEXaHU3-
MOM, TOT/Ia KaK MOBBIILICHUE TEIUTOMPOBEACHHS MaTepPHUaiOB, KOHTAKTUPYIOIINX
¢ Kokell (MOKpast oiek/1a), HaIPOTHUB YBEJIMUUBAET NOTEPH TeIIa.

Hcnapenue xuaKoCTH (Jat.: evaporatio) (IJ1aBHbIM 00pa3oM — I10Ta) ¢ I0-
BEPXHOCTH Tela. DBOJIOLIHOHHO BBICIINE KMBOTHBIE TPUOOPENH CIIOCOOHOCTD
UCTIOJIB30BATh MEXaHU3M HCIIapEHHs ISl TETUIO0T/auH, TOCPECTBOM CEKPELIUH
MIOTa MOTOBBIMHU JkeJie3aMu Koxku. [Ipu a3Tom ycunenue noroodpasoBanusi obe-
CTIeYMBAETCS YCUIIEHHEM KPOBOTOKA B COCY/IaX, OTIETAIOIINX MOTOBYIO JKEJIe3y.
D dexTUBHOCTH TEIUIOOTA4M C UCTIAPEHHUEM TIPH MTOTOOTACIICHUH OTPaHUYH-
BAETCS TUIOMIA/IbI0 TIOBEPXHOCTH TeNa U BIAKHOCTBIO OKPY KAIOLIEeH CpPebl.
TerooTiaya UCIIApEHUEM M3 JIBIXATENbHBIX MyTeH MPOUCXOIUT TAaKKe MPH
JIBIXaHUH, MTOCKOJBKY CYIIECTBYET TaK Ha3bIBAEMOE «HEOIIyTHMOE» HCIIa-
peHHe KUIKOCTH HETIOCPEACTBEHHO C MOBEPXHOCTH CIM3HCTON. Mcnapenne
JKHJIKOCTH CO CITM3HUCTBIX 000JIOUEK JBIXaTeIbHBIX ITyTEH MOXKET CYIICCTBEHHO
BO3pACTaTh MPHU 3HAYUTEITHHOM YYaIleHUH IbIXaHus (TaxunHod). CymecTBy-
€T TaKXKe U HEOIyTHMOE» UCIIAPEHHE C IOBEPXHOCTH KOXKH, KOTOPOE TAKIKE
MOXKET BO3PACTATh PU OOIIMPHBIX PAHEBBIX Ae(HEKTaX — TAKUX KaK, O)KOTH.
Bce atu uerblpe pu3HyYecKHX MeXaHW3Ma (U3UOJIOTHYECKU OCYIIECTBIIS-
IOTCSI TIOCPEJICTBOM M3MEHEHHUsI HHTCHCUBHOCTH KPOBOTOKA B KOXKE, KOTO-
pBIi yMEHBIIASTCS MPH ClIa3Me KOXKHBIX COCYIOB U YBEIUUUBACTCS MIPU UX
pacmpenny. OTHOBPEMEHHO TPOUCXOAUT OXJIAXKJICHUE WM HarpeBaHUe
MOBEPXHOCTH TEJa YeJIOBEKa YTO M TMO3BOJISICT HCIIONIb30BaTh (hr3nveckue
MEXaHU3MbI TETION3TYYCHUS, KOHBEKIIMHU M TETUIONPOBEIICHHS ISl PETYIIH-
POBKH TeriooTnaun. Mi3aMeHeHne KpOBOTOKA IIPUBOAUT TAKKE K M3MECHEHHIO
MOTOOOPA30BaHMS U CIIEIOBATEIBHO HCIIAPEHNUS T0Ta C TIOBEPXHOCTH Tena.
CurHaiiel Ha U3MEHEHHE COCYUCTOTO TOHYCa MOCTYMHAlOT OT HEWPOHOB IIEH-
Tpa TEPMOPErYISUK M0 dPPEPEeHTHBIM MYTSIM U W3MEHSIOT aKTHBHOCTH
CUMITaTHYECKMX HEHPOHOB CIIMHHOTO MO3Ta.

TemnioBoii 6ajianc opranusmMa

[TocrosiHHas TemIepaTrypa Teja HOAACPKHUBACTCS 332 CYET OAHOBPEMEH-
HOW ypaBHHMBaHUs paOOThl MEXaHU3MOB TEIUIONPOAYKLUHU U TEIUIOOTAAYH.
ITpu npeobnaganny TEMIONPOAYKINH HaJl TEIUIOOTAaYel TeMIieparypa Tea
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pacret. HarpoTus, npu mpeobiafaHuy TEIMI00T/Aaud HaT TSIIONPOIYKITHCH
TeMIlepaTypa Tejia CHUKACTCSL.

®OPMVY/IA TEN/10BOro bAJIAHCA:

TEIM/I006PA30BAHUE (ocHoeHol obmeH + paboyas npubaeka + OpoxcamensHboiii

mepmozeHe3 + HeCoKpamumenbHbili mepmozeHe3s) = TEM/IOOTAAYA
(mennaousnyyeHue + KOH8eKYus + mensaonposedeHue + ucnapeHue)

TemoBoii OajaHC U, COOTBETCTBEHHO, TEIUIOBas aJanTallys OpraHu3mMa
CYIIIECTBEHHO 3aBUCHT OT Bo3pacTa. Tak y rpygHoro peOeHKa B CHITy OOJIbILCH
WHTCHCUBHOCTH OCHOBHOIO OOMEHA TeII000pa30BaHKUEe HA €AMHUILY MACChI
MPEeBBIIIACT B 2,5 pa3a Terioo0pa3oBaHKue B3pOCIIOro ueioBeka. B 1o xe Bpe-
M OTVIMYAKOTCA U 3(1)(1)6KTI/IBHOCTI) MEXaHU3MOB TCIIJIOBBIBCICHU . HOCKOJII)Ky
yaenpHas OBEPXHOCTH Tella peOeHKAa M MHTEHCHBHOCTH KPOBOTOKA B KOXKE
BBIIIIE, YEM Y B3POCIIOTO, TEIIO0TIaua TTOCPEICTBOM U3ITyUEHNs, KOHBEKITHH
)51 TeHHOHpOBe)IeHI/ISI TAKXE 3HAYUTCIIBHO B03paCTaeT. MCXEIHI/ISM I/ICHapeHI/IH
y JAeTei N3MCHEH 10 CPAaBHEHUIO C B3POCIIBIMU Pa3HOHANPABICHO — C OHOM
CTOPOHBI HEC(POPMHUPOBAHHOCTh MMOTOBBIX JKEJIC3 MPUBOJUT K YMEHBIICHHUIO
00pa30BaHUIO 1I0TA, C IPYroil — 00JIee YacToe JbIXaHUE MTPUBOIUT K POCTY
HEOIITYTUMOTO UCTIAPCHISI U3 IBIXaTeIbHBIX MTyTeH. Y HOBOPOXKICHHBIX CHU-
KeHa Take 3pdekTuBHOCTL TepMopetieniu. CyMMUPYsI BIIIECKAa3aHHOE
MTOHSTHO MOYeMy peOeHKa JIETKO TTePEOXTaUTh UITH MEPErpeTh.

Crapenue TaKke CKa3bpIBaeTCs Ha TEIJIOBOM aanTaiui. B mokuimoM Bo3-
pacTe CHHXKAETCsl OCHOBHON 00MeH, (hu3uueckasi akTHBHOCTh, ocjiadeBaeT
KO>KHBIM KPOBOTOK BCJICACTBHE PEIYKIIUH COCYIHUCTOTO pyclia, 94TO Orpa-
HUYHUBAET BO3MOXKHOCTH MPHUCIIOCOOICHUS TTOKIIIBIX K YBEIUUCHUIO HITH
CHIDKEHUIO TeMIIepaTyphl OKPY>KaroIIei cpesibl.

Hapymenus: TenioBoro ooMeHa

Cy11ecTByIOT TPY BUJa HApyLICHUU TEIUIOBOIO OOMEHa OpraHu3Ma — Ie-
peoxiaxaeHue, IeperpeBaHue 1 JMX0paaKa.

IMepeoxaaxaenue

MEPEOX/IAMAEHUE (TUMNOTEPMMWA) —munoeoii namosno2u4eckuli npoyecc,
Xxapakmepu3youwulics CHUx3ceHuemMm memnepamypel «memnepamypHo20 A0pa»

mesa npu NoAHOM HANPAXCEHUU MEeXAHU3MO08 menaonpodyKyuu u 02paHu4eHuu
menaoomoéayu

Pa3BepHyTas xIMHUYECKas: KapTUHA NEPEOXJIAKICHUS MIPOSBISAETCA NIPH
CHID)KEHUH TEMITEPATYpBI «spa» Tena Huxke 35° C.
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I[puunHamMu nepeoxJiakIeHUusi MOXKET SIBISITHCS MHTEHCUBHOE W/WIIN JJTH-
TEJIbHOE BO3/IEMCTBUE X0JI0Ja HA OPraHU3M WK IIPU HEHPOTrE€HHbBIX HapyLIe-
HUSIX, HaIpUMEpP MPU MOBPEXICHUSAX LEHTPA TEPMOPETYIISLNNA B THIIOTajIa-
myce. DakTopamMu CIOCOOCTBYIOIIMMHU PA3BUTHIO NMEPEOXIIAKACHUS MOXKET
OBITH HApPKO3 WJIU JICHCTBHE aJIKOTOJISl BCIICACTBUE BBIPAKEHHON TIeprdepu-
YeCKou BasoaWJIATallui U YBCJIMYCHU S TCIIOOTAAYU.

MexaHU3MBI MePeOXJIAKACHUSI

B mporiecce cBoero pazButus epeoxiaxeHue NpoxoauT Ase (asbl: pasa
KOMIIEHcAIMY 1 (haza JIeKOMIICHCAIIHH.

Dasza komneHcayuy nepeoxIaXCcOeHUs.

B oty (hazy npu npomomkaromeMcs BO3ACHCTBHN X0moa Onarofaapst Harpsi-
JKEHUIO MEXaHU3MOB TEPMOPETYIISIINH YIAeTCS MOICP)KUBATH HOPMAJIBLHYIO
TeMIlepartypy «siipa» teja. [Ipu 5Tom orpaHuyuBaeTcs TenJooTaaqa oOna-
roJiaps Cy)KeHUIO nepuepruIecKUX COCYIOB, YTO TOPMO3UT TEILIONPOBEICHHE,
TeIUION3ITyueHNe, KOHBEKIINIO U oTooTaenenue. [lepepacipenenenne KpoBu
13 «00O0JIOYKN» B «TEMIIEpaTypHOE SAPO» MPUBOIUT K YCUIIEHHIO KPOBOTOKA
B [IOYKAaX U yBEJIMYEHUIO 1uype3a. Hapsaay ¢ 3TuM ycuiimBaercst Temionpo-
AYKIUSA: MOXKET pa3BUBATHECA MbBIIICYHAA APOXKb, BO BHYTPECHHUX OpraHax
YCUIIMBACTCA oOMeH BCHICCTB, YCUJIIMBACTCA TOHYC CKCJICTHLIX MBIIII, aKTHU-
BH3MPYETCS MOJABMYKHOCTH M CBA3aHHAS C HEW paboTa M TEII000pa3oBaHme
CKEJICTHOW MYCKYJIaTypbl. AKTHBAITUS CUMITATHYECKOW HEPBHOU CHCTEMBI
IMPUBOJUT K IMMOBBIIICHUIO AKTUBHOCTH aIp€HAJIMHA U ITTIOKOKOPTUKOMU OB, YTO
YBEJIMYMBAET YPOBEHH TITIOKO3bI 32 CUET TIIMKOTEHOIN3a U TIIFOKOHEOTeHE3a.
TloBpImaeTcst aKkTUBHOCTD TOPMOHOB IlII/ITOBI/I)IHOﬁ JKEJIC3BI.

Dasza 0ekomneHcayuu nepeoxianicoeHus.

B a3y nexommneHncannyu nIpouCXOIUT CHIDKEHNE TeMIEpaTyphl «Sapay»
Tena genmoBeka (MeHee 35° C).

Ha mavanpHOM dTare, pu CHIKSHUH TEMITEpaTyphl «saapa» mo 35-28° C,
pa3BUBaeTCS aiMHAMUYECKAasl CTAUs MePeoXIaKIeHUs], XapaKTePHU3YIOIasics
yTHeTeHHNEM (DyHKIMHA HEPBHON CHCTEMBI, U ITPEXKIE BCETO HEUPOHOB KOPHI TO-
JIOBHOTO MO3Ta (CHIKEHHE MTOJBMYKHOCTH, CIA00CTh, COHIIMBOCTb, 3aTPYJHEHHE
peun). O1r PyHKIMOHATBHBIE I3MEHEHNS CBS3aHbI CO CHIDKEHHEM CKOPOCTH Me-
Tabonm3Ma mpesk/ie Beero B HelipoHax. [lamenue temmeparypsl «saapay» Hike 33°
HapymaeT (pyHKIIMOHUPOBAaHIE HEHPOHOB ITOAKOPKOBBIX IIEHTPOB, B YACTHOCTH
PETYIMPYIONINX PadoTy CEepAEYHO-COCYINCTON cucTeMbl. Hapymaercst ToHyc
COCY/IOB — BA30KOHCTPHKITHS COCYIOB «OOOJIOUKIY CMEHSETCS Ba3OIMIIATAIINEH,
YTO YCHJIMBAET TEIUIOOTAAUY U YCYTYOIseT mepeoxiaxaeHue. PassuBaercs O6pa-
JIKAP/IUS, CHIDKAETCS apTepHaIbHOM IaBlieHre. YTHeTeHHe ()YHKIIUH HEHPOHOB
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JIBIXaTeJIbHOTO [IEHTPa NPUBOJMT K PA3BUTHIO OPaMITHOO.

Ipu cHKEeHNN TemIieparypbl Tesa yenoBeka 10 28-26° C pa3BuBaeTcs CTy-
MOPO3HAsA CTAIUsA NepeoxaaKieHus. B 3Ty cTaquio npomossKaoT Iporpeccu-
POBaTh CUMIITOMBI THHAMHYECKON CTa/IuH, K KOTOPHIM J00aBIISIeTCS] yTHETCHUE
CO3HaHMSI, YTO CBSA3AHO C KPUTHUYECKUM YPOBHEM JUCPYHKIMH HEHPOHOB KOPBI.

Temneparypa spa Tena «gapa» Hke 26° C IpUBOAUT K Pa3BUTHIO TEPMHU-
HaJILHOW CYAOPOKHOI CTaJNN MepeoXJaskaeHusl, KOTopas XapaKTepu3yeTcs
IIOMHUMO KpaiiHe BbIPAKEHHBIX IIPOSIBIICHUI CUMIITOMOB ITPEbIYIIUX CTA NI
OTCYTCTBUEM CO3HAHUS U HAIMYKEM CYJI0POT (HarlpuMep, CyA0pOTH KeBaTellb-
HBIX MBIIII — TPH3M). [IOMUMO TOpMOKEHHSI OOMEHHBIX MPOIIECCOB, CBI3aHHBIX
¢ 3ameyieHreM paboThl (PepPMEHTOB NP TUIIOTEPMUH, IPUCOCANHSIETCS Pa3BHU-
THE MeTa0OIMYECKOIO ali103a BCIIEICTBIE HAKOIIIEHHE MOJIOYHON KHCIIOTHI
NP THITOKCHH (MIPUYMHA — HApyIIeHUE JAbIXaHHUs U KPOBOOOPAILICHHS).

Ieperpesanue

TMEPETPEBAHUE (TUMEPTEPMMUA) — munoeoii namono2u4eckuii npoyecc,
Xxapakmepu3yrouwulics nosbiweHueM memmepamypsl «memMmnepamypHo20 A0pa»

mena ecnedcmeue ysenu4vyeHua mennooGpasoeaHun npu nosIHOM HanpsAaxeHuu
MeXaHu3mMoe mensa00moayu.

PasBepHyTast KTMHUYECKas KapTHHA TIEPErPEeBaHUs MTPOSIBIISETCS TIPU yBe-
JTUYCHUH TeMITepaTypsl «siapay teina Boimre 38° C.

IpuunHamMu neperpeBaHus MOTYT OBITh N30BITOYHOE MTOCTYTJICHUE BHETI-
Hero Tera (mpeObIBaHME B JKapKOW MECTHOCTH, BBICOKas TeMIleparypa
BO3JlyXa, BO3JCHCTBUE M30BITKA WHPPAKPACHOTO M3ITYYCHHUS OT COJNHIA U
OKpYXKaIoNmuX OOBEKTOB); M30BITOYHOE OOpa3OBaHWE SHIOTEHHOTO TeIlia
MIPY TIOBBIMICHHBIX M JUTUTEIBHBIX (U3UYECKUX HATrpy3Kax, THIIEPTHPEO3e;
OTpaHWYECHHE JACUCTBUS MEXAHW3MOB TEIIOOTHAYH (HAXOXKIECHHE B CPEie C
BBICOKOH BJIQXKHOCTBIO, PEMSATCTBYIONICH HCIIAPEHUTO).

MexaHHM3MBbI leperpeBaHus

[leperpeBanme Taxke B MPOIECCE CBOETO PAa3BUTHUS MPOXOIUT ABE (ha3bl —
KOMITEHCAITIH 1 JICKOMITEHCAITHH.

Dasza komnencayuy nepecpesanus.

B ¢a3zy xomrieHcay mpu mpooiKaroImeMcs JeMcTBUN N30bITKA TerlTa
TEeMIIEpaTypa «sapa» Tella COXpaHsIeTcss HOpMaIbHOM, Oiaroaps HanmpsKe-
HHI0O MEXaHU3MOB TeII00TIAYH.

Cocyasl «000I04KN» (KOXKHBIE COCY/IBI) PACIIUPSIOTCS, YTO YCHUIMBAET
TETUIONPOBE/ICHNE, TEIUION3TyYeHHEe, KOHBEKITUIO U TIoTooTaeneHue. [lepe-
pactmpeseseHre KpOBU U3 «TEMIIEPATyPHOTO SAPay B «0O0IOUKY» TTPUBOIUT
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K pelyKI[M1 KPOBOTOKA B MOYKaX M CHWKEHHIO Tnype3a. PazBuBaeTcs Taxu-
Kapusi, y4amaercsi 1 yriayOssieTcsl IbIXaHue.
Daza dexomneHncayuu nepezpesaiisl.

IIponomkarorieecs u ycyryosstorieecs AeicTBUE H30bITKA TEIlIa MPUBO-
JIIT K TIOCTETIEHHOMY HapacTaHUI0 OOMEHHBIX ITPOIIECCOB B KJIETKaX OpraHu3-
Ma U3-3a HapyleHus: padoTel (PepMEHTOB 3a TIpejiesiaMy TEMIIEPATypPHOTO OIl-
TUMYMa, YTO HapymaeT GyHKIMOHUPOBAHHUE TKAHEH 1 TIPEkK]IE BCETO HEPBHOU
TakHd. Kpome Toro, ycusneHne noTooTJeNeHus IPUBOANUT K MOCTEIIEHHOMY
MCTOILICHHIO BOJBI M COJICH M BOSHUKHOBEHUIO 00€3BOKMBaHUsI (JeTHIpaTa-
1yn). [ToBBIIEHHAS JIETOYHAsT BEHTHIISILIUS BHIBOJUT U30BITOYHO YITICKHUCIIBIN
ra3 U3 BHYTPEHHEHN CPe/ibl, YTO IPUBOIUT K PA3BUTHIO JABIXATEIHHOTO ajIKano3a
U enie OOJbIIEMY HapyIICHUI0 OOMEHHBIX MPOIECCOB B TKAHSIX M MPEXKJIe
BCEro B TKAaHSAX MO3ra. B rojoBHOM Mo3re cHavana pa3BUBAIOTCS MPU3HAKH
TUCQYHKIIMK HEWPOHOB KOPBI (BO30Y KIeHUE, OECITOKOMCTBO), 3aTeEM H IO/
KOPKOBBIX IIEHTPOB, MIPUBOISIIIX B UTOTE K MMPOTPECCUPYIOIEMY HApYIIEHHIO
(YHKIIUU cepAeYHO-COCYMCTOM CUCTEMBI U JIbIXaHUsl. B TepMuHanbHON
CTaINY PA3BUBAETCS KOMA.

IIpu Tak Ha3BIBAEMOM «COJTHEYHOM yHape», T.€. HEMOCPEACTBEHHOM HH-
TEHCHBHOM HarpeBaHWHU 00JACTH TOJOBBI PSIMBIMU COJIHEYHBIMH JTydaMH Ha
MEPBBIN IJIaH BHIXOJAUT OCTPO Pa3BUBAIOIIASICS TeMIIepaTypHas TUCQYHKIINS
HEHPOHOB.

JIuxopaaka

JINXOPA/ZIKA (FEBRIS, PYREXIA) —-munosoii namonoau4eckuli npoyecc,

Xapakmepu3syroujulica mepmopezynamopHbIM nosbiuieHUemMm memmnepamypsi mena

Jluxopanka BcerJa cCOMpOBOXKIAAETCS PA3BUTHEM BOCTANCHHSI. MOXXHO
CO BCEM OCHOBaHHEM CKa3aTh, YTO IBOIIOIMOHHO JMXOPaIKa U BOCIIAJIEHHUE
BO3HUKIIM KaK TECHO B3aMMOCBSI3aHHBIC 3allIUTHBIE MEXaHW3MBI. B ocHOBe
3aUTHOTO AP PEeKTa JTUXOPATKH JIEXKHUT MCTIONH30BAaHIE OPTaHU3MOM YBEIH-
YeHHS TeMITePaTypbl BHYyTPEHHEN CpeNbl IS BBIBEICHUS paboThl (hepMEHTOB
3a MpeIeITbl TEMITEPATypPHOTO ONTHMYMa, K KOTOPOMY TTapa3uTHPYIONIUEe MU-
KPOOPTaHU3MBI (BUPYCHI, OaKTEpUHU | T.II.) IPUCIIOCOOMIINCH B IBOJIOIUH.
DTO MO3BOIIAET PE3KO OTPAHUYUTH PA3MHOKEHHE MUKPOOPTAHMU3MOB H JIAeT
BO3MOYKHOCTh UMMYHHTETY 3 deKTUBHEE CIIpaBisAThcs ¢ nHpekmnueir. Ha-
npumep, Treponema pallidum (Bo3Oynaurens cudumuca) mpu Temmeparype
38,5°C pe3ko orpaHUYMBaEeT Pa3MHOKEHUE, a IIPU TEMIIEPATYpPE TEJa BhIIIE
39°C — naxxe mornOaet. Ha ocHOBaHMH 3TOTO CBO¥CTBA BO3OynuTens FOmmyc
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Baruep-Syperr B Hauane XX Beka npeuioxkui 3GHeKTUBHbIN METO JICUCHHS
cudunca 3a kotopsii moayumit HobeneBckyro npemuto B 1927 roxny. B ocHoBe
METOJ1a UCIOIB30BATOCH 3apakeHNe OOJILHOTO MaJsipuel — 3aboieBaHHEM
BBI3BIBAIOLIUM THIIEPITUPETHIECKYIO JIUXOPATKY (JINXOPAIKY C BHICOKUM YPOB-
HeM TeMIieparypbl). Ps nccneoBanuii okas3aim, 4To BBI3I0POBICHHE MTOCIIEe
HHQEKIHUH ObICTpee MPOUCXOIUT Ha (OHE JTUXOPAJIKH, a TAKKE CHIKACTCS
CMEpPTHOCTb OT OaKTepHalbHbIX HH(PEKINH.

MpuyuHbl U MEXaHU3MBI JTUXOPATKH.

TpaaguIIMOHHO TPUYUHHBIM (AKTOPOM, BBI3BIBAIOIIUM JTUXOPAJOUHYIO
PEaKIUIO CUUTAINCH TaK Ha3bIBAEMBbIC IK30TeHHbIe MMPOTeHbI (Tped.: Kapo-
POXKAAIONINE), KaK Ha 3ape U3yUeHHUs! JIMXOpaJKi ObUIM HAa3BaHbI HEKUE Bellle-
CTBa, MMOTAJaHNe KOTOPBIX B OPTaHKM3M YeJIOBEeKa, HApUMeEp MU HH(EKIUH,
BBI3BIBAJIO MOBBIIIEHUE TeMneparypsl. B cepennne XX Beka BBIACHWIOCH,
YTO TAKKM MTUPOTEHOM MOXKeT ObITh jtunononucaxapui (JIIIC) rpamorpunia-
TEJIBbHBIX OaKTepuil.

C COBPEMCHHBIX HOSI/IHI/Iﬁ CTaJIO ACHO, YTO IMMPOIr€HAMM 110 CYTHU ABJIAIOTCA
TaK Ha3bIBACMbIC «IIaTOTCH-aCCOLIMNPOBAHHBIC MOJICKYJIAPHBIC O6pa3b1)) NI
PAMP (patogen-associated molecular patterns) MUKpoOOpraHu3MOoB (B TOM YHC-
ne u JITIC), a Takxe, MOJIEKYIBI, aCCOIIMUPOBAHHBIC C TTOBPEIKICHUSIMHA WU
DAMP (damage-associated molecular patterns), o0pasyroiuecs npu JoomM
BBIPQKEHHOM TIOBPEIKICHUH B OPraHU3Me, JIaKe aCeNTHISCKOro reHe3a (CM.
maBy «llatonorus ummyHuTeTa. Bocmanaenuey). ITH BelecTBa SBISIOTCS
JUTaHIaMHU 00a3pacIio3HAIONINX PEIETOPOB UMMYHOKOMITETEHTHBIX KIIETOK
B pe3yibTaTe JEHCTBUS KOTOPHIX MMMYHOKOMIIETEHTHBIE KIETKU (TIPEXk/Ie
BCEro Makpodaru), 00pasyroT ekl HaOOp MUTOKWHOB M HEKOTOPHIC U3 HUX,
B gacTHoCTH IL-1p, IL-6, cCrTocCOOHBI U3MEHSITH TEMIIepaTypy Teia (Tpaau-
IIMOHHOE Ha3BaHUE — IHO0TeHHbIe MUPOTreHbl). [[0CKOIBKY 3TH IUTOKUHBI
OTHOBPEMEHHO PETYIUPYIOT X0 MMMYHHOH peakiuu |, CIeA0BaTeIbHO,
BOCIIAJICHHS, TapaJJIeIbHO Pa3BUBAIOTCS HMMYHHBIE TIPOIIECCHI, COMTPOBO-
KTAIOTIUECs aKTHBANMEH (ParoyuToB, MPOLYKIIUN aHTUTEN U T.1.

OpHaKo WHTEPIEHKHUHBI, SBISISICH CaMU 10 ce0e KPYMHBIMA THAPODUITHHBI-
MU MOJIEKYJTaMH, HE TIPOXOAAT depe3 reMarodnnedanudeckuii 6aprep. OHU
B3aMMOECHCTBYIOT CO CBOMMH PEIENTOPaMH Ha YHAOTEINATBHBIX KIIETKaX
COCY/IOB MPEONTHYECKON 30HBI THIOTAIaMyCa, HHAYIHPYS aKTUBALIUIO B
SH/IOTETHANTBHBIX KJIeTKaX IukiokcureHassl (11O1'-2) u mocnenyromuii cun-
te3 mpoctanmanauaa E2 (IIIE2). [II'E2 B cBoto ovepenb B3auMOACHCTBYET
¢ pernenrropamu nipoctariananHa E 3 tuma (EP3R) Ha TemmoBsIx HelipoHax
TEPMOPETYIIATOPHOTO IIEHTpa TUTIOTaIaMyca.
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B HOpMe HEHpOHBI B MPEONTHYECKOM THIIOTallaMyce 00eCIeunBaioT
WHTHOWPYIOLINI CUTHAJI TEPMOTEHHBIM IPECHUMITATUYECKUM HEHpPOHAM B
pocTpanibHOM MO3roBoM siape mBa (RMR) cTBona mMo3ra, u ipu JeicTBUA
[I'E2 cHWXar0T IMITYJILCALIUIO, TEM CaMbIM 00CCIIeurBasi paCTOPMasKUBaHUE
IIPECUMIIATUYECKUX HEUPOHOB.

* CyXXeHune KOXHbIX
cocyzos
* YMeHblueHue
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HelipoHoB

PucyHok 81 M3meHeHue pabomel yeHMpa mepmopeyasayuu npu IUXopaoke

[loBblIeHNE CUMITATUUECKOM MMITYJIbCALIUK BBI3bIBAET CIIa3M KOXKHBIX CO-
CY/IOB, YTO BKJIFOYAET OIpaHUUCHUE IPPEKTOPHBIX MEXaHU3MOB TEILIOOTAa4N
(KOHBEKLMS, KOHAYKLMS, U3JIy4eHUE, IIOTOOTAEIEHUE) 1 [IOBBIIIACT TEMIIE-
parypy Tena. B ciydae OpicTporo o6pa3oBaHHs 3HaUNTEILHOIO KOJIMUECTBA
TEPMOPETYISITOPHBIX MHTEPJICHKUHOB JUUIsl IOBBIILIEHHS TEMIIEPATYPhI TeJla
JONOJTHUTENIFHO BKJIFOYAETCS] MEXaHU3M MBIIIEYHOH APOXKH.

Craguu JUXOpaaAKu

[IpuHATO BBIAETATH TPU CTAAUU JIMXOPAIKH.

IlepBasi cragusi — cTaausi nogbLeMa Temneparypsl (stadia incrementi)
pa3BUBACTCS BCIEICTBUE MOBBILICHUS KOHIICHTPALIMY IMPOTCHHBIX BEILECTB,
TO €CTb II0 CYTH OTPa)KAaeT aKTUBALNIO IMMYHHBIX MEXaHU3MOB U YCHJICHHUE
BOCIAJIMUTENbHON peakunu. Hapactanne ypoBHS IMPOTreHOB NMPUBOIUT K
Bce OoupIel mepecTpoiike padoThl HEHPOHOB (M3MEHEHHIO MEMOPaHHOTO
MOTEHIIMAJIa U MOBBILIEHUIO BO30YINMOCTH) TEPMOPETYISTOPHOTO LIEHTpa
Ha BOCIIPUATHE OKPY>KAIOLLEH TEMIIEPATYPhl KaK 3aHMKEHHOH. Tepmoperysi-
TOPBII LIEHTP aKTUBUPYET CUMIIATHUECKYIO HEPBHYIO CUCTEMY, IIPOMCXOJUT
crna3M nepudepruIecKixX cOCyI0B U, BCICICTBHE 3TOI0, YMEHBILICHNE TEIIO-
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otnaun. [TockonbKy orpaHu4YMBaeTCsl KOKHBIM KPOBOTOK TEMIEpaTypa KOKH
CHIDKACTCS, KOXKa OJISIHEET, CTAHOBUTCS CyXOH (CHHIKACTCS IIOTOOT/ICIICHUE).
Bo30yxk1eH1e X0IoA0BbIX PEleNTOPOB PH CHUYKEHUH TEMITEPATYPhl KOXKH,
BBI3bIBACT y MAIMEHTA OIyIleHUE «03H00a». B ciyuae ObicTporo Hapacra-
HUA YPOBHA NUPOIrCHOB, IPUCOCAUHAIOTCA TAKKC U aKTUBAllUA MCXaHU3MOB
TETMIONPOAYKIMHY (MBILICUHAS IPOKE). B 9TOM cilydae mpoucXomuT ObICTpPhIN
pOCT TeMIepaTypsbl Teja.

Bropas cragusi — craaus crosinus TeMneparypsl (stadia fastigii) pas-
BUBAETCsl IPU MPEKPAIICHUN POCTa YPOBHS IIMPOT€HOB, TO €CTh MPU CTa0M-
JM3al MMMYHHBIX peakiuii u BocnaneHus. [lepectpoiika Bo30OyIuMOCTH
HeﬁpOHOB OCTaHaBJINBAcTCA U ﬂaﬂbHeﬁIHeFO OrpaHUYCHHA TCIJIOOTAAYU HE
npoucxoauT. Temneparypa Tena cTabuIM3upyeTcsl Ha Oosee BEICOKOM, YeM B
HOPMC YPOBHE. Ota CTaaus MOXET UMCTh NPOAOJIKUTCIBHOCTE OT HCCKOJIBKUX
94acoB J0 HECKOJIBKHUX CYTOK.

TpeTbsi cTagus JUXOPAJAKH — CTATUS CHHKEHUsI TeMIeparypsbl (stadia
decrementi) siBisIeTCSI CIIEACTBUEM CHUYKCHUS YPOBHS IIMPOT€HHBIX BEIIECTB
H, CJICA0BATCIIbHO, YMCHBIICHUA MHTCHCUBHOCTH UMMYHHBIX peaKHI/Iﬁ u Cco-
MPOBOYKAAOIETo NX BocmajeHus. CHIKeHHE YPOBHS MIPOTCHOB PUBOIUT
K o0parHoii TiepecTpoiike paboThl HEMPOHOB (0OPATHON KOPPEKIIMH MEM-
OpaHHOTO MOTEHIUANIA U HOPMAIIU3aI[H BO30YIUMOCTH) TEPMOPETYISTOP-
HOT'O LIEHTPa Ha BOCIPUATHE OKPYKAIOIIEH TeMIlepaTypbl KaK 3aHUKEHHOM.
[IpoucxoauT CHUXKEHUE AaKTUBHOCTH CUMIATHYE€CKOW HEPBHOM pEryJIsILUU
TOHYCa COCY/IOB KOXKH, YTO TIPUBOTUT B CBOIO OYEPEh K UX PACHIUPEHHIO,
YCHJICHHIO TIOTO00Pa30BaHMsA, TETUTON3TYYESHHUS, KOHBEKIINN U TETUIOTPOBEIC-
HUS. YCUIIeHNE KPOBOCHAOKEHHS TIOTOBBIX JKelle3 MPUBOANT K YBEINUCHHIO
notootaenaeHus. Koxka cTaHOBUTCA TMIIEPEMUPOBAHHOM, BIAXKHOW U TOpsUEH.
B 3aBrCcHMOCTH OT TEMITOB CHH)KEHHUS YPOBHS ITUPOTEHHBIX BEIIECTB TEMITE-
paTtypa B 3Ty CTaIHI0 MOKET TTaAaTh OBICTPO (KPUTHUECKON CHIKCHUE) WITH
Me/JICHHO (JINTUYECKOe CHIKEHHUE). BrIcTpoe maenne TeMreparypsl MOKET
MIPEJCTABIATH OMTACHOCTb, CBSI3AHHYIO C PE3KUM PACIIMPEHNEM COCYIOB, YTO
B CBOIO O4Yepelb MOXKET B PAJIE CITy4aeB MPUBOANTH K BRIPAKEHHOMY T3/ ICHHIO
apTepHAILHOTO JIaBJICHHS U Pa3BUTHIO KOJUIAIICA.

BO3IIeI7[CTBHe JIUXOPAaJAKHU HA OPraHU3M.

[ToBblleHne TeMIepaTypbl OKa3bIBaeT BO3ACHCTBUE Ha (DYHKIIMOHHUPO-
BaHUE KJIETOK HE TOJIBKO MUKPOOPTIaHW3MOB, IPOHUKHOBEHHE KOTOPBIX B
OpraHu3M IMOCIYKUJIO IPUIMHON Pa3BUTHUS JINXOPAIKU, HO M HA KJIETKHU ca-
MOTO OpraHU3Ma MaLUeHTa. YBEIMYCHNE TeMIIEPaTypbl BHYTPEHHEH cpebl
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MPOSIBISICTCSl YCKOpEHUEM paboThl PepMEHTOB U B LEJIOM aKTHBU3aLMEH
00MeHHBIX mponeccoB. OTHAKO MPU TUNEPPUOPUITBHBIX JTUXOPAIKAX MOKET
MPOUCXOIUTD TUCKOOPANHALIMSI ONOXUMIYECKHX PEAKIHMid B KJIETKaX, TaK KaK
CKOpPOCTB Pa0OTHI Pa3IHYHBIX (DEPMEHTOB U3MEHSETCS B PA3IMIHON CTEIICHH,
YTO MOXKET MPUBOAUTH K HAPYLICHUIO €€ KJICTOYHBIX (PYyHKIIUH.
Llenmpanvuas nepenaa cucmema. CUMIITOMBI, CBS3aHHbIE C HEraTUBHBIM
nericrBueM nuxopaiku Ha LITHC niposiBiisiroTest 00bIUHO TTpH THITEPPUOPHITE-
HOW uxopajike. MokeT HaOII0IaThCs TOJI0BHAsL 00JIb, COHJIUBOCTD, arlaTus,
TopMOKeHre pediekcoB. Bo3MOKHBI IPUCTYIBI CYOPOT Yy AETEeH MepBhIX
JIET KU3HU.

Cepoeuno-cocyoucmas cucmema. [lpu nuxopagke pa3BUBACTCS TaxUKap-
TSI, TIPOSIBIISIONIAsCS yJalleHueMm cepaueouenuii va 10 yn/MuH npu mo-
BhIeHnu Temieparypsl Ha 1° C. K atomy addexty npuBoaut yBennueHune
TEeMIepaTypbl CHHYCOBOTO y3J1a Cep/lla U MOBBILIIEHNE TOHYCa CUMIIaTH4de-
CKOM HEpBHOW cucteMbl. B cTaguto moabeMa Temneparypbl apTeprualibHOE
JIABJICHHE TIOBBIIIACTCS B CBS3M CO CIIa3MOM TepH(epHUeCKuX cocynoB. B
CTa/INI0 CHUKEHUS TeMIIepaTyphl apTepHalibHOE JaBlIeHHe CHUKAETCS.
Cucmema Ovixanusa. 1lpu nuxopasike AbIXaHUe ydaliaercs (TaXMITHO3), YTO
CBSI3aHO C MOBBIIIEHNEM TeMIIEpaTyphl TOIOBHOTO MO3Ta.

Cucmema nuwesapenus. Ilpn nmuxopaake B XXKT npoucxonut HapylieHue
MIPOIIECCOB CEKpEINH, BCAChIBaHUS M MOTOpHKH. BcenenctBue 3Toro cHu-
JKETCs alleTUT, pa3BUBAIOTCS 3allOpbl, YTO 0COOCHHO HEOMArompHsATHO IS
MOXKWIBIX OOJIbHBIX. B CBA3M ¢ HapyllIeHHEeM BCAChIBaHUS MPH JJIUTEIBHOM
JIMXOpaJIKe CHIKAETCsl Macca Tea.

Onooxpunnas cucmema. OauH U3 Hanboyee 3HAUUMBIX CIIBUTOB YHIOKPHH-
HOU (D)YHKIIUH, CBSI3aHHBIM HEMOCPEICTBEHHO C JINXOPAJIKOH, SBISETCS yBe-
JMYCHUE aKTUBHOCTH TIIIOKOKOPTHKOUIOB. DTO OOBSICHAETCS, B YACTHOCTH,
aktuBaiuei cuare3a AKTI B runoguse, a Takke 0CBOOOXKICHUEM rOPMOHA
U3 CBSI3U C OCJIKOM-TICPEHOCUYUKOM (KOPTHUKOCTEPOU I-CBSA3BIBAIOIINM IT100Y-
JIMHOM) TIPY TOBBILICHUH TeMIleparypbl. Tak HaOMonany yBelIn4eHHe KOH-
HEHTpaluu CBOOOJHOTO KOPTH30Ja M ero akTuBHOCTH Ha 250% mpu pocte
temnepatypsl ¢ 37°C mo 41°C.

Hsmenenus obmena seugecms. B 11e11oMm 0OMEHHBIE TTPOIECCHI B OPTaHU3ME
MAIeHTa C JIMXOPAIKON MPOXOIAT Oojiee MHTEHCUBHO, YTO CBSI3aHO C yBe-
JTUICHUEM CKOPOCTH PabOThI ()EPMEHTOB B KIIETKaX. YCKOPEHUE OOMEHHBIX
MIPOIIECCOB TUKTYET HEOOXOMUMOCTD MOBBIIICHHON MOTPEOHOCTH B KUCIIO-
pozie, 9TO W YBEIMYUBACT YaCTOTY CEPJCYHBIX COKPAIEHHUH, YaCTOTY IbI-
xaaus. [ momydeHus SHepruy MHTEHCUBHO HCIIONB3YETCS TITIOK03a, a B
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JaJIbHEHIIeM OpPTaHU3M MEPeKIIoYaeTcs ¢ TIIOKO3bl Ha pacuieruieHue Oer-
KOB U JKHPOB B KaU€CTBE HCTOUHUKA SHEPIUU.

BesikoBblii 00MeH TpU JTUXOpaJKe XapaKTEpPH3yeTCsl YCHICHHEM Karabo-
nr3Ma OeNKa M CBS3aHHBIM C OTHM OTPHULATEIBHBIM a30THCTBIM OalaHCcoM,
YTO COIIPOBOXKJIAETCS BBIJICICHUEM C MOYOM a30TUCTBIX IIPOLYKTOB, B YaCT-
HOCTH, MOYEBUHBI. OTpULIATENILHBINA a30TUCTBIN OaaHc ycyryOnseTcs Tak-
K€ TIOHM)KEHUEM alIeTUTa U HAPYILIEHUSIMU BCACBIBAHUS B KUILIEYHUKE.

B yriieBogHoM 00MeHe pH JIMXOPaJKE MIPOUCXOTUT MOOMIM3ALIUS [ITFOKO-
3bl U PA3BUTHUE THUIIEPINIMKEMUU BCJIEACTBHE NIMKOTEHOJIN3Aa B IIEYECHU IO
JIEUCTBUEM TIJIIOKOKOPTUKOUJIOB. J[E€HCTBHE IIIIOKOKOPTUKOUIOB IMPUBOIAUT
TaKKe U K M3MEHEHUSIM KHPOBOT0 00MEHA 3a CUET WX JIMIOJIUTHYECKOTO
JIEHCTBUSL, YTO B CBOIO OY€PEIb MOXKET COPOBOKAATHCS YBEINYEHHEM 00pa-
30BaHUs IPH OKUCIICHUHU KUPOB KETOHOBBIX TeJ (ALIETOHYPHSI).

N3meHeHuss BOAHO-3J1€KTPOJUTHOTO 00MeHa MPOUCXOAT IIPH JTUXO-
paJke pa3HOHAIIPABIECHHO. B cTaguu noabeMa TeMIleparypsl IPOUCXOAUT
HEHTpAIU3aINs KPOBOTOKA, YTO TIPUBOJUT K YBEIHUYCHHIO TIepdy3un KOp-
KOBOT'O BEIIECTBA IIOYEK U YBEIMYECHUIO Auype3a. B craauio cTOsHHUS 1OA
JIEUCTBHUEM aJIbIOCTEPOHA CHHUIYKAETCSI BBIBEJICHUE HATPHUS U ITOBBIIIAETCS
akTUBHOCTH AT, 9TO MPUBOANT K CHIDKEHHUIO AWype3a. B craguio cHIKeHHS
TEMIIEPATYPbI, HAPSILY C YBEJIWUYEHUEM BBIBEJECHUS BOJABI C IIOTOM, JUYPE3
OISITh YBEJIIMUUBAETCSI.

3Hauenue JUXOpaAKU B KIIMHUKE.

3nauenue ruxopaoku 6 ouaznocmuxe 3abonesanuii. B MeTUIIMHE yKe T0CTa-
TOYHO JIABHO HAYYMJIUCh PUMEHSATH JINXOPAJKY B JUATHOCTUKE U JIJISI KOH-
Tpouis nedeHus. CBA3b JTUXOPAIKH C BOCHAIICHHEM MTO3BOJISICT BPady HCIIOIb-
30BaTh HAIMYHE M XapakTep JIUXOPAJKH JUIsl KOHTPOJIS XO/a U aKTHBHOCTH
BOCIAJIMTENBHOTO Tporecca. JMUTeNbHOCTh Pa3BUTHS JIMXOPAIKH OOBIYHO
CBsI3aHa C JUTUTEIBHOCTHIO CAMOTO0 3a00JIeBaHMsI, HAIPUMED MPU OCTPHIX UH-
(heKIIMOHHBIX 3a00JIEBAaHUSX JINXOpaaKa MPOAOoHKaeTcsl 00BIIHO He Oolee
HEJIeNH, a MIPH XPOHUYECKUX HHMEKIUSIX STHU30/IbI TUXOPAJIKH MOTYT OTMe-
4aThCsl MHOTO MECSIIER.

B nuarnoctrke 3a001€BaHUI U ISl OLICHKH WX TSDKECTH, & TAKKE KOHTPOJIS
JICYCHUST HEOOXOIUMO OTIPEJIEIISATh CTENECHb MOBBIMICHUS TEMIIEPATyPhl MPH
nuxopajke. B CBS3M ¢ 3THUM BBIJIENSIOT CIEAYIONINE THITI JIMXOPAJIKHU:

* cy0¢edpuasnas (ae 6omee 37.9°C)
* ymepennas (38.0-39.0°C)
* BbIcoKas (39.1-41.0°C)
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* runepnupeTudeckas (6onee 41.0° C).

Bynyun TeCHO CBSI3aHHOM NMATOT€HETHUYECKU C aKTUBALUEH UMMYHHOI'O
OTBETA, TMXOPAJKa SBJISIETCSI MAPKEPOM IIPEKe BCETo HH(PEKIIMOHHBIX 3a00-
JIeBaHU, P OOJIBIIMHCTBE U3 KOTOPBIX MPOSIBIISET ce0st Kak cyOdeOpuibpHas
win ymepeHHast. OpHeHTHPYSICh Ha IOBEICHHE JIMXOPAJKHU KaK OAUH U3 IPH-
3HAKOB MO)KHO OLIEHMBATh X0/ MH(EKIIMOHHOTO Tporecca (BO3MOKHOCTD pas-
BuTHA ocnokHeHHoro Tedenust COVID19 mpu remneparype Boime 38°C), mpu
YTSKEJICHUH KOTOPOTI'O JINXOPa/iKa MOXKET CTAHOBUTHCS BBICOKOW MIJIM JaXe
runepnuperndeckoil. Hexoropeie nudexunonnsie 3a00neBanus (THOMHBIN
MEHUHIUT) MOTYT CTapPTOBAaTh C BBICOKOM MJIM TUIIEPIUPETHYECKOM JINXOpa-
koi. B TO ke Bpems1, HenH(pEKIMOHHBIE OOIE3HU HEPEAKO COMIPOBOXKIAIOTCS
cy0deOpmITbHOM TrXopankoi (MHPapKT MUOKapaa, TMM(GOMEI H Jp.).

[lo Tomy, KaK IMEHHO M3MEHSIETCS YTPEHHSSI U BEUEPHsisl TeMIlepaTrypa Tejia
(umpkanHble KoneOaHus1) B TEUCHHE 3a001€BaHUSI MOKHO ONPEACIUTH TeM-
NepaTypHyl0 KpUBYIO. TpaJiuIOHHO THUIIBI TEMIIEPATYPHBIX KPUBBIX MPH
JMXOPaZKe MCHONB3YIOT B AMAarHOCTHKE 3a0oneBaHuil. [lo Tumy temmnepa-
TYPHBIX KPUBBIX BBIIEJISIOT CIEAYIOMINE TUIIBI JMXOPAAKH: HOCTOSHHAS, 110-
crabysIomasi, M3HypAoLIas, MepeMesKaroIascs, BO3BpaTHasi, BOJIHOOOpas3-
Hasl, aTUIIMYECKasl.

IocTosinnasa nuxopanka (febris continua) xapakTepusyercs TOBBIIICHHU-
€M TeMIIepaTyphl C CYyTOYHBIMH (LMPKAIHBIMH) KOJIeOaHUSMH B IIpeaeax
1°C (nabnromaeTcst Ipy peCHMPATOPHBIX BUPYCHBIX HHPEKIMAX, KPYTO3HON
MTHEBMOHUH, TU(dE U 1Ip.).

Hocaabdasomas muxopaska (febris remittens) — MoBBIIIEHHE TEMITEPATyPhI
C CYyTOYHBIMH KoneOaHusiMu B nipeaenax ot 1°C go 2°C (mpu BUPYCHOM dH-
nedanuTe, KICMEBOM PUKKETCHO3€, TYOepKyese U ap.).

Hznypsiromas (u3Hypsromas) iuxopanaka (febris hectica) — mobieHne
TEMIIEpPaTypbl C CYTOUHBIMH KojeOaHMsMH mpeBblmatommmu 2°C (mpu
cericuce)

Iepemexaromasics nuxopaaka (febris intermittens) — TOBTOpSIONIHECS
3MM30/1bl YBEIMUYCHUS TEMIIEPATyphl A0 BBICOKUX Ludp (Bbime 39°C), yepe-
IOYIOLIMECS ¢ BO3BPATOM K HOPMaJIbHBIM 3HAUCHHMAM (IIPU MaJspHH, TyOep-
KyJese).

Bo3Bparnas nmuxopasnka (febris recurrcns) — meproabl BEICOKOH TeMIiepa-
TYPBI B TEUCHHE HECKOJIBKHX CYTOK YE€PEAYIOTCS C IEPUOAaMu HOPMabHON
TeMIepaTypsl (IIpU BO3BPaTHOM TU(E U Ip.).

Bosanooopa3snas muxopazka (febris undulans) — mocreneHHoe B TeueHHe
HECKOJIBKUX CYTOK YBEIMYECHUE TEMIIEPATyphbl ¢ MOCIEAYIOMNM ITOCTEIICH-
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HBIM €€ CHIDKCHUEM 110 cyO(heOpHIbHBIX MM HOPMaJbHBIX 3HAYEHHUH C T10-
BTOpPaMH TAaKHX IMKJIOB (TIPH peBMAaTHUECKUX OONE3HAX, TuMdorpanynema-
TO3€, HEXOPKKMHCKUX JIUMpOMax | Jp.).

ArunuuHasi nuxopanka (febris atipica) — xapaxrepusyercss TOXBEMOM
TEMIIEPaTyphl C pa3IMYHbBIMUA HAPYIICHUSIMH [UPKaTHOTO PUTMA, B YaCTHO-
CTH C TIOBBIIICHUEM YTPEHHEH TeMIIepaTypbl U CHU)KEHHEM BEUEpHEH, WIn
MIPOM3BOJIbHBIC KOJIEOAaHUs TEMIIEPATYPhl B TEUCHHE CYTOK (CETICHC).

NOCTOAHHAA NMXOPAAKA NOCNABAAIOWASA MXOPAAKA U3HYPAIOWAS TUXOPARKA

BO3BPATHASl INXOPAAKA BO/IHOOBPA3HAA IMXOPAAKA NEPEMEXAIOUAACSA IMXOPAAKA

[ e v | e o] v | o | oo | v =" [Fiegen e i e s s = =l =le == =

ATMNUYECKAR IMXOPAAKA

PucyHok 82 Tunbl 1UXOpadoyHbIX KpUBbIX

B nuarnoctrke 3a0oeBaHuii 0c000e 3HAYCHUE UTPAIOT JTUXOPATAKH He-
SICHOTO TIPOMCXOKAEHUsI, KOT/a TIPUYMHA JIMXOPAJIKH U, CIEIOBATEIHHO, B
OOJIBIIMHCTBE CITyYaeB aKTUBAIIMM UMMYHHOTO OTBETA OCTACTCSI HESICHOU
nocie 00CleIOBaHUsI ¢ HCIOIBb30BAaHUEM PYTHHHBIX KJIMHUYECKUX METOJIOB.
Kax npaBmII0 JTMXOpaJIKOi HESICHOTO TIPOUCXOXKICHHS B OOJBIIIMHCTBE CITyyacB
MPOSIBJISIFOTCSI CKPBITO MPOTEKAIOIIHE HHPEKIIUHU, PEKE 3JI0KAYECTBEHHBIC
OITyXOJIA U KOJIJIATCHO3bl. Y TOYHEHHUE TUAarHO3a MPU TaKUX JIMXOPaJIKax Io-
3BOJISIET CBOCBPEMEHHO HAYaTh JICUCHHUE MAI[HCHTA.

Ilamoeenemuueckue nooxoowl Kk aeuenuio auxopadku. YIcxoast U3 Toro, 4to
B TIOAABIISIOIIEM OOJIBITMHCTBE CIIyYaeB JIMX0paKka 0coOeHHO cyOdeOprh-
Hasi 1 yMEpeHHast JIETKO TIEPEHOCHUTCS MAI[EHTOM, a TAKXKe MPU HHPEKIMOH-
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HBIX MPOLIECCaX OHA BBIMOIHIECT BXKHYIO 3alIUTHYIO (DYHKUHWIO, OrpaHHYH-
Bas PA3MHOXKEHUE ITATOTEHHBIX MUKPOOPraHU3MOB, TEPAIUs JIUXOPAJAKU HE
Tpebyercs. bonee Toro, cyuecTByroT MHOTOUNCICHHbIE HAOMIONCHUS, CBS-
3BIBAIOIIUE YTSDKENCHUE X0 HH(PEKIIMOHHOTO Mpolecca ¢ MOMBITKAMH I10-
JIaBJICHUS TUXOpaaouHoi peakiuu. OJIHAKO, B PsiJie CIy4aeB UMEET CMBICIT
OTrpaHUYMBATh JINXOPAJKY, B YACTHOCTH IIPU TUIIEPIIUPETUUECKON JTUXOpa-
K€, KOTOpasi TSKEJIO0 NIEPEHOCUTC MAallUeHTaMU, a TAaK)Ke [IPU HAJIU4UU BO3-
pacTHBIX 0COOEHHOCTEH (€TH MEPBOTO TOAA )KU3HM), UK MpH (POHOBOH M1a-
TOJIOTMH, KOIJZIa IOBBIILIEHUE TEMIIEPATYPhI T€a CTAHOBUTCSI ONACHBIM JJIS
nanueHTa (UIeMuydeckass OONe3Hb Cepila, cepledyHas HEeAOCTaTOYHOCTS,
Cy[IOpOTH B aHaMHe3e U JIp.). B kauecTBe xapomoHMKAIOIUX CPEICTB B Ta-
KHUX CIIly4asiX IPUMEHSIOT HECTEPOUIHBIE IPOTUBOBOCIAIUTEIBHBIE JIEKAP-
ctBennble cpeactsa (HIIBC), koropeie marnbupyror LHOI'2 u nopansior
cunte3 [1I'E2, npensTcTBys pa3BUTHIO JIUXOPAIKU.
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IMIATOPH3HOAOI'HSI OBMEHA BEIIIECTB

OO0OMeH BeliecTB (MeTabO0IM3M) — 3TO TMHAMUYECKUE MPOIECChI, COMPOBO-
JKTAIOIINE KU3HEEITEIbHOCTD U TIPEICTABIISIONINE M3 ceOst HAOOp XUMHUe-
CKHUX pEaKild CHHTE3a XUMUIECKUX COCTUHEHHI (OETKOB, )KUPOB, YIIICBOIOB,
HYKJICHHOBBIX KHCJIOT) — aHa0OoJIN3M, OO pacmaia 3THX COEAUHEHUI — Ka-
TabOIU3M.

METABOJIN3M — Habop xumuveckux peakyuli, 1000epicusaroujux #u3Ho 8

opzaHusme

[Tpu sTOM aHaboMMYECKHE PEaKK OCYIIECTBISIOTCS C MOTpeOIeHHEeM
9HEPTUH, TOTa KaK KarabolM4ecKrue — ¢ 0CBOOOKICHUEM YHEPTHH.

XUMHYECKUE peakiuy, JeKallue B OCHOBE MeTaboim3Ma B OOJIBIINH-
CTBE cy4aeB 00beMHEHBI BO B3aMMOCBSI3aHHBIC TPYIIIBI (IIETIOYKH), KOT/Ia
MIPOMCXOMT MOCIIEIOBATENIHLHOE MTPEBPAIIICHNE OJJHUX BEIIECTB B Apyrue (13
cyOcTpara — o0pa3yeTcs poAyKT). Takue 1enouky peakiuii 00beTUHIFOTCS
B MeTa0oIMYeCcKUe MyTH. MHOTHE peakiiy KaTallu3upyIOTCsl (PepMEHTaAMH.
[Ipu 5TOM aKTUBHOCTH ()EPMEHTOB 3aBUCUT OT COCTOSIHHSI KHCIOTHO-OC-
HOBHOTO paBHOBecus cpenbl (pH) u ot Temneparypsl. Bo MHOTHX ciryuasix
AKTUBHOCTH (DEPMEHTHBIX CHCTEM PErYIUPYyeTCsl TOPMOHAMU. Tak HHCYIHUH,
T10JIOBBIC FTOPMOHBI 00/1a1at0T aHA00IMYeCKUM 3(D(PEKTOM, TOT/Ia KaK TOPMOHBI
NIMTOBUIHOM KeJe3bl ¥ IITFOKOKOPTHKOHIB — KaTa0OINIeCKHIM.

DHeprus, 0CBOOOKIAIOMIASICS B PE3yIbTaTe KaTaboIMIeCKUX MPOIIECCOB,
WCTIOJIL3YETCS JIUISl CO3/JaHMUsI BRICOKORHEpreTndecknx (hocdaTHbIX CBs3ed B
MoJiekysie ageHosuraudocdara (AJPD) ¢ oOpazoBaHHEM MOJIEKYIIBI aJCHO-
suntpudochara (ATD). ['uaponus pocharubix cBsazerr B ATD ocBoOOKIaET
SHEPTHIO, HEOOXOAUMYIO T aHA0OIWYECKUX MPOIIECCOB. DTOT MPOIEcC
MPOTEKAET B MUTOXOH/IPUSX KIIETKH U TJIe OH COIPSIKEH C peaKIusIMu OHOIIo-
THYECKOTo OKUCIeHus. Kak HapyIieHue peakiyii mporeccoB OKUCICHHS, TaK
Y HapyIIeHUEe COTIPsLKEHMs OKUcTeHns (pa3zo0mienue) u pochoprmmpoBanus
Hapy1mraet oopazoBanrie AT® B MUTOXOHIPHAX.

CyMMapHbIe 3aTpaThl SHEPTHH, HEOOXOAUMOI ISl TIOJUIePKaHHE HOPMAITh-
HOW JKU3HEIeSITeIbHOCTH OPTaHi3Ma B TTOKOE TIPH KOM(OPTHOH OKpPYKAFOIIeH
temneparype (20-22°C) npuHATO Ha3bIBaTh OCHOBHBIM 00MEHOM.

OCHOBHOM OBMEH — Konuvecmeo sHepauu, Heobxodumoli 017 noddeprarHus

HopmasnbHoli 3 u3HedeamenbHOCMU Op2aHU3Ma 6 NMOKoe npu KomgopmHoli
memnepamype
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Y B3pOCHBIX OCHOBHOH 00MEH cocTaBisieT mopsaka 1600 kkay/cyTku.
OCHOBHOI 0OMEH MOXXET OBITh U3MEPEH KakK MPsIMBIM METOJIOM B KaJIOpH-
METPHUYECKON Kamepe, TaKk U HEIIPSIMBIM METOJIOM C ITOMOIIIBIO OTPeAEIeHHS
KOJIMUECTBA MOIVIONIAeMOr0 KMCIOPOAA 1 BBIJIEISIEMOM YIIEKHCIOTHI.

W3MeHsITh OCHOBHOI 00MEH MOT'YT pa3iIWYHbIE COCTOSHUS U MPOLIECCHI.

[IpryrHaM¥ MOHKKEHUSI OCHOBHOTO OOMEHa MOTYT OBITh!

* HEJOCTaTOK CyOCTPaToOB AJIsi OMOXMMUYECKHX PEakui (amuMeHTap-
HOE roJIofiaHue, o0l1ee HCTOIICHNE — KaXeKCHusl, HapylleHue QpyHKIUi
JKETYIOYHO-KUIIIEYHOTO TPAKTA),

* HEJOCTaTOK KHCIOopo/a (THIIOKCHS) MIPH JbIXaTeIbHON HEJOCTATOIHO-
CTH, aHEMHH, TUPKYIATOPHBIX HAPYIICHUSX,

* HapylICHHE DHIOKPUHHOW PEryasiuu OOMEHHBIX MPOIeccoB (TH-
MEepUHCYNHHU3M, cHMKeHne akTuBHOCTH AKTI, ropMOHOB KOpBI
HAJIITOYCYHUKOB)

ITpruuHBI TOBHIIIEHNST OCHOBHOTO OOMEHa:

* HapylleHHE dHIOKPUHHOW PEeryisiiiu 0OMeHa (HeI0CTaTOK HHCYIIMHA
pu caxapHoMm auaderte, nosbieHHas akruBHocTh AKTI, TTI, kare-
XOJIAMHUHOB, TIOJIOBBIX U THPEOUTHBIX TOPMOHOB)

* TIOBBIIIEHUE CKOPOCTH OOMEHHBIX MPOIIECCOB BCIIEAICTBUE AaKTHBAIMN
(epMeHTOB Ha (hOHE YBEIUUCHUS TEMIIEPATYPbl BHYTPEHHEH CpeJibl
OpraHu3Ma IpH JIUXOPATIKE

» wnapymenuns pyuknuii [{IHC (nmoBeImenne ToHyca cHMIaTHYeCKOM
HEPBHOH CHCTEMBI, HEBPOTHYECKNE COCTOSHHU)

HAPYIIEHUE OBMEHA BEJIKOB.

benku B opraHn3Me BBITONHSIOT TETBIH HA00p BaKHEHUTTHNX (DYHKITHIA:

* OENKHM yJacTBYIOT B TIOCTPOSHHUHU CTPYKTYPHI KIIETOK M TKaHE! (CTpyK-
TypHBIE OSIKN),

* BBITIOJNHAIOT KaTAJIMTUYECKYI0 (DYHKIIMIO B XUMHYECKUX PEAKIIHIX
(bepmeHTHI),

* C MTOMOIIBIO OEITKOB OCYIIECTBISETCS OOMEH BEIIECTB B KIIETKAX
(TpaHCTIOpTHBIE OCTKHU-IIEPEHOCYUKH, OCIIKH HOHOOOMEHHBIX HaCO-
COB, OCJIKM KaHAJIOB KJICTOYHBIX MeMOpaH),

* BBITIOJHSIOT PEIIENTOPHYIO (PYHKIHUIO (PELIENTOPbI, MOJIEKYIIbI a/Ir€3H1H),

* BBITIOJHAIOT 3aIIUTHYIO poiib (O€IKH, MHAKTHBUPYIOINE TOKCUIHBIE
MeTa0OJUTEI, AaHTUTENA, KOMILUIEMEHT | JIp.),

* YYaCTBYIOT B CBEPTHIBAHWW KPOBH ((haKTOPHI CBEPTHIBAHUS U MX aK-
THUBATOPHI U MHTHOUTOPHI)



I'raBa 8. [TaTodu3nororyst oOOMeHa BellecTB 169

* TOAJCPKUBAIOT OHKOTHYECKOE JABJICHUE, YUaCTBYsI B paclipeaeieHUuH
BOJIbI,
* MOJICPKUBAIOT KUCIIOTHO-IIEIOUYHOU OanaHc (OeskoBbId Oydep)
* BBINOJIHSAIOT PETYJISITOPHYIO (DYHKIIHIO (TOPMOHBI OSJIKOBOH ITPUPOJIBI,
IIUTOKHUHBI, BHYTPUKIICTOUHBIC MIEPEATIYNKU CUTHAJIOR)

Bakneimmm nokasaresnem, 0OTpaKaloluM HapyIleHHs: OeTKOBOTo 0OMeHa
SBJISIETCSI COZIEpKaHue OelKa B Iiazme KpoBH. [Ipr 3TOM MOXKET pa3BUBATHCS
TUIONPOTCUHEMUS WK TUIeprnpoTerHemMus. ['unmonporennemus (00bI4-
HO — TUNI0ANTLOYMUHEMHST) MOJKET Pa3BUBATHCS IPU OEIIKOBOM TOJIOIaHUH,
HapyIIEHUH BCAChIBAHUS aMUHOKKCJIOT B KUIIICYHHUKE, HAPYIICHUU CHHTE3a
aNMbOYMHUHOB TIPH MATOJIOTHH MIEYeHU Ha (POHE TTIeYeHOUHOMN HEI0CTAaTOUHOCTH
WK OBITh PE3YJIBTATOM MOTEPH OOJIBIIOrO KOJIMYECTBA Oeka ¢ MOYOH MpH
3a00J1eBaHMSIX MOUCK (ITIOMEPYIOHEPPHUTHI, HepoTHUecKuii cuHapoM). ['umep-
MPOTeMHEeMMSI YaIle BCETo MPOSBIISICTCS TIPH BEIPAKEHHOM XPOHUYECKOM BOC-
MaJICHUH, COTPOBOXKIAFOIIIEMCS] YCUIICHUEM 00pa30BaHMsl UMMYHOTIIOOYJTHHOB.
Yacto u3MeHEHHUs1 CofiepKaHkst OSJIKOB B KPOBH I10 BBIIICYKa3aHHBIM PUIMHAM
(yBenMYeHHE OTHOCHTEIILHOTO KOJIMUECTBA allbOYMUHOB WITH, HAIIPOTHB, TJI0-
OyJIMHOB) MPUBOANT K M3MEHEHHUIO X COOTHOILICHHUS MM K IMCIIPOTEMHEMUH.

OnHAaKo HAJIO YIUTHIBATh, YTO M3MEHEHHE COJIepKaHue Oelka B KPOBH MOXKET
OBITh CBSI3aHO HE C MPOLIECCAMK €T0 YCBOSHHSI, 00MEHA MJIH BhIBEJICHHSI, 4 C yBe-
JIIYEHUEM JTN00 YMEHBIIICHUEM 00beMa KHUIAKOCTH B IIUPKYIISITHH (THIICPBOICMUS
Y TUTIOBOJIEMUSI COOTBETCTBEHHO) U, CIIE/IOBATEIILHO, OBITh OTHOCHTEITLHBIM.

Bo3mMokHO Takke PH HEKOTOPHIX OIMYXOJISIX KPOBH (MUEIOMHAs 00J1e3HB/
MapanpoTeNHEMUYECKI JIEWKO3 ) TIOSBIICHHE B KPOBU CTPYKTYPHO aHOMAITb-
HBIX (HampuMmep, CoAepsKalie TOIbKO JIETKHE IEeTH WIH TOJIBKO TSKEIble
e UMMYHOTJIOOYJTMHOB) M (PYHKIIMOHAIBEHO HETIOJTHOIICHHBIX OSITKOB M3
TPYTITEl IMMYHOTJIOOYJIHMHOB, HA3BIBAEMBIX MaparpoTenHamMu. Takoil mporecc
MIPUHATO HA3HIBATh MapanpoTenHeMHueii.

Hapymernst oOMeHa OEJIKOB MOTYT OBITh CBSI3aHBI C HAPYIICHUSMH WX
YCBOCHHS C TUIIEH W BCACHIBAHUS aMUHOKHCIIOT, C HApyIIEHUSIMU CHHTE3a
Oenka 1 oOMeHa aMHHOKHCIIOT, HapYIICHUSIMHU paciiaga OSIKOB U AKCKPEITHH
A30TUCTBIX COCTUHEHUMN.

Hapymelme YCBOCHUSA 0€eJIKOB H BCACBLIBAHNSI AMHHOKHCJIOT.

[Nockonbky otpebnsiemble ¢ el 6enxu B peaenax XKKT mon nerictu-
eM (pepMEHTOB JKEITYJOYHOTO U KUIIIEYHOTO COKOB (TIETICHH, TPUIICHH, XHMO-
TPHIICHH, TIETITH/Ia3bl ) TIPOXOST PACIIEIUICHHE 10 TTENTHIOB 1 aMHHOKHUCIIOT,
a 3aTeM aMHUHOKHCJIOTHI BCACHIBAIOTCS B TOHKOM KHIIIEYHUKE, TO HApyIIeHHE
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CEKPETOPHOU (DYHKIUU KEIY/KA, MOJDKEITYIOUHOM JKEeIe3bl U KUIICYHHKA
MIPUBOJIUT K YMEHBIICHHIO MOCTYIUICHUS aMUHOKKCIIOT B OPTaHU3M, YTO 3a-
TPYIHSIET CHHTE3 COOCTBEHHBIX OCIIKOB. AHAJIOTUYHOE SIBJICHUE TPOUCXOIUT
npy OETKOBOM TOJIOJIaHHUHU (HEI0CTATOYHOM MOCTYTUICHUH OEJKOB C MUIIEH ),
MOCKOJIbKY OCJIKY MUIIH (M CONEPIKAIINECS B HUX aMUHOKHUCIIOTHI) — OCHOBHOM
WCTOYHUK MOCTYIUICHUS a30Ta B opranu3M. OCOOEHHO YyBCTBUTEIICH HEIOCTa-
TOK B COCTaBE OCJIKOB IMHUIIM HE3aMEHUMBIX aMUHOKHUCIIOT (T.€. aMHHOKHUCIIOT,
KOTOPBIC HE CUHTE3UPYIOTCS B OpraHU3Me: apruHuH, BaJWH, TUCTHJINH, JICH-
LIUH, U30JICHIIMH, JIN3UH, METUOHUH, TPEOHUH, TpunTodaH, (heHUIaJaHH),
YTO HEPEAKO ObIBACT B IMUIIE PACTUTEIILHOTO MPOUCXOXKIeHUs. VX nedunut
HapyIIaeT CUHTE3 OeJiKa U Pa3BUTHE PsJia MaTOJIOTHK (HampuMep, aHeMus,
MOpaKEHUE TOYEK, NICUCHH, IIIUTOBUIHOMN JKeJe3bl, HapylIeHHe (QyHKIIHA
IIHC u ap.). 3aMeHIMBIC aMUHOKHUCIIOTHI JJAJKE MPH HEOCTATKE B OCJIKE TIHIIN
MOTYT CHHTE3UPOBAThCS B OPraHNU3ME U3 KETOKUCIIOT.

Hapymenue cunTe3a 0e1ka 1 00MeHAa aMHHOKHCJIOT.

Hapymienne cuaTe3a 6eka MOXKeT OBITh 00YCIOBICHO HEOCTATOTHBIM
KOJIMYECTBOM aMUHOKHCIOT; aedururom ATD, HeoOxomumolt aiist obecre-
YEHUSI CUHTETUYECKUX IIPOLECCOB; HAPYILIEHUEM HEHPOIHIOKPUHHON pery-
AU, MyTallusdsMH B IT'€HAX, KOAUPYIOIIHNX CUHTE3 GCHKOB, HapylmcHUAMAU
MCXaHU3MOB TpPaHCIALN.

B cBoro ouepesib, HEIOCTATOUHOE KOJUYECTBO AMUHOKHCIOT MOXKET
OBITH KaK CJICIACTBUEM MX HEAOCTATOYHOTI'O IMMOCTYIIJICHUA B OPraHus3M, TaK U
CIIEZICTBHEM HapYyIIEHU MPOIIECCOB 0OMEHA aMHHOKHCIIOT (le3aMHHUPOBa-
HHSA, TPAHCAMUHHMPOBAHUS U IeKaAPOOKCHUIUPOBAHMNE).

[ Desamunuposanve \
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PucyHok 83 [lesamuHuposaHue eniromamama
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Jle3aMUHHpOBAaHHUE — 9TO OTIIEIJICHUE TIO]T JEUCTBHEM (PePMEHTOB JIeaMU-
Ha3 0-aMUHOTPYTITB aMUHOKHCIIOTHI C MPEBPALIEHUEM €€ B 0-KETOKUCIIOTY
(o-KeTormyTapar, okcajoalerar, HupyBar).

TpancaMHUHHUpOBaHKE — 3TO )ePMEHTATUBHAS PEAKLIUS C yHaCTHEM TpaH-
CaMHHa3, COMPOBOXKIAIOIAsICS MEPEHOCOM aMUHOTPYIIIBI aMHUHOKHCIIOTHI
Ha 0-KeTOKHCIIOTY, B pe3yJibTaTe 4ero o0pa3yroTcs HOBasi aMHHOKHUCIIOTA U
HOBasl KETOKHCIIOTA.

TpaHcaMUHMpOBaHue
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PucyHok 84 TpaHcamuHuposaHue ¢eHuUnanaHuHa

Hapymenne nporieccoB TpaHCAaMUHUPOBAHUS M OKUCIHUTEIHHOTO J1e3a-
MUHHUPOBaHHS aMHHOKHCIIOT OTPaHUYHMBAET MX MICTIOIb30BaHUE [T CHHTE3a
TJTFOKO3BI, JKUPHBIX KUCIIOT, 3aMEHIMBIX aMHHOKHCIIOT, & TAKXKE UX OKHCIICHHE
¢ ocBOoOOXKIeHNeM dHepruu. [Ipr 3ToM moBBITITaeTCst copepskaHue CBOOOTHBIX
aMUHOKHCIIOT B CBIBOPOTKE KPOBH M B MOdYe (TUTIEPAMUHOAIIUEMIISI U THTIE-
paMHUHOAINIYPHs), CHUIKAETCS CHHTE3 MOYEBHUHBI

JlexapOoKcHIMpoBaHUE — 3TO PEaKIHs, KaTaln3upyeMas JeKapOOKCHIa30i
(xopepmeHT — BUTaMUH B6), 1 COMPOBOKIAFOIIAACS YTPATOH aMHHOKHCIIOTOM
0-KapOOKCHUITbHOM TpyNITbL. [IpomyKToM TakuX peakiyii sBIseTcs 00pa3oBaHue
OMOTEHHBIX aMHUHOB: M3 TIIOTAMHUHA — Y-aMuHOMacstHas kuciora (TAMK),
W3 THCTUAMHA — TUCTaMUH, U3 nnokcudenmiananuaa (JJODA, DOPA) — no-
(dbamuH u ap.
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PucyHok 85 [lekapbokcunuposarue [JODA

Yacroii npuunnoi Aeduumra AT® gBriseTcs TUIIOKCHSL, Pa300IeHIEe OKHC-
nenust 1 pochoprrpoBanus, aBuTaMuHO3 B1 (MMOCKOIbKY THAMHMH HEOOXOIUM
B Ka4ecTBe KoepMeHTa JIJisl JICHCTBUS TUPYBATICTHIIPOTeHAa3bI, IpeBpalia-
IO TTHpyBar B aueTnia-KoA, KoTopslii motoM nocTynaeT B uki KpeOca).

Hapymenre HelipoIHAOKPUHHOM peryJsiiii 0OBIYHO OBIBAET CBA3aHO
160 ¢ HapyIIEHUSIMU HEPBHOW Tpo(uKH (pa3BUTHE aTpOPHUH JECHEPBUPO-
BaHHBIX TKaHeH), 100 ¢ HapyIIeHHEM CHHTE3a TOPMOHOB, PETYIHPYIOIINX
MIPOIECCHI CHHTE3a U pacraja Oenka.

T'opMoHBI, akTUBHPYIOIIHE CHHTE3 OEIKa OTHOCSTCS K TPYIITe aHAG0 uYe-
CKMX — 3TO MHCYJINH, COMAaTOTPOITHBINA TOpMOH (3¢ (deKT omocpemyercs depes
COMAaTOME/IMHBI, CHHTE3UpyeMBIE B TIeYeHH ), (PU3HOIOTTIECKUE T03BI THPEOH/I-
HBIX TOPMOHOB, TTOJIOBBIC TOPMOHBI (aHAPOTEHBI ¥ 3CTPOTECHBI). DTH TOPMOHBI
TIOBBIIIAIOT TPAHCTIOPT AMUHOKHCIIOT B KJIETKH; CKOPOCTB TPAHCKPHUIIIIUH TEHOB,
OTBETCTBEHHBIX 32 CHHTE3 OEIIKOB; CTUMYJIHPYIOT TPAHCIISIINIO HAa pHOOCOMaX,
TOPMO3ST PacXOI0BaHME aMHHOKFICIIOT B TIpOIleccax TIIKOHeoreHe3a. | OpMOHBI,
TIOHIDKATOIIME CHHTE3 OeNKa U CTUMYITUPYIOIINE €T0 PAaCcTiaj] OTHOCITCS K TPyTI-
e karadoamuecknx. Crona OTHOCST TITFOKOKOPTUKOMIBI, KATEXOITaMHUHEI (ape-
HAJIMH ¥ HOPAJIPEHAJIVH ), THPEOUTHBIE TOPMOHBI B OOJIBIINX KOHIIEHTPAIHAIX
(Ha (hoHE TUTIEPTUPEOHNI03a HITH TUPEOTOKCHKO3a), TIIFOKATOH. DTH TOPMOHBI
YMEHBIIIAIOT TPAHCTIOPT AMUHOKHUCIIOT B KJIETKH; CTUMYJIMPYIOT pactiai OeIkoB
B MBIIIIIAX, KOXKE, KOCTAX C BEICBOOOKICHUEM aMUHOKHUCIIOT; CTUMYIAPYIOT
ITFOKOHEOTEHE3 C BOBJICYCHNEM B HEr0O aMUHOKHUCIIOT. J{ncbaraHc B aKTHBHO-
CTH TOPMOHOB STHX JIBYX T'PYTIT B UTOTE MOXKET MTPOBOITUPOBATHh HAPYIIICHUE
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CHHTE3a U pacraja OeJkoB. DTO B CBOIO 04epe/Ib IPUBOIUT K MHOTOOOpa3HbIM
HeraTuBHBIM 3¢ QekraM. CHIKEHHe CHHTEe3a OSITKOB BHI3BIBACT PA3BUTHE aTPO-
¢un 1 aucTpodum OpraHOB M TKAHEH, HAPYIICHHUST aKTUBHOCTH ()epPMEHTOB
0eKOBOM NPUPOB! (HATPUMED, WHCYJHMH), HAPYLICHUs] UMMYHHOTO OTBETa
n3-3a IeUINTa UMMYHOTIOOYIMHOB, IITOKWHOB, KOMIUIEeMeHTa. TopMo3siTest
MPOLIECCHI PEreHepaliy MpH MOBpeKAcHUAX. CHIKEHHE COAepKaHus OCIKOB
B IJTa3Me KPOBH TOHMKAET OHKOTHYECKOE JaBJICHHE, YTO TPUBOAUT K OTCKaM.
B nerckom Bo3pacTte HapyImaeTcsi pocT.

Hapymienne cuHTe3a OTIENBHBIX OSIKOB BO3MOXKHO NMPH IreHeTHYeCKHX
nedeKkTax, KOrJja MyTalllH [TOJIBEPTaeTCs TeH, OTBETCTBEHHBIHN 32 CTPYKTYPY
(u, crenoBareabHO, (DYHKIMIO) TOrO WM MHOTO Oenika. Hepenko momoOHbIe
3a00JIeBaHus PA3BUBAIOTCS IIPH M3MEHEHUH CTPYKTYPBI aKTUBHOTO LIEHTpA
TOTO WJIM UHOTO (pepMeHTa. [10 TaKOMy MeXaHH3MY Pa3BUBAIOTCS HAPYIICHHS
Npy anbOUHU3ME, (PCHUITKETOHYPHH.

IIpu arvbunuszme B pe3ynbrare ayTOCOMHO-PELIECCUBHO HACIIELYyEMOro
nedexkra rera TYR cHmkaeTcs akTHBHOCTh (pepMEHTa THPO3HHA3BI, UTO
Hapyiaet oopasosanue JJODA, ero npesparietue B JJODA-xunoH u JJO-
DA-xpoM, 1 ganee 00pa3zoBaHUE METaHUHA.
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PucyHok 86 HapyweHue Memaboausma mupo3uHa npu ans6uHusme.

V nroneit ¢ TakuM 3a00eBaHNEM Ha (OHE CHIDKCHHS COMSPKAHUS Mea-
HUHA Pa3BUBAIOTCA MOPAXEHUs KOXH ynbTpaduonerom. lIposBrisrores Ha-
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pyIIeHHUS 3peHHUs., CBeTO00s3Hb. Y OONBHBIX Hapylaercst (popMupoBaHUe
ceTyaTrku (YMEHbBLIAETCsl KOJIMYECTBO MAIOYEK), YTO CHIKAET OCTPOTY 3PEHHSI.
Henocrarok murMeHTa B SIUTENNU CETYATKH, KOTOPBIH B HOPME MOIVIOIIAET
OOJIBIIIYIO YaCTh OTPAKEHHOT'O CBETA, YBEIMUUBACT paccesiHue CBETa BHYTPH
m1a3a u popmMupoBaHre OJIMKOB. DTO BBI3BIBACT MOBHIILICHHYIO YYBCTBUTEIb-
HOCTh U IUCKOM(DOPT (CBETOOOSI3HB) MpH SIPKOM cBeTe. KpoMme Toro n3osITok
CBETa MOBPEXKJACT CETYATKY M BHOCHUT BKJIAJ] B CHHYKEHUE OCTPOTHI 3pCHUSI.

[pu anpOMHMU3ME BO3MOXKHBI U JIPYTHE BAPUAHTHI , HATPUMED, CBSI3AHHBIC
¢ nedekrom rena GPR 143, xonupyroriero nepeaady CUTHaJIOB B MEJIAHOLIUTE
U TPaHCIIOPT MeslaHOCOM. HaciezioBanue B 3TOM cilydae pereccHuBHOE, CIie-
IJIEHHOE ¢ X-XPOMOCOMOH.

[pu penunxemonypuu B pesyasrare ayToOCOMHO-PELIECCHBHO Hacleaye-
Mmoro nedexra rena PAH, pacnionoxkeHHOro Ha 12 XpoMocome, CHHKAeTCs
aKTHBHOCTb (pepMeHTa (DeHMITAIaHIH THAPOKCUIIA3bl M HAPYIIIACTCS KaTall-
3UpyeMoe UM MpeoOpa3oBaHue (PeHUIAIaHUHA B THPO3HH.
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PucyHok 87 HapywieHue 06MeHa heHunanaHuHa npu peHunKemoHypuu

OTO MPUBOHT K YCHICHHUIO AIBTEPHATUBHOTO ITyTH METab0IM3Ma, ¢ 00pa3o-
BaHWEM TOKCHYHBIX (TIPEKE BCETO TSl HEHPOHOB) METa0O0NMMTOB — (pEHMITITHPY-
BaTa, (eHIWLIAKTaTa ¥ (peHUarneTara. ITo NPUBOINUT K TSHKEIOMY MOPayKEHHIO



I'raBa 8. [TaTodu3nororyst oOOMeHa BellecTB 175

ITHC, xoTopoe nposBisieTcs, B TOM YUCie, OTCTaBaHUEM YMCTBEHHOTO Pa3BUTHS
y nereit ((heHmIMUPOBUHOTpaIHAs onuroppenusi). B marorenese HapyeHui
HHC onpenenstromumM SBISIETCS HAPYIICHUE TPAHCTIOPTa aMHUHOKHUCIIOT Yepes
reMaro3HIedanuueckuii 6apbep. [lockobKy n30bITOK (heHUIIATaHUHA HACHI-
nraet Oenok-nepeHocunk aMmuHokuciIoT (CD98) 1 BcieacTBie KOHKYPEHIMN
MPEISITCTBYET TPAHCTIOPTY APYTMX aMHHOKHUCIIOT Yepe3 reMarodHIehannuecKuii
Oapbep. A MOCKOIBKY aMHUHOKHCIOTHI HEOOXOAMMBI JIJIsl CHHTE3a OCJIKOB U
(opMHpOBaHUS MO3Ta, a TAKXKE ISl CHHTE3a HEMPOMEINAaTOPOB — Pa3BUBACTCS
YMCTBEHHasI OTCTaN0oCTh. KpoMe Toro, u3-3a HelocTaTka THpO3uHa Y OOIBHBIX
HapylaeTcs CUHTE3 MeJaHWHA W BO3HUKAET TUIONMUTrMeHTanus koxu. [Ipu-
cyTcTBHUE (PeHMIIAIIETAaTa B COCTABE [10TA U MOYH NPHUIACT «3aTXJIbIID) 3armax.
Bo3MOKHBI 1 HapyIIEeHHs MEXaHU3MOB TPAHCIISALINN, HAITPUMED, IPH IEHCTBUN
JTU(TEPUIHHOTO TOKCHHA Ha KIeTKH. [ludrepuiiHblii TOKCHH CrIOCOOCH OJIOKH-
poBarb [ TD-3aBUCUMBII OEJIOK, PETYITUPYIONIHH TPAHCIOKAIIUIO PUOOCOMBI Ha
marpuunori PHK, HaseiBaemblii (pakropom amonrarmu 2 (EEF2), B pesynbrare
4ero napaany TPaHC/ISIUK PUBOIKT K IPyOOMY HapyIICHHIO CHHTE3a OeliKa.

Hapymenue BoiBeeHHs1 0eJIKa H AMHUHOKHCJIOT U3 OPraHU3Ma.

Ha xoHeuHoM 3Tarne oOMeHa Oejika Ipu Je3aMHUHUPOBAHUN aMHUHOKHCIIOT
06pa3yeTcsl aMMHaKk, SIBJISIIOHII/II;’ICSI B BBICOKHMX KOHICHTpauAX TOKCUYHBIM
METa0O0IUTOM, MOCKOJIBKY JOCTATOUHO JICTKO IIPOHHUKACT B KJICTKHU, B TOM YHUCIIE,
TpeoIoseBas reMatodHIeparnyecKkuii 6aprep. B edenn aMMuak B OpHUTHHOBOM
IKIIE MPeoOpasyeTcsl B MOYEBHHY, TOPa30 MEHEe TOKCHYHOE BEIECTBO, KOTOPOE
Jarnee yaasercs noukamu. Takum o0pa3oM MOYeBHHA COCTABISIET B HOPME T10-
JIOBHHY OCTAaTOYHOTO a30Ta (ApyTasi MOJIOBUHA — a30T AMHHOKHUCIIOT, KpEeaTHHHHA,
WH/IKaHa, MOYEBOM KHUCIOTHI M aMMuaKa). [1oaTomMy mporiecchl, COMpoBOXKIAt0-
IMecs CHIDKEHHEM 00pa30BaHsl MOYEBHHBI MPH TATOJIOTHAX MTEYEHN — TeTIaTUTHI,
TeTaTo3bl, MUPPO3BI; WK TIPH HACIIEACTBEHHBIX MedekTax o0pazoBanus (GepMeH-
TOB OPHUTHHOBOTO IIUKJIA MTPUBOIAT K MHTOKCHUKAITIHA AMMHAKOM.

B To0 ke Bpems, mpu HapyIIeHUU BBHIBEACHHUSI MOYEBHUHBI M KpeaTHHIHA
C MOYOW TaK)ke pa3BUBAETCS THUIEPA30TEMHUsI U MHTOKCHKAIINS a30TUCTBIMHU
coenHEeHUsIMHU. Takue mporiecchl BO3MOYKHBI TIPH HAPYIIEHUH BBIIETUTEILHOM
(¢yHKIMY 1ToYeK (TIIoMepynoHedpUTHI, He(ppPOCKIepo3 U T.11.) U HAPYIICHHH
MTPOXOAMMOCTH MOUYEBBIBOIAIINX ITyTeH (0OOBIYHO — MOYEKaMeHHas 0OJIe3Hb.

HAPYIIEHUE OBMEHA YITIEBOJOB.

Hapymenus: yriieBogHOro oOMeHa MOTyT OBITh CBSI3aHBI C HAPYIICHUEM
MOCTYIIJICHUS YIJIEBOZOB B OPraHu3M (YIVIEBOIHOE TOJI0aHKE, HAapyLICHHE
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00pabOTKM MHIIY 1 BCACBIBAHHS YIJICBOJIOB B JKEMYJOUHO-KHUIICUHOM TPAKTE);
C HapylIeHUIMHU 0OMeHa U JIETIOHUPOBAHHS YIJIEBOJIOB B OPraHMU3Me; U C Ha-
PYLICHUSMH BBIBEICHHS YIIEBOIOB (TIFOKO3bI TIOUKaMK). Bee aTu mporecchl
SIBJISIFOTCS. pEryIUpyeMbIMU. Tak, MHCYIMH — SBJISIETCS MOLHBIM PETYJISTOPOM
YIJIEBOJHOTO 00OMEHa, CYMMHUPYIOILIUM PE3yIbTaTOM JEHCTBUSI KOTOPOTO SIBIISI-
eTCsI MOHMKEHUE YPOBHSI IIIFOKO3bI B KPOBH (TUMIOITIMKEMHUUECKUH 3 (deKT).
Eme ogna rpymnmna ropMOHOB, Ha3plBacMasi KOHTPUHCYJISIPHBIMU, M BKIIIOYA-
0L — NIFOKAaroH, aJipeHalINH, [NIIOKOKOPTUKOM/IbI, aIpEHOKOPTUKOTPOITHBIN
ropmoH (AKTT'), comarorponnsiii ropmon (CTI'), THpeOTpOIHbIM TOPMOH
(TTT), TMpeouHbIE TOPMOHBL, IEMCTBYET B IPOTUBOIIOIOKHOM HAIIPABIEHHH,
TO €CTh 00JIaIaeT THNepriuKeMudeckuM dpdexrom. [loaTomy HapymeHue
IIPOLIECCOB HEMPO-3HAOKPUHHOMN PETYIISLUU MOXKET SIBISIThCS IPUUMHOMN psiaa
CEpbE3HBIX CABUIOB YITIEBOAHOTO OOMEHA.

Hapymenue nmocrynjieHus yrijieBO40B B OpraHHU3M.

[Moctymnenue yrieBoJ0B CONPOBOKIACTCS pa3pylieHHEM MTOJTUMEPHBIX
MOJICKYJI TIIMKOT€HA U Kpaxmalia B POTOBOM IMOJOCTH ¥ TOHKOM KHIICUYHHUKE
(ToocTHOE MUINEBApPEHNE) TTO]T BIMSHUEM aMUIIa3 CIIOHBI M TOKEITy104-
Horo coka. Ha MUKPOBOPCHUHKAX KJIETOK TOHKOI'O KMIICYHUKA AUCaxapHrabl
(hepMEHTATHBHO pacHICIISIOTCS JI0 MOHOCAXapuI0B O] JICHCTBUEM caxa-
pasbl, TaKTa3bl, MAIBTa3bl U Jp. (IPUCTEHOYHOE MUIIIEBAPEHIE), TOCIIE YeTO
BcachiBatoTcsi. COOTBETCTBEHHO, €CITM HApYIIeHA aKTUBHOCTH MOJIOCTHBIX
WITY TIPUCTCHOYHBIX (PEPMEHTOB, PACHICIUISIONIMX YITIEBOJIBI IO MOHOCAXapOB,
9TO MPUBOAUT K HAPYIICHHUIO UX BcachiBaHusl. [[pUdMHAMU CHIDKCHUS aKTHB-
HOCTH aMuUJjIa3 MOTYT OBITh: HapyIIeHHEe 00pa30BaHUS CIIOHBI (HAIIpUMeED,
THITOCAITMBAIHSI IPU ay TOMMMYHHOM TIOPaKEHUH CITFOHHBIX JKelle3 — 601e3Hb
Ilaepena) iy TOKEITYIOYHOTO COKa (HApUMeEp, CHIKEHNE BEIPAOOTKH
MOJPKETYIOYHOTO COKa Ha (POHE MAaHKPEaTuTa MM 3aKYMOPKU BBIBOIHOTO
MPOTOKA MOKENYTOYHON JKeJe3bl OMyXOolblo Wi KaMHeM). [IpuanHamu
CHIDKCHUST aKTUBHOCTH (DEPMEHTOB MIPUCTEHOYHOTO IMUIIIEBAPEHUS B TOHKOM
KUIIEYHUKE MOTYT OBITh MOBPEKICHHS KHIIIEYHHKA HA (JOHE BOCTIATUTETLHBIX
MIPOIECCOB (SHTEPHUTHI), HAPYIIEHUI KPOBOOOpAIIEHHS B CTEHKE KHIIIECUYHH-
Ka 1 Jp. Bo3MOXHO pa3BUTHE BPOXKICHHBIX (EPMEHTONATHIA, HAPUMED,
BPOXKJICHHAS HEJIOCTATOUHOCTb JIAKTa3bl, KATATM3UPYIOIIEH peodpa3oBaHme
JIAKTO3bI B TIIFOKO3Y U rajakTo3y. Y OOJbHBIX MATONOT WS MPOSIBIISIETCS HEerepe-
HOCHMOCTBIO MOJIOKA B TTHIIIE, TIOCKOJIbKY HeTlepeBapeHHAsI JIAKT03a B HIXKHUX
oT/IeNax KHIIeYHUKA cOpaknBaeTes ¢ 00pa3oBaHUEM MOJIOYHOW M YKCYCHON
kucnoT. OCMOTHYECKOE JIaBIICHUE COMEPIKUMOTO KHIIIEUHHUKA PACTET, YTO
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CIOCOOCTBYET HAKOIUICHUIO BOJIbI M IPOBOLIMPYET TUAPEIO, COIPOBOXKIALOLILY -
10cst razoo0pazoBanreM. Hapyiaercsi BcachblBaHHE YIVICBOJIOB M B YCIOBHSIX
HEI0CTaTKa HATPHUs, HAIPHUMeEP, TIPH HAPYIIIEHHH BEIPAOOTKHU aibI0CTEPOHA,
MOCKOJIBKY JIJISl TPAHCTIOPTA MOHOCAXAPUIOB B SHTEPOIIUTH HEOOXOIUMO HE
TOJILKO aKTUBHOCTh O€JIKOB-TpaHcnoptepoB niitoko3sl ([JIKOT) — obneruen-
Hast UG Qy3us 0 TPATUEHTY KOHIIEHTPAIINH, HO U padoTra Na-3aBHCHMOro
BTOPHYHO AKTHBHOTO TPAHCMOPTA (COMPSHKEHHBIN TPAHCIIOPT TITFOKO3BI
M TaJaKTO3bl OEJIKaMU TPAHCIIOPTEPAMK BHE 3aBUCHMOCTH OT TPaMEHTa €€
KOHLIEHTPALIMK U HOHOB HATPUS 10 TPAJUEHTY UX KOHLEHTPALIUH).

©
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PucyHok 88 MexaHusmsl mpaHcnopma 2/itoKo3sl 4epes MemMbpdary SHmMepoyumos

[TonoGHBIE HApYIICHNS TPUCTEHOYHOTO (PePMEHTATUBHOTO PACILETIICHHS
JFCaxapoB U BCACHIBAHMS MOHOCAXapoOB XapaKTEPHBI ISl CHHAPOMa Maibal-
copOmmH (CHHIPOM HApYIICHHUS MTPUCTEHOYHOTO MUIICBAPEHUS).

Hapymenusi o0MeHa 1 1eNNOHNPOBAHHUS YIJIEBOJAOB B OPpraHusme.

B knetku opranusMa IIIIOK03a IOCTYIAET IPH yYaCTUH MOOHMJIBHBIX MEM-
Opannbix OenxoB-niepeHocurkoB [JIFOT (GLUT). Ha ceropmsinmawii neHp uieH-
THUIIPOBaHO 14 THTIOB OEITKOB-TIEPEHOCYMKOB TITFOKO3bI. Harbosee BayKHBI:

* [JIKOT1 — npexncraBieH B OONBIIMHCTBE KIETOK OPraHW3Ma, OOJIbIIe
Bcero B sHorenmu u sputporurax. [JIFOT1 veobxommm ams monaep-
JKaHWs1 MUHUMAJIbHO HEOOXOIMMOT0 1715 ITIMKOJIN3a YPOBHS TJIFOKO3bI
U €ro 3KcIpeccust 00paTHO-IIPONIOPLIUOHATIBHO 3aBUCUT OT YPOBHS
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IJTFOKO3BI B KJIETKE. DKCIPECCHs CTaOMIIbHA.

» [JIKOT2 — obecnieunBaeT IBYHANPaBICHHBINH TOK [IIOKO3bI (B KIETKY H
u3 kietkn). [Ipencrasien B remaronuTax, B-KieTkax MOPKETyI0YHOMN
JKeJIe3bl, STIUTEIIMH [TOYEYHBIX KaHaJblEeB U TOHKOTO KUIlleYHuKa. B re-
MaTOIMTAaX JBYHANPaBIEHHOCTh EPEHOCA INIOKO3bI 00ECIIeUunBaeT B yc-
JIOBUSIX THIIEPIIIMKEMHH €€ MOCTYIIIEHUE JUT INIMKOJIN3a U IIHKOTeHe3a,
a TP TUTIOTITMKEMHH — BBICBOOOXKICHHE B KPOBOTOK IJTFOKO3BI, 00pa3o-
BaBILEHCs B Ipolieccax MIFOKOHeoreHesa. He perynupyercst HHCYIHMHOM.

» [JIFOT3 — no pynxusm unearnder [JIFOT1 u npucyTcTByeT B HEil-
ponax. OTim4aeTcsi BBICOKOH 32(pPeKTHBHOCTBIO MepeHoca TIIFOKO3bI
(6onee Boicokoi yem y [JIFOT1) naxke M3 HU3KUX KOHIIGHTPAIHM, YTO
MOJIIEP>KUBAET TOCTATOYHO BBICOKUN YPOBEHb ITTMKOJIN3a, XapaKTep-
HBIH JUUIS1 HEPBHBIX KJIETOK.

» IJIKOT4 — skcnpeccupyeTcs B MBIIIEUHBIX KJIETKaX (TTOTepeyHO-0I0-
caTast MyCKyJaTypa, KapIMOMUOIIUTHI) U B aIMMIOLIUTaX. DKCIIPECCHS
peryaupyercst ’HCYIMHOM. [1py CBsI3bIBaHUHM MHCYJIMHA C €0 MeMOpaH-
HbIM penentopom, [JIHOT4 ocBoOmKaeTCst U3 TPAHCIIOPTHBIX BE3UKYIT
[UTOIJIA3MBI U BCTPAUBACTCS B TUIA3MaTHYECKYI0 MEMOpaHy KIIETKH.

B kieTke mroko3a npu yqactuu pepMeHTa FeKCOKMHA3bl TIpeodpasyeTcst
B ITIOK030-60-(hocdar. brarogaps Takomy npeoOpa30BaHUI0, YMEHbBIIAIOIIEMY
BHYTPHKJIETOUYHYIO KOHIICHTPAIIMIO TITFOKO3bI CO3/IA€TCS TIOCTOSTHHBIN KOH-
HEHTPAIMOHHBIN IPaJUEHT IITFOKO3bI, TIO3BOJISIOINIA KIETKE €€ 3aXBaThIBATh.
Kpowme Toro, mmst rimroko30-6 Gocdara MemOpaHa KISTKH HEITPOHUIIaeMa, ITO
JIeNIaeT KIETKY «JIOBYIIKON JUIsl NIIOKO3bD). MI30(epMEHT reKCOKMHA3BI, IPH-
CYTCTBYIOILIMH B IIEUEHHU U [-KJIE€TKaX MOPKEIIyA0UHOH JKeIe3bl Ha3blBaeTCs
TTIIOKOKMHA30M.

neyeHb

[/1IOKOHEeoreHes

u MbILILbI
s - vt SR
QC:\I rnukoreHdocdopunasa ‘ FAMKOreHCUHTETasa k>%

NIUKOreH /INKOIreH

PucyHok 89 ObmeH 2/1uKkozeHa 8 neveHU U 8 MbILUYax
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[roko3a sABJISICTCS. HCTOYHUKOM SHEPTUU KJICTOK U JUIS €€ MOoydeHus (B
Bujie MoJiekysl AT®) niroko30-6-ocdar BCTymnaer B psiji OCISIOBATSIILHBIX
KaTabOJIMYECKUX PEAKIUH, HA3bIBACMBIX INIMKOJIN30M.

/INKOJIN3 — smo memabonauyeckuii nyms, npeobpasyouuli 2A0K03y e nupysam

B crygae n30bITKa mTI0K030-6-(ocdara, oH MeTabOIU3UPYETCs eIlle U B
peakiusx nenrozodocharnoro mytu (meHTo3opocharHbIi UIYHT), pa3Bh-
BAIOIIMXCS MapajuieNbHo rukoiu3y. [lenro3odocdarublii myTh sABISETCS B
OosipLIEH cTereHN aHA0ONINYECKUM, TaK KaK TeHEpUPYET HPOAYKTbI, UCTIOb-
3yeMble B peaknusix onocuntesa: HAJIOH (HeoOxoamuM rpu CHHTE3€ KUPHBIX
KHCJIOT) U NIEHTO3bI (Hanpumep, pubo30-5 docdar, ncnons3yemblii B cHHTE3€
HYKJICOTHIOB).

KitroueBbIM poayKTOM, 00pa3yonumMcs B TIIUKOJIU3E SIBIISICTCS] MUPY-
BaT (MMPOBHUHOTPAgHAsI KUCIIOTA), KOTOPBIH B YCIOBUSX OTPAHUYEHUS I10-
CTYIUIEHHUS Kuciopoaa (OECKUCIOPOIHBIN [IMKOJIN3) METa00IU3UPYETCs B
JaKTaT (MOJIOYHAS! KHUCIJIOTA) C TIOMOIIBIO (pepMEeHTa JIaKTaTACI HAPOTreHAa3bI.
B npornecce 0ecKuCIOpOAHOTO TIIMKOJIN3A BBLACISIETCS 1BE MOJICKYIbl ATO.
B nporueccax numeBapeHns MUKOIN3 B KJIETKaX MEYSHU U )KUPOBOW TKaHH
ABJISICTCSl ICTOYHUKOM cyOcTpara (B mpouecce mpeoOpa3oBaHus IUPyBaTa B
anetun-KoA) s cuHTes3a KUPHBIX KUCIIOT.

W30bITOK J1akTaTa, 00pa30BaBILMIICS B pEAKLUIX INIMKOJIN3a B MBILILAX B
YCIIOBHSIX HEIOCTATKa KHCIOPOJa MOXKET IOCTYATh B IIEUEHb U TaM Ipeoo-
Pa3oBBIBAThCS OISITH B MUPYBaT B peakUusix ukiaa Kopu u nanee Brimrouarses
B LETIb PEAKUUH, MPUBOSIINX B UTOIE€ K CHHTE3Y IJIFOKO3bI — 9TO TaK Ha3bl-
BacMblil NIIOKOHEOTCHE3.

[/TOKOHEOTEHE3 — amo mema6onau4eckuli nyms, npueodauuli K o06pa3osaHuto

2/1I0OKO3bl U3 He yeneeodelx yznepodublx cy6cmpamoe: Aakmama, rnmuepuHa,
as1aHUHA U 2nromamuHa

Ecau nmoctyruieHre KMCIIopoia B KIIETKY JOCTaTOYHOE, MUPYBaT BKIIFOYA-
eTCsI B PAJI PEaKIHid, MPOTEKAIOIINX B MUTOXOHAPHIX U 0003HAYAEMBIX KaK
ikt Kpebca (CHHOHMMBIL: ITHKJT TPHKAPOOHOBBIX KUCIOT/ MUK TUMOHHON
KHCJIOTBI).

LUK/1 KPEBCA — npomeKarowyuli 8 MUMOXOHOPUSAX Kpy206ol memaboauvyeckuli
nyme, cocmoAwuli u3 8 peakyuii pepmeHmMamueHo20 63auUmMonpespaujeHus

MpPUKapb60oHOBbIX KUC/IOM, COMPOBOMOAIOULUXCA MOAYyHEHUEM MPOMEHYMOYHbIX
npodykmoe e eude HAQH, PALH, u I'T®, Heobxodumbix 31 cuHmesa ATP




180 TTatodusnosorus. M3bpanusie Tembl. KpaTkuii Kypc.

ITupyBar B CI0KHON peakiMd OKUCIIUTEIBHOTO JIEKapOOKCHUITHPOBAHMS
npeBpaimaercs B anetwi-KoA (npu yuactuu tpex (pepMEeHTOB U MSITH KO-
(hepmeHTOB — IPOM3BOHBIX BUTaMUHOB B1, B2, BS, PP), a 3arem B niutpar,
METa0OIM3UPYIOIIUICS B AaJIbHEHIIIEM B Psijie peaKiluii B3auMoIpeBpaie-
HUSl TPUKAPOOHOBBIX KHUCIOT. OOpa3oBaBiinecs B 3Tux peakuusx HAJIH u
DA JIH?2 ucnonb3yroTces Jaliee B Ka4eCTBE UCTOYHUKA TPOTOHOB IS PA0OTHI
JIbIXaTeNnbHOM ey, Kuciopomno3aBucuMbie peakiiny sSBISIOTCS ropaszio oomee
SHEPreTHYECKU APPEKTUBHBIMU 110 CPABHEHUIO C OSCKHUCIOPOIHBIM ITTMKOJIH-
30M, TIOCKOJIbKY B HUX 00pasyercst 38 Mosekyn AT® Ha | MoneKy1y IIIOKO3bL.

B ycroBusx u30bITKa MIOKO3bI U30BITOK 00pa3yrolierocs aneTuin-KoA
MOYKET CJIY)KHTh UCTOUHHUKOM CHHTE3a dKHPHBIX KUCIIOT U XOJECTepUHA.

ruKonus
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PucyHok 90 [nukonus u e/itoKoHeozeHe3

HauOonee 3HaunMMble TPUYMHBL, TPUBOJSIIIE K HAPYLICHUSIM BHY TPHKJIC-
TOYHOTO OOMEHa YIJIEBOAOB, CICAYIOLINE:

* Henocrarok Kucaopona B KJIEeTKe (TUTIOKCHSI ), TPUBOIUT K TOPMOKe-
HUIO KHCJIOPO03aBUCUMBIX MEXaHU3MOB TIIMKOJIN3a C Ipeolnaganu-
€M MEXaHM3MOB OECKUCIOPOIHOTO TIIMKONIN3a. [IpsIMBIM clieicTBHEM
9TOTO SIBIISIETCS Pe3Koe yMeHblIeHne oopazoBanusi AT®D, 4to, B CBOIO
odepens, Ae3opranuzyetr Bce ATD-3aBucumble MeTabOIMYECKHUE pe-
aKIUK; a TakKe M30BITOYHO HAKAIUIMBACTCS JIAKTAT, YTO PUBOAUT K
3aKHCJICHUIO CPEJbl U Pa3BUTHIO JIAKTAT-aIlu/]03a.
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* [laronorus meyeHu, COMPOBOKIAIOIIASICS PA3BUTUEM HEJJOCTAaTOYHOCTH
ee ¢pyHkuuii. DepMeHTONATHH, Pa3BUBAIOIMECS MPU NOBPEKACHHUH I'e-
MaTOIMTOB MOTYT MPOSIBIATHCS HapyleHussMu nukiia Kopu (pecunresa
MUpyBaTa U3 MOJIOYHOW KHCIIOTHI), HApyIIEHUSIMH MTPOLECCOB TITIOKO-
HCOI'cHC3a, MCXaHN3MOB HAKOIIJICHUS INIMKOI'CHA, YTO B PAJC CIIy4acB
MPUBOJMT K HAKOIICHUIO JIAKTAaTa M Pa3BUTUEM JIaKTaT-alH/103a.

* Hapymenne oOMeHa yIiieBOIOB B KJIETKaX, CBSI3aHHBIC C HACIIE/ICTBEH-
HBIMU AedekTamu paboTbl (epMEHTOB MM MPHOOPETEHHBIMH HAPY-
HICHUSIMU WX aKTUBHOCTH, HAIPUMeEpP MpH JAePUIHUTE KOPEPMEHTOB
(manpumep, aButamuuo3sl B1, B2, B5, PP mapymator cunTes are-
tun-KoA u3 nupysara)

 JlexkapcTBeHHBIC BO3JCHCTBHSI HA 0OMEH YITIEBOJIOB, HAIpUMeEp OuTy-
AHU/JIbI YBCJIMYMBAIOT 3aXBaT IVIFOKO3bI KIICTKAMU U TOPMO3AT TJIFOKO-
HEOTeHe3.

JenonupoBaHue yrjieBoa0B. Y yelioBeKa KoJeOaHUsl YPOBHSI TIIIOKO3HI B
IMPOMECIKYTKax MCKIY NpUECMaMU ITUIIH, a TAKXKC B IICPUOABI ITOBBIIICHHOTO
noTpeOieHus (Harpumep, MbIIIIeYHasi aKTHBHOCTh) CIIIAYKMBAIOTCS Oarogapst
BO3MOXKHOCTH U3BJICYCHUSI €€ M3 TOJIMCAXapUIHOTO MMOJIMMepa — IJIMKOTeHa
(rmukorenonu3). [mukoreH Hanbosee BHIPaKEHO 3aracaeTcsl B MBIIICYHON
TKaHU M [eYeHHu Ojaromapsi CUHTE3y U3 IVII0K030-6-pocdara ¢ yyactueM
(hepMeHTa IMKOTEeHCHHTETAa3bl (AaKTHBUPYETCS WHCYITUHOM, HHAKTHBHPYETCA
TTIOKaroHOM U afipeHamHoM ). OCHOBHOMU Iy Th pacmaja TIIHKOTeHa ¢ oOpa-
30BaHHMEM TITIOK030-6-pocdaTa OCcyecTBIsSETCS MPH yIacTHH GpepMeHTa
KoreHpochopuiazsl, KOTOpask aKTUBHPYETCS ITIFOKATOHOM U aAPEHAITHHOM.
Jlanee B rmedeHu mmoko30-6-pocdar nedochoprummupyeTcst ¢ yIacTHEM TITIOKO-
30-6-docdara3sl 1 00pa30BaABIIASCS TITFOK03a TIOCTYAET B KPOBb. B MbITIIIIax
TTI0K030-6-(hocdaT okucsieTcs ¢ 00pa3oBaHUEM YHEPTHH, HEOOXOAMMOMH TSt
cokparnieHus (TToK030-6-hocdaraza B MBITIIAX OTCYTCTBYET).

Hapymenne nenmoHnpoBaHUS TIIMKOT€HA MOXKET OBITH CIEICTBHEM IIO-
BPEXKJIEHUS TETaTOIMTOB MEYEeHHU MPH TeraTuTaX, rernaro3ax, TOKCHIeCKUX
Hekpo3ax neueHu. CHCTEMHBIC THTTOKCHH (TIPY aHEMUSX ) U THTIOKCHUH TICUCHH
Y MBIIII TIPY HAPYIICHUAX KPOBOOOPAIICHHS — TAKKe CIIOCOOHBI IPUBOTUTH
K HapyIICHUIO JIETTOHUPOBAHNS TIIMKOTeHA, TIOCKOIBKY /U CHHTE3a IOJIHCa-
XapHIHOTO MTOJIMMEpa W3 MOHOCaxapuIoB 3arpaunBaetcs ATD, a ee 00pazo-
BaHUE HAPYIIAETCS B YCIOBHUAX THIIOKCHH. Takoro poma HapyIIeHUS MOTYT
MIPUBOJIUTH K BOSHUKHOBEHHIO TIEPHOJIOB CHIYKEHUS CONIEPIKaHUS TTFOKO3HI B
KPOBH (THITOTIIMKEMHUH ) B TPOMEKYTKaX MEXKTy IPUEMaMH MTUIIN 1 TIEPHOJIOB
TTOBBIIIICHHS TITFOKO3bI (THIIEPTIIMKEMHUH) Cpasy mocie npuema numu. CHU-




182 TTatodusnosorus. M3bpanusie Tembl. KpaTkuii Kypc.

JKacTCA ACNOHUPOBAHUC INIMKOI'CHA U IIPU CHUXKCHUMU AaKTUBHOCTH MHCYJIMHA
(HanpuMep, TIpH caxapHOM JradeTe) Wi NPH MOBBIIICHUH aKTUBHOCTH TJIIO-
KaroHa Wiy aJpeHaliiHa (Hanpumep, Ipu cTpecce).

N30bITOUHOE MATONIOTHYECKOE JETIOHUPOBAHHE TTIMKOTEHA B TKAHIX MO-
JKET ABJISITHCA PE3YJIbTATOM I'€HECTUYCCKU ACTCPMUHHUPOBAHHOIO CHUKCHUS
AKTUBHOCTH ()EPMEHTOB, KaTaIM3UPYIOMINX pachaj imkoreHa. Takue 3a00-
JICBaHMsI HA3bIBAIOTCS INIMKOTreHo3aMu. OHU (hOPMBI TITMKOTEHO30B CBSI3aHbI
C NpEUMYUICCTBECHHBIM HAPYHICHUEM paciazia INMIMKOTr€Ha B IICUCHU U BbIXOa
IJTFOKO3BI B KPOBB (TI€4E€HOYHBIE POPMBI TITUKOTEHO30B), JIPyTrUe — C HApyIle-
HHUEM pacrajia B MpIIIax (MbIIIeYHbIe ()OPMBI IIIMKOT€HO30B) M MBIIICYHON
c1a00CThIO BO BpeMs (DU3HUYCCKON aKTUBHOCTH.

[Mpumepom niedeHOUHON (POPMBI TIIMKOTEHO3a SIBISIETCSl Oone3Hb 1 upke.
Bbonesns I'mpke Haciieqyercs 1o ayToCOMHO-PELECCUBHOMY THILY U pa3BU-
THE 3a00JICBaHMUs CBSI3aHO C HAPYIICHUEM CHHTE3a IITI0K030-6-pocdarazs
B MICYCHU U TIOYKaX. B pe3ynprare HapymaeTcs: mpeodpa3oBaHue TIIFOK030-6
(ocdara B IIIIOKO3Y H, KaK CIEACTBUE, — CHUYKACTCSI YPOBEHb IIIFOKO3bI B KPO-
BH. OI[HOBpeMeHHO B IICUCHU U MTOYKAX HAKAIIIMBACTCS ITIMKOT'CH, ITIOCKOJIBKY
HaKOTIJICHUE B KJIETKaX IITFOK030-6-(pocdara CHIKAET aKTHBHOCTD TIIMKOTEH-
(hochopurnazsl. Kpome Toro n3dpITOUHOE HAKOTUICHHE B KJIETKAX TITFOKO30-60
(dhocdara NPUBOJAUT K €ro MeTabOJIM3My B ITUPYBAT, a 3aT€M B JIAKTAaT, C pas-
BUTHEM JlaKTar-anuj03a. [JIMKOreHo3 crocoOCTBYeT YBEIMUYCHUIO pa3Mepa
redeHy (TermaToMerans) U IToYeK U HapyIIeHUIo UX (YHKIINH.

[Tpumepom MbITIedHOH (HOPMBI TITMKOTEHO3a SBIsIETCS bone3Hby Mak-Apoas.
DT10 3a00JI€BaHUE C ayTOCOMHO-PEIIECCUBHBIM HACIIEAOBaHUEM Ie(PEKTHOTO
BapraHnTa reHa PYGM (MBIIEYHBINA THIT TeHA TIIUKOTEHPOCHOPHIIashl) B pe-
3yJIBTATE Yero CHIKACTCS] AKTUBHOCTh MBIIIIEYHON IUKOTreH(POCHOPHIa3kL, U B
MBIIIEYHBIX KJIETKAX TIPOMCXOIUT HAKOIJICHHE IIMKOTeHa. B coCTOsIHUY TIOKOSI
HaJIMYHOH TITFOKO3bI B MHOITUTAX JOCTATOYHO JIJISI OCYIIECTBICHHS DSHEpreTHYe-
CKUX TIOTPEOHOCTEH, OHAKO TIPH MBIIIIEYHON paboTe M3-3a AedeKTa hepMeHTa
JIOTIONTHUTEIbHAS TITFOK03a M3 TIIMKOTeHA He 00pa3yeTcs ¥ SHEpreTHIecKas mo-
TpeOHOCTh HE BBITTONHSIETCS, B PE3yJIBTATE Yero OBICTPO PA3BUBACTCS YCTAIOCTb,
COTIPOBOKAAIOIIAsICS 00MIbI0 U cynoporamu. [Ipu sTom mmkoreHpochopmnaza
TICUCHHU HE TePSIeT aKTUBHOCTH (KOJMPYETCSI IPYTHM FEHOM ), TO3TOMY HAKOTIICHHS
IJIMKOTEHA B MEYCHU HE MPOUCXOIUT U TUITOKIIMKEMHUSI HE Pa3BUBACTCSI.

Hapymenusi BoIBeieHHSs YIJIEBOA0B

BriBeieHne IIFOKO3BI OCYIIIECTBISETCS TOYKAMH, TI€ ITyTeM (DMITBTpaliu
B KJIIyOOUYKax IVTFOKO3a TIOTaJaeT B MIEPBUYHYIO MOUY, 3aT€M B HOpME IpaK-
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TUYECKU MOJIHOCTBIO peadcopOupyeTcsi B MPOKCUMaJIbHBIX KaHaiblax. [Ipu
9TOM TIIIOKO3a NIEPEHOCUTCS Yepe3 MeMOpaHy KaHAIBLEBIX KIETOK IMyTeM
Na-3aBHCUMOT0 BTOPHYHO aKTHBHOTO TPaHCIOPTa (CcM. Bbilie). PeabcopOuust
croco0OHa HUBEIUPOBAaTh (PH3UOIOTUUECKUE KOJIeOaHUs NIFOKO3bI, OAHAKO IIPU
3HAYUTEIBHOM YBEITMUCHHUHN COJEP KaHMsI TIIOKO3bI B TIIIa3Me KPOBH (0OBIYHO
BBIIIE 8,8 MMOJIB/JT) TPOUCXOANT HACHIILIEHHE MEMOPaHHBIX OEITKOB-TIEPEHO-
CUMKOB TITIOKO30H U TIIFOKO3a HAYMHAET OTPEJIENISATHCS BO BTOPUYHON MOUe
(moporoBoe BbieneHne). [ToaToMy maronorus nouek, COnpoOBOXKIAIOMIASCS
MOBPEXKICHUEM KaHAJIbLIEBBIX KIICTOK MOKET IPUBOUTD K CHHYKEHHIO TI0POTa
JUTSL TJTFOKO3BI (peabcopOupyeTcst MeHbIIE), COOTBETCTBEHHO TIIOK03a OyaeT
TEPATHCS ¢ MOYOH (TIIFOKO3YpHsl) U KaK CIIEACTBUE OyJIeT CHUKATBCS COAeP-
YKaHHE TITIOKO3bI B KPOBU (THITOIIIMKEMHUS ).

Hapymenusi Helipo3HI0KPUHHON peryisiiiu o0MeHa yriieBo10B.

N3Menenus yrieBogHOr0 0OMeHa, CBSI3aHHBIC ¢ HApYIICHUEM HEUpO-
9H/IOKPUHHOM PETYISIIAMY, SBISIOTCS CISIICTBUEM CIBUTa OajaHca MExXIy
AKTHUBHOCTBIO MHCYJIMHA U KOHTPUHCYJIAPHBIX TOPMOHOB.

WncynuH, NeNTHIHBIA TOPMOH, CEKPETUPYEMBIH B-KIIeTKaMU OCTPOBKOB
Jlanrepranca moKenyI09HoM xene3bl. CeKperus HHCYIUHA J10303aBUCH-
MO PeryJIupyeTcsi YypOBHEM IITFOKO3bI. [110K03a MPOHHUKAET B OCTPOBKOBYIO
B-xmeTky depe3 Oenok-nepeHocunk raoko3sl 2 tuma (IJIKOT2) , 3atem
dhochopunupyeTcs TITIOKOKHHA30U B TIIIOK030-6-pocdaTr u MmeTadboan3u-
pyeTcs B TNIMKOJIM3E M ITUKJIE TPUKApOOHOBBIX KucioT (nmkiie Kpebcea).
B pesynprare yBenmumBaetrcs konudecTBo AT® u coorHomenune AT®D/
AJI® B kieTke, 4TO MPUBOAUT K 3aKphITHIO ATd-3aBHcHMBIX K -KaHanoB
Y JCTIONSpU3AIUH MeMOpaHbl. DTO, B CBOIO OYEepPEe/Ib, OTKPHIBACT MIOTEHITH-
amsasucumble Ca’'-kanansl 1 puTok Ca’" B KIIETKY 3aIlyCKaeT SK30I[HTO3
CEKPETOPHBIX TPaHy, CoAepKauX HHCYIuH. [Ipu 3TOM BRICBOOOXKICHE
WHCYITMHA U3 B-KJIETOK HANPSIMYI0 HHTHOUPYET BRICBOOOKICHNE KOHTPHH-
CyJSIPHOTO TOPMOHA TITIOKaroHa M3 O-KJIETOK OCTPOBKOB MOKEITYIOUHOM
xene3bl. Cekpenns HHCYIINHA CTUMYIIHPYETCS, TOMAMO TaHHOTO MEXaHM3-
Ma, Tmrokokoptakongamu, CTT, actporenamu, BazonpeccunoM. [lomaBisror
CEKpEeIHI0 WHCYIWHA — KaTeX0JIaMHUHBI, COMaTOCTAaTHH U Hedporentus Y.
Cexpelysi HHCYJIMHA HHTHOUPYETCS €T0 JKe N30BITKOM depe3 cOOCTBEHHbIE
perenTopsl Ha B-KIIeTKaX.

Wucynun o0magaet runorMKeMUIecKiM JIeHCTBIEM, Oiaroaps ero CIo-
COOHOCTH YCHIJIMBATH IOTIIONIEHUE TITFOKO3bI Tiepr()epHueCKIMHA KIIETKaMH,
YCWIIMBaTh CHHTE3 TIIUKOT€HA M CHIDKATh TTIOKOHEOTeHe3. YBEIHUYeHHE T10-
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IJIOMICHUS [JIFOKO3bI IPH JCHCTBUY Ha Nepudepruieckue KICTKH WHCYIUHA
CBSI3aHO C MEXaHU3MOM IEPEHOCA IIIOKO3bI B KJICTKH MOCPEICTBOM Oell-
KOB-TpaHcnopTepoB mitoko3bl (IJIKOT4), koTopble Mocie B3aUMOACHCTBHS
UHCYIIUHA C PELIENTOPOM MEPEMEIAI0TCS U3 BHYTPUKIICTOYHBIX BE3HUKYI Ha
MeMOpaHy KJIeToK. Takke 1Mo JeficTBUeM WHCYJIMHA TTPOUCXOANUT aKTUBALIHS
TeKCOKMHA3bI, CIIOCOOCTBYIOIIECH METa00IM3MY MOIVIONICHHON TTFOKO3bI B
DJTFOK030-6-hocdar (Y4To MpensTCTBYET €€ BhIXOMY U3 KIeTKH). OJHOBPEMEHHO
CHHXKAETCsl aKTUBHOCTD TIIHOK030-6-hocarTasbl 1 00paTHOE MPEeBpaIcHUE
IJTI0K030-6-pocdara B IIIIOKO3y B MEYCHU. VHCYIMH aKTHUBHPYET PEaKIiu
TJIMKOJIN3a, IMOCKOJIBKY MOBBIIIACT AKTUBHOCTD KIIFOUCBOTO Q)epMeHTa TJIMKO-
mu3a — pochodpykrokunassl. [loa neficTBeM MHCYIMHA TPOUCXOIUT ITOBBI-
MMEHUC aKTUBHOCTHU INIMKOTCHCHUHTAa3bl, YBCJIMUYMBAIOIIECTO CUHTE3 ITIMKOT'CHA
U rojiaBJieHre pepMeHTa ITMKOTeHONN3a IIHKoreHpochopuiasbl. CHIKEHHE
DIIFOKOHEOT€HE3a CBSA3aHO CO CIIOCOOHOCTBIO MHCYIMHA YMEHBIIIATh B TeMaTo-
UTax akKTUBHOCTH pepMenTa (hocdoeHONMUpyBaTKApOOKCHKHHA3BI.
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PucyHok 91 3¢pcpekm uHcynuHa Ha y2nesooHsIli 06MeH

Harnpotus, KOHTPUHCYSPHBIA TOPMOH IJIFOKArOH, CEKPETUPYEMBIN O-KJIET-
KaMH OCTpOBKOB JIaHTepranca momKeTyI09HON KeJe3bl, CTUMYIHPYET MO-
OMIIM3aIHIO TITFOKO3BI, YTO BXKHO B COCTOSTHHUSX C HU3KOH JOCTYIMTHOCTHIO/
BBICOKOW TOTPEOHOCTHI0O MCTOYHHUKOB dHEPTUHU (TojiofgaHmne/pusmdecKue
ynpaxHeHus). [ToKaron — runepriimKeMUYecKuil peryisiTop, OH CTUMYIIH-
pYeT BBIPaOOTKY TIFOKO3bI TIEUYEHBIO MTOCPECTBOM IJIMKOTEHOIN3a, a TaKKe
CIOCOOCTBYET OCPEICTBOM aKTHBAIINH ITFOKOHEOTeHe3a 00pa30BaHHUIO TITHO-
KO3BI M3 JPYTUX UCTOUYHUKOB yrieposa (TMpyBaT, JTaKTaT, INIEPUH U TIF0-
KOTEHHBIE aMUHOKHUCIIOTHI). Kpome Toro, ITIOKaroH CHUXKAeT TIIMKOTeHe3 U
TJIMKOITN3 — T€ TIPOIIECCHI, MOHMKAIOIINE YPOBEHD IITFOKO3bI B KPOBH. [[pyrne
KOHTPHUHCYJISIPHBIE TOPMOHBI TaKXX€ YCHJINBAIOT ITTMKOTEHONN3 (aIpeHAINH,
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COMAaTOTPOINHH), YCHIIMBAIOT TIIIOKOHEOTeHe3 (TTTIOKOKOPTUKOHIBI), YTO CIIO-
COOCTBYET MX THIIEPIIIMKeMUuIecKkoMy ddeKTy.

OpHolt 13 Hambosee 3HAYMMBIX MaTOJOTHH, B OCHOBE KOTOPBIX JIC)KHUT
HapyLIeHUE PETYISLUH YIIEBOAHOTO OOMEHa SBJISIETCSl CaxapHbIi JraderT.

Caxapublii AnadeT — 3T0 rpynna 3a00J1eBaHNUN, XapaKTePU3YIOLUIHXCS
TUIEPIIIMKEMUEH, CBA3AHHOM C HAPYIIEHUEM JACHCTBUS UHCYJINHA, [IIOKO3Y-
pHeld, MOBBIIIEHHBIM 00pa30BaHUEM MOYH TI0 OCMOTHUECKOMY MEXaHU3MY H
MOJIMUIICUEH (TTOBBIIIEHHBIM IOTpebIeHueM Boabl). Hanbonee 3HaunMbIMu
B 3TOH rpynmne sBisroTces Caxapublii quadet | Tuna (mpexHee Ha3BaHUE —
WHCYJIMH3aBUCUMBIH) 1 caxapHbiid nuadet 11 Tuna (mpexxHee Ha3BaHUE — UH-
CYIMHHE3aBUCUMBIN).

Caxapnblii quadet I THIA TPOABIAETCS NPEUMYIIIECTBEHHO B MOJIOJIOM
BO3pacTe (FOHOIIECKHUH MuabeT) U ero pacupocTpaHeHHOCTh nocturaet 10%
cinydaeB quabera. B ocHOBe MexaHM3MOB pa3BUTHS caxapHoro auabera |
THIIA JISKUT ay TONMMYHHOE OBPEXKJICHUE B-KIIETOK OCTPOBKOB JlaHTepranca
TIOJKEITY0YHOMN JKele3bl (ay TOMMMYHHBIN HHCYNUT). [Ipu 3TOM cam ayTonm-
MYHHBIN IPOLECC Pa3BUBAECTCS NPEUMYILIECTBEHHO 110 IV THIly HIMMYHHOTO
Bocnasienus (cM. maBy «llaronorust nMmmynurtera. Bocranenuey).

CAXAPHbIV ANABET | TUIA — B 0oCHOBE MeXaHW3Ma abCoIOTHBIi

UHCYnuHoOeguyum aymouMmyHHO20 2eHe3d

[TpoBomupyronmm hakTopoM (Tpurrepom) MaHupecTamyu ayTonMMYHHO-
TO MpoIlecca MOXKET SIBISIThCS TU30]] IEPEHECCHHON BUPYCHON WH(EKIMN
(ocobenno aaTepoBUpyCc Kokcaku B mmm Bupyc kpacHyxu — Rubella Bupyc),
BaknuHaNMs 1 1p. Kak u mpu Bcex ayTOMMMYHHBIX ITaTOJOTHSX, K caxap-
HOMy auadety | THma mMmeercs ceMeiHas MpeapacinoIoKEHHOCTh B CBS3ZH C
HaCJIeZIOBaHNEM MYTalllii B TeHaX, OTBETCTBEHHBIX 32 KOHTPOIIb CO3PEBAHUS
MMMYHOKOMIIETEHTHBIX KIIETOK (JIOKYCHI TJIABHOTO KOMITJIEKCA THCTOCOBME-
crumoctu (HLA) Ha 6 xpomocome: B8 u B15 Dw3, DRw3, Dw4, DRw4 n,
COOTBETCTBEHHO, e(hEeKTHl KOTOPBIX MPUBOJIAT K pealu3aliid HapyIIeHUS
MMMYHOJIOTHYECKOH TOJEPAaHTHOCTH K aHTUTEHaM [-KIeTok. 3a0oneBaHue
XapakTepusyeTcs abcoII0THOI HeJ0CTATOYHOCTbIO CHHTE3a (1, COOTBET-
CTBEHHO, aKTUBHOCTH ) HHCYJIUHA, KIMHUTYECKH TIPOSBIISIONIEHCS TIPH THOETTH
90% P-kmeTok.

Caxapuplii Auadet 11 Tuma nmposBisieTcss OOBIMHO B 3peJIOM Bo3pacTe (au-
abeT NOXWIBIX) U pacrpocTpadeH 10 90% Bcex ciydaeB caxapHOro auadera.
OCHOBHBIM 3BEHOM B MEXaHH3Me 3TOTO THIIA AradeTa SBISIETCS IePBUYHOE
pa3BHUTHE WHCYJIUHOPE3UCTEHTHOCTH (HEUYBCTBUTEIHHOCTH K HHCYJIUHY)
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B IICYCHH, MBIIIEYHON U )KI/IpOBOI\/'I TKaHH!, OIpHU UCXOAHOM HOPMAaJIbHOM WJIN
JIa’Ke MOBBIIIEHHOM YPOBHE CEKPEINH WHCYJIHHA B ITO/KEITYTOUHOMN JKelese.
3a0osieBaHKE TPOTEKACT B JIBE CTAUHU.

CAXAPHbIV AUABET Il TUTA — B ocHoBe mexaHusma UHCY/IMHOPE3UCTEHTHOCTb

Ha panneli cranum nposBiIseTcst KOMIIEHCATOPHOE YCUJIEHHE CEeKPEeIUy HH-
CyJTMHA -KJIETKaMH B OTBET Ha MepruepruiecKyro HHCYIIMHOPE3UCTEHTHOCTD
(runepuncynuHemuueckas ¢aza). OJHaKO, MOCKOJIBKY CEKPELUsl HHCYIHHA
MHTUOMPYETCs ero e H30bITKOM Yepe3 COOCTBEHHBIE PElenTOPbI Ha B-KIleT-
KaX, CO BpeMEHEM pa3BUBACTCS AUCPYHKIHS B-KIETOK, COMPOBOXK TAFOIIAsICS
CHIDKEHHEM CEKPEIIMU MHCY/IMHA (TUIOMHCYyInHeMudeckas (asa). [Ipeobna-
nanne 3QQeKToB MHCYIMHOPE3UCTEHTHOCTH HaJl aKTHBHOCTBIO MHCYJIMHA U
TPUBOJIAT K PA3BUTHIO THITEPIITMKEMHUH.

IIprurHBI BOBHUKHOBEHUSI MHCYIWHOPE3UCTEHTHOCTH MPU CaXapHOM
nuabere II Tuma MOTYT OBITh pa3nUYHBIMH. MHOTHE U3 HUX CBS3aHBI C
reHeTHYECKUMH HapyuieHus M. Jlois nuabera, KOTOPBIH mepenaercs 1o
HacJIeNCTBY, onleHuBaeTcs B 72%. beino obHapyxeHo 6osee 36 TeHOB, KO-
TOpBIC BHOCST BKJIaJ B PUCK pa3BuTus nuadera Il tuma. bonpmmHCTBO 13
HUX KOAUPYIOT OCITKH, yYacTBYIOIIUE B PYHKIUSX [3-KJIETOK MOKETYI0THON
JKene3bl. MyTanusiM MOTYT TIOJIBEPTaThCs T€HBI, KONUPYIOIIHE CTPYKTYPY
WHCYJIWHA WIIM €r0 CUHTE3 B -KieTkax. Bo3aMoXXHBI MyTaruu B nepude-
PUYECKUX WHCYJTMH3aBHCHMBIX TKAHSAX, TIPH KOTOPBIX HAPYIIAETCS CHHTE3
PEIenTOpOB K MHCYIIMHY WM €T0 CTPYKTypa, HapyIIaeTCsl CHHTE3 TIepeaar-
YUKOB BHYTPHUKJIETOYHOTO CHUTHAJIA OT PerenTopa, HapylIaeTcs: PyHKITHI
OenkoB-TparcnopTepoB mToko3sl (IJIKOT), MyTammu reHOB, KOTUPYIOITHX
(hepMEeHTHI, BOBIIEKAIONINE TITIOKO3Y B METa00IM3M (TeKCOKMHA3EI, TITUKO-
TEHCHUHTA3HbI).

ITomumo HacnenCTBEHHBIX 1€(hEeKTOB, BOSMOYKHBI M MHBIE TPHYUHBI HHCY-
JMHOPE3UCTEHTHOCTH, HalpruMep, OIIOKUPOBaHNE HHCYJIMHOBBIX PEIETITOPOB
ayTOAHTHUTEJIaMH.

Kpome Toro, caxapubiii quaber Il Trmma odeHp 4acTo pa3BHBAETCS Ha
(hone oxxmpeHusi. MexaHU3Mbl BIUSHUS OKUPEHUS Ha pa3BUTHE quadeTa
MHOTroo0Opa3Hbsl. Hampumep, pu 0)XUpEeHUN YMEHbBIIAaeTCsS 00pa3oBaHUe
TOPMOHA aUITOHEKTHHA, MOJIYIUPYIOIIEr0 YyBCTBUTEIHHOCTh KIETOK K
WHCYJIUHY, YTO BBI3BIBACT HHCYIIMHOPE3UCTEHTOCTh. B TO ke BpeMs u cam
JradeT MPOBOLUPYET OXKUPEeHHE. B HOpMe WHCYITMH HHTHONPYET HEHPOHBI
TUTIOTAIaMyca, YyBCTBUTENbHBIE K HelporenTtuay Y (peryisaTop 4yBCTBa



I'raBa 8. [TaTodu3nororysi O6GMeHa BeIlecTB 187

rosiona). [Ipy MHCYIMHOPE3UCEHTHOCTH OHU PACTOPMAKHBAKOTCS, YTO TIPO-
SIBJISICTCSI TIOCTOSIHHBIM YYBCTBOM T0JIOJIA U TIepeelaHUEeM, TIPOBOIIUPYOIIAM
OXKHUpEHUE.
MeTabosiM4yecKue HAPYIIEHUsI TIPH CAXapPHOM JuadeTe.

B MexaHu3Max caxapHoOro auadera KIOYEBBIM SIBJISCTCS HApyLIeHHe
YIJIEBOJTHOTO 0OMEHA, IPOSBIISIONICeCS MPEKIC BCETO B TUIIEPTUKEMHH.,

luneprivkemMus mpu caxapHoOM Jua0eTe CBsA3aHa C yTHETCHUEM yTH-
JIM3AI[UU TIFOKO3bI MepU(PEPUUSCKUMH KICTKAMU BCICIACTBUC YTHETCHUS
GLUT4-3aBucuMoro TpaHCIopTa IIIOKO3BI B KJIETKY, a TAKXKE CO CHIDKCHHUEM
BOBJICUCHHEM TJIFOKO3bI B TPOIICCCHI IIIMKOIN3a B PE3YJIBTATe YMEHBIIICHHUS
aKTUBHOCTH T€KCOKHMHA3BI (B MBIIIIIAX) U TIIOKOKKWHA3HI (B TieueHn). Kpome
TOTrO JS(UIUT JCUCTBHSI MHCYIMHA HA KJICTKH TICYCHHU TPUBOJIUT K aKTUBALIUU
[1F0K030-6 (pocdarasbl, M30BITOUHON KOHBEPCUHU [THOK030-6 Gocdara B 00-
paTHO TJIFOKO3Y U BBIXOJY €€ B KPOBb. M3-3a HapyIieHus ACHCTBUS MHCYJIMHA
TOPMO3UTCS M CaM IIMKOJIK3 (BBINIAACT CTUMY/IMPYHOIIEe JCHCTBUE MHCYIMHA
Ha (hochoPpyKTOKHHA3Y). YMEHbIAETCs: 00pa30BaHUE U YCUIMBACTCS pac-
1aJl IIIMKOTeHA, TaK KaK CHUYKEHHUE JICHCTBUS MHCY/IMHA Ha KJICTKH TPUBOIUT
K CHIDKCHUIO aKTUBHOCTH TJIMKOTCHCHUHTA3bl U YBEIMYCHUIO aKTUBHOCTH
ruKoreH(pochopuiasbl. YCHUINBACTCS IIFOKOHEOTEHE3 B MEUEHHU U TOYKaX,
YCHIIMBAIONIMN 00pa30BaHUE TIIOKO3bI, OJJHAKO YTHIM3HPOBATh €€ M3-3a 0C-
na0JIeHusI TIIMKOJIM3a 3aTPYIHUTEIBHO.

neyeHb
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|
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PucyHok 92 HapyweHue ob6MeHa 2/1toko3bl npu caxapHom duabeme

N30BITOK TITFOKO3BI B KIIETKE TIOCTYIIAET B TIOJIMOJIBHBIHN (COPOUTOIN-aITBI0-
30peIyKTa3HbI) MyTh, KOTJA aJTbJI030PENyKTa3a BOCCTAHABIUBACT TITFOKO3Y
JI0 cOpOUTa. AKTHBAIIUS IOJUOIBLHOTO ITyTH MOXKET TIPUBOJIUTH K HAPYIIICHHIO
AKTUBHOCTH MOHHBIX KaHAJIOB U MOBPEIKACHUIO KIICTOK B MHCYTHHHE3aBUCH-
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MBIX TKaHsX (B HEpBHBIX, CETYATKE IJ1a3a, MOYeK).

[Ipu npeBblLIcHUN YPOBHS IIIOKO3bI B KPOBH OoJiee 9 MMOJIB/T TIIIOKO3a
HauyMHAeT TePSThCA ¢ MOYOH U pa3BUBaeTCs MIHOKO3ypHs. OCMOTHYECKH aK-
TUBHAs [JIFOKO3a TSHET 3a COOO0H BOJTY, YTO MPUBOAUT K YBEIMUCHUIO JTMype3a —
pa3BuBaeTcs mommypus (130bITOuHOE 00paszoBanue MouH). C MOUOH TEpSIOTCS
TaKOKe EKTPONHTHL. Kak cliencTBue monmypin pa3BuBacTCsl 00€3BOKHBAHNE.

[Mockonbky mpu caxapHoM juadeTe | THIa 1 Ha TIO3HUX CTaUsIX TuadeTa
Il Thma aKTUBHOCTH IITIOKaroHa (KOHTPUHCYIAPHBIN TOPMOH) IPEBBIIAET aK-
TUBHOCTDb MHCYJIMHA B I[ICUCHU YCHUIIUBACTCA ITIFOKOHCOI'CHE3 U OKCaJloalcTar
MHTEHCHBHO PacXo/yeTcs B IIIIOKOHEOTeHe3e Ha CHHTE3 IIIFOKO3bl. Bo3HuKa-
IONINH BCIIEACTBUE ATOTO HEIOCTATOK OKcajoalerara (KJIF4eBoro cyocrpara
mukia Kpedea) Topmosut nmki Kpebea.

[ToMuMO yTIEBOTHOTO, TP CaXxapHOM AuadeTe | TUma i Ha MO3MHIX CTaIsIX
nmrabera I Trna Hapymaercst Tak:ke 0eJIKOBbII 1 JKUPOBOW 00MeH, XapaKkTe-
pHByIOIIMEcs: yCUIICHHEM KaTaboM3Ma BCIle/ICTBHE Npeodriaatolero dhdexra
KOHTPUHCYJISIPHBIX TOPMOHOB Ha (DOHE HEZI0CTATOYHOM aKTUBHOCTH MHCYJIMHA.

B xupoBom oOMeHe nipu ie(hUIMTE HHCYJIMHA PACTOPMAaKMBASTCS JIHIIA-
3a 1 akTUBUpYyeTcs aunonau3. OOpa3zoBaBUINIiCS N30BITOK KUPHBIX KACIOT
nojBepraeTcs B-oknucieHnto ¢ obpazoBanneM anetni-KoA, KoTopslii n3-3a
CHIDKCHHS €r0 BOBJIeUeHHUs B UK Kpebca m3-3a cozmarorerocs nedummra
oKcasoarerara (yMEHbBIIIEHO 00pa30BaHNe B OCIA0JICHHOM TITHKOJIN3E U yBE-
JMYEHO MOTpeOlIeHHe B YCHIIMBIIEMCS TIIFOKOHEOT€HEe3e) YCUIICHHO YTHIIH-
3UpYETCs] B KETOHOBbIE TeJia (alleTOYKCYCHAasl KUCJIOTa WU alleToaleTar,
B-oxcmMmacmsHAsS KUCIIOTA WK B-TrHAPOKCUOYTHPAT U alleToH). Hakorienne
KETOHOBBIX COCIIMHEHHH (KEeT03) 3aKHCISIET CPE/Ty, BEI3BIBAS aIlH103, KOTOPBIHA
JIOTIOTHUTENHHO JI€30praHu3yeT MeTaboIu3M (M3-3a CHUKEHHUS CKOPOCTH pa-
0OTBI (PepMEHTOB B YCIIOBHSIX allK03a). B yCcIOBHAX aItimo3a KOMIIEHCATOPHO
pa3BUBAETCS BBIXOJ KK U3 KIETOK C Pa3BUTHEM THITepKaareMut. M30b1Tok
KETOHOBBIX TEJT BRIBOIUTCS C MOYOH (KeTOHYPHSI), YTO TAKXKE CIIOCOOCTBYET
MOTTMYPHUH U 00€3BOKMBAHHIO.

B GenkoBoM oOMeHe B yCITOBUAX AShUIINTA aKTHBHOCTH WHCYJIHHA YCH-
JUBaeTCs pacmaj OeIKOB 0 aMUHOKHCIIOT, C TTOCIIEAYIOIINM BOBIIEYEHUEM
TTIIOKOTEHHBIX aMUHOKHCIIOT B TIPOIIECCHI TITIOKOHeoreHe3a. Kpome Toro, u3
AMHHOKHUCIIOT 00pa3yeTcst JOMOIHUTENFHOE KOTMuecTBO aneTmi-KoA, kotopoe
JIOTIOJTHUTENTFHO YCUJIMBAET 00pa30BaHIe KETOHOBBIX TN B YCIOBUSAX OTPaHU-
YeHHs aKTUBHOCTH IiKiia KpeOca. YeunnBaeTcs Takke CHHTE3 MOYEBUHBI U3
AMUHOKHCIIOT B TI€Y€HN (OPHUTHHOBBIN IMKIT), 9TO MOYKET CITIOCOOCTBOBATH
ee M30BITOYHOMY HAKOTIIEHUIO B KPOBH (YpeMus).
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PucyHok 93 HapyweHue obmeHa npu caxapHom ouabeme. AKmugayus 2/1l0KoOHeo2eHe3a.
Kemos

[Tpu caxapuom auadete Il Thma Ha paHHel cTaauu 3a00JCBaHMSI, KOTIa
COOTHOIIIEHNE aKTHBHOCTH WHCYJIMHA W TIIIOKaroHa COXPaHEHO, ITIOKOHE-
OTEHEe3 He yCHJIEH M OKcajioalreTar BoBiekaeTcs B ki Kpebca, a Takxe
WCTIOB3YETCS JUIs CHHTE3a )KUPHBIX KACIIOT U XonectepuHa. [Ipu aTom B me-
YEHH HE YCUJICHO OKUCIIEHHE )KUPHBIE KUCIIOT (KeT03 He XapaKTepeH) U OHU
BOBJICKAIOTCS B CHHTE3 JIUIIOTIPOTEHHOB (UTO CTIOCOOCTBYET aTepOCKIEPO3y)
Y TPUIALEPUAOB (CITOCOOCTBYIOT OKHPEHUIO).

IlaToreHes ocJi0:kHeHHUIi caxapHoro quadera.

CaxapHblii 1na0eT XapaKTepu3yeTcs psAIOM Cephe3HBIX OCIOKHEHH,
YXyAIIAOMIAX MTPOTHO3 3a00IeBaHUs.

K ocTphiM Ocno)KHEHHSIM caxapHOTO [ua0eTa OTHOCHUTCS KOMAaTO3HOE
COCTOSIHHE, Pa3BUBAOINASACS KaK CIIEACTBHE OCTPON AMCPYHKITUN HEHPOHOB
Ha (OHE BRIpAXKEHHOW THITePTIIMKeMUH (TITFoKo3a 6omee 19 Mmonb/m) — qua-
OeTHyeckasi runepriukeMuyieckas koma. [Ipu atom quabernaeckas kKoma, B
3aBUCHMOCTH OT ITPE0OIaIAf0NIeT0 MEXaHn3Ma Pa3BUTHS OCTPON TUCyHKITUH
HEHPOHOB TO/Ipa3/ieNsieTCsl Ha TPU BapHaHTa — KeTAMI0THYeCKHU, rume-
POCMOJISIPHBII 1 JIAKTAIMIOTHYECKHUIA.

Kemayuoomuueckuii mexanuzyv HEHpOHAIHHON TUC(YHKIINN CBSI3aH C Ha-
KOTUUIGHHEM KETOHOBBIX TeN M3-3a YCHUJICHUS B-OKHCIICHUS KHUPHBIX KHCIOT U
COMPOBOXKIAETCS] METaOOTMIECKIM aruyo30M. Ketos xapakrepeH 1yt aOComroT-




190 TTatodusnosorus. M3bpanusie Tembl. KpaTkuii Kypc.

HOTO JieunuTa MHCY/IMHA Tipy auadere | Tumna. Takke KeTOHYpUs U, CBSI3aHHOES
C Hell MOBBIIIEHHE OCMOTHYECKOTO JJABICHHS B KaHAJIbLIAX, YCHIIMBAET MOTEPIO
BOJIBI ¥ CIIOCOOCTBYIOT 00€3BOKMBAHUIO OPTaHNU3Ma, YTO IPUBOAUT K HapyIle-
HHIO KPOBOOOPAIICHUS U Pa3BUTHIO TUTIOKCUU HEPBHOM TKaHU.

Tunepocmonapnuiii mexanusm 00yCIIOBIEH POCTOM OCMOJIIPHOCTH IJ1a3MbI B
CBSI3U C PE3KO BBIPKEHHOH TUIEPIITMKEMHUEH (0OBIYHO BBIIIE 35 MMOJIB/IT) IpU
OTCYTCTBUH KeT03a. Takoe coCTOsTHHE ObIBACT y OOJIBHBIX CaXapHBIM JHA0CTOM
I Tuma, Korma ocrarouHas CEKpelys HHCYJIMHA TTOJABIIsieT Pa3BUTHE KETO3a.
T'unepocMosIpHOCTh BHEKJIETOUHOM CPEJbl IPUBOJUT K TOMY, YTO BHYTpH-
KJIETOYHAsI )KUAKOCTD TIepeMeIaeTCs U3 KJIETOK BO BHEKJIETOUHYIO CPEY, UTO
MIPUBOJUT B UTOT€ K TSHKEJION KIJIETOUHOM JIerupaTaluu, NepepacnpeieseHHIo
WOHOB HATPHS U KaJWsl, HAPYIICHUIO POoIeccoB (GOPMUPOBAHHS MEMOPAHHOTO
MOTEHIMAJIa U HeUPOHaIbHOM aucyHkimu. OOIas qeruparaiis Opranu3ma
BCJICACTBUEC NOJIMYPHUU IPUBOAUT K CTUMYJIALINU CEKPELNU aJIbAOCTEPOHA U
3aJICP)KKE NOHOB HATpUs, 4TO ycyry6n;1er TUTICPOCMOJIAPHOCTD.

Jlakmayuoomuueckuii MexaHusm CBSI3aH CO CHIDKCHHEM IpeoOpaszo-
BaHUA IMpyBarTa B aHCTI/IH-KOA B YyCIIOBUAX He(i)I/IHI/ITa AKTUBHOCTH HH-
cynuHa. B pesynbrare 3TOro akTMBU3HpYyeTCsi 00pa3oBaHUE JIaKTaTa U3
nupyBarta. Kpome Toro, HapyiieHus: KpOBOOOpalIeHHs!, pa3BUBAIOIITUECS
BCJICJICTBHE JCTUAPATAIIMKN U THA0CTUUECKOTO MTOBPEKACHUS CTCHKH CO-
CYA0OB — aHTHUOITIaTHH, CHOCO6CTBYIOT Pa3BUTHUIO TUIIOKCUU, U CBA3AHHBIM C
Hel TOPMOKEHHEM KHCIIOPOI03aBICHMOTO 3Tara IIHKoin3a. B pesynbrare
YBEIIMYMBAETCSl 00pa30BaHNE MOJIOYHOW KHUCITOTH. PazBuBaercs merabo-
JINYECKUH aluao3.

MeTabonrueckuii arua03 U MUPKYIATOPHAS U BEI3BAHHOE THIIOBOJIEMHUCH
HapyIIeHue MAKPOIMPKYJISIIH U THITOKCHS BBI3BIBAIOT B TSKEIBIX CITydasx
MOJTMOPTAHHYIO0 HETOCTATOYHOCTD, MPOSBIIAIONIYIOCS TTOMAMO JAUCHYHKITIH
ITHC mouedHBIMHU U IPYTUMHU HapYIICHISIMH.

JlnmnrenbHOE TeUeHUE caXxapHOTO AnadeTa MPUBOIUT K LEIOMY ALY OC-
JIOKHEHUW — MOTYT Pa3BUBATBbCS aH2UONAMUs, Heliponamus, Hepponamus,
pemunonamus, ouabemuyeckas cmond.

AHIHONATHY TIPU CaxapHOM JradeTe MOXKET MPOSBIATHCS KaK B MEITKHX
cocymax (MUKPOAHTHOTIATHH ), TaK U B apTEPUSIX CPEIHET0 Kamnopa (Makpo-
AHTHOTIATHH ), TIPUBOJIA B CBOIO OYepe/ib K HAPYIIEHHIO COCYANCTON TPODHUKH.

[larorene3 MUKpPOAHTHONATHI CBSI3aH C THIIKO3UPOBAHHEM OEIIKOB COCY-
JIUCTOW CTEHKH, YTONIIEHHEM 0a3allbHOH MEMOPaHbI B YCIOBHSIX JUTATETLHON
runepriukeMun. [lopakeHue cocy0B ceTyaTku 1iiasa sBisieTcs: (PaKTopoM,
MIPUBOMAIINM K Pa3BUTHIO THA0CTHYECKONH PETHHONATHH, a TTOPaKEHHE CO-
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CYZIOB TIOUKHU — K Pa3BUTHIO JTuabeTndeckoil HeponaTuu, mopakeHue dIu-
HEBPAIBHBIX COCYJ0B, IMTAIOIINX HEPBHBIC BOJIOKHA — K HEHpoOMIaTuu.

MakpoaHruonaTust — 3T0 0000 3J10KaYeCTBEHHOE TEUCHUE aTePOCKIIe-
PO3a B MIHTHME HE TOJILKO KPYIHBIX, HO ¥ CPETHUX apTepuii TOJIOBHOTO MO3ra,
cep/la, NoueKk, KOHEYHOCTeH, U Ap. Takas akTMBHOCTB aTepOCKIEPOTHIECKOTO
Mporecca cBsi3aHa MOMHUMO MPOYETro ¢ TEM, YTO B YCIOBHIX THIIEPIIIUKEMHUH
TIMKO3UPYIOTCSI OSNTKU JIUTIONIPOTENHOB, YTO MPUBOIUT K MX aKTHBHOMY 3a-
XBaTy B MHTHME, B YACTHOCTH MakpodaraMu npu y4acTHH PelerTOPOB-MY-
COPILUKOB, U OBICTPOMY (POPMHUPOBAHUIO KIIEHUCTHIX KIETOKY.

JunabdeTnyeckasi ceHcOMOTOpHas nepudepnyeckasi HeliponaTusi npes-
CTaBIseT U3 ce0sl TUCTATBHYIO JeTeHEPAIMIO YyBCTBUTEILHBIX HEPBHBIX BO-
JIOKOH, TIOTEPIO aKCOHOB U dHAOHEBPAJIHHYIO0 MUKPOAHTHOIIATHIO. MeXaHnu3M
HEHpOTaTuy CIIOXKEH, TIOMUMO HapyIICHUs] KPOBOOOPAIIlEHHS B SIIHEBPAJIb-
HBIX COCYJax, MUTAIONINX OTPOCTKU HEPBOB UTPAET POIIb AKTUBALIHS B YCIIOBH-
SIX THTIEPIIIMKEMUH OTIOCPEI0OBAHHOTO aJIb030PEAYKTa30i MOIHOIBHOTO Iy TH
MeTaboIM3Ma TIIFOKO3bI. DTO MPUBOJIUT K HAKOTUICHUIO B KJIETKaX cOpOUTONA 1
HCTOIICHHIO 00pa3yeMoro u3 mroko30-6-pochara THOZUTONA, YTO TIOJIABIISICT
BbIpaboTKy nuanunmmieporna (DAG) u, cnenoBarensHO, aKTUBHOCTD TIPOTe-
nakuHasel C. BemencTsue 3toro akruBHocTh Na-K -ATda3wl cHMKaeTcs ¢
oCenyIonet TucPyHKIFEeH HEPBHOTO OTPOCTKA.

JuadeTnyeckast He(ppomaTusi MPOSBIICTCS HAPACTAIOIICH XPOHIMIECKOU
MIOYEYHON HEJJ0CTaTOUHOCTBIO, IPOTEUHYPHUEH U TMIIepTeH3uel. B Mexanusme
pa3BUTHS THa0ETHIECKOH He(hpOraTuy BaXKHYIO POJTb HTPAET TUTICPIIIUKEMHUS,
BCIICAICTBHE KOTOPOH BO3pacTaeT PrIbTparys B KIryboukax He(pOHOB TITIO-
KO3bl. B pesymbpTare miroko3a 601ee HHTCHCUBHO peabcopOupyercs B MPOK-
CHUMAaJIbHBIX KaHAJbIaX MMOCPEACTBOM TPAHCIOPTHOTO OeJKa - HaTPUI-TJIIo-
KO3HOTO KOTPAaHCIIOPTEPa, KOTOPBIA TPAHCIIOPTUPYET IIFOKO3Y COBMECTHO C
HaTpueM U 00paTHO B KpoBb. CHIKCHHUE KOHIICHTPAIINH HATPHUS B (PHIIETpATE
CTUMYJIHPYET KIETKH TUIOTHOTO TSTHA JUCTANBHBIX KaHAIBIEB U OHU II0-
CPEICTBOM CEKPEINH TPOCTATIaHANHOB aKTUBUPYIOT IOKCTATJIOMEPYIISiPHbIE
KIIEeTKHU. B pe3ynbprare akTHBUpYyeTCsS peHUH-aHTHOTeH3UHOBast cuctema. OJ1-
HOBPEMEHHO KJIETKU TTOTHOTO TISITHA YBEITMYUBAIOT AHaMeTp ad(hepeHTHBIX
KITyOOYKOBBIX apTeprOIl M YBEINIUBAIOT (DAITBTPAIIHIO.

Jpyroii MexaHn3M He(pOIaTHH CBSI3aH C TIIMKO3UIMPOBAHNEM KOJUIareHa
cocyaucToit creHkd. Ha mmko3unmmpoBaHie OeTkoB pearupyroT KIETKH (Ma-
Kpodaru, 3HI0TEMNANbHBIEe KJIETKH, ME3aHTHAIUTHI ¥ TTOJIOIUTHI KITyOOUKOB)
MTOCPEICTBOM PEIETITOPOB IIIHMKO3MIOPOBaHHKIX MPonykToB (RAGE). Dddek-
TOM 3TOTO PELENTOPHOTO B3AaUMOACHCTBHUS SBISETCS aKTHUBAIMS B KIETKaX
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CHHTE3a aKTUBHBIX (OPM KHCIOPOAa (OKHCIUTEIBHBIA CTPECC), aKTUBALIMS
TpanckpunuuonHoro gakropa NF-kB, pakropos pocra TGF-B u VEGF. Bce
3TO CHIOCOOCTBYET Pa3BUTHIO BOCIIATICHUS U PUOpo3a.

JunabdeTuyeckasi CTONa MPEACTABIACT U3 ceOsl CHHAPOM, B KOTOPBIH BXO-
JIAT TIOBPEKACHUE TKaHHU ¢ 00pa30BaHUEM 04aroB HEKPO30B U 5I3B, MHDEKIHs
MOpaXEHHBIX TKaHEeW W ocTeoapTponaTus. Pa3BuTre aHrHonaTiy B COCyax
KOHEYHOCTEH SIBIISIETCS] BEAYIIMM (PaKTOPOM B Pa3BUTHH AUAOCTUIECKOH CTO-
MBI, XapaKTepU3yIoUIeics HapyleHueM TPOPHUKH TKaHEeH, UX AUCTpoduel u
HEKPO30M. 3aMe/IISIIOTCsI TPOILIECChl 3aKUBIICHUS paH. J(nabeTuueckas cromna
MATOreHETUYECKH CBSI3aHa U C HeMpoTaTheid, KoTopast PUBOHUT K TIOTEpPE TyB-
CTBUTEIILHOCTH U TPABMAaTU3MY, & JIBUTaTEIbHbIC HAPYIICHHSI, COMIPOBOXKIAI0-
IMe HEHPOTATHIO TIPUBOJIAT K Ie)OpMAIINK M YBEITMUCHUIO HATPy3KU Ha CTOITY.

B menom ociokHeHus1 caxapHOTro auadera TECHO MaTOreHETHYEeCKU CBS-
3aHBI MKy COOOM.

aKTuBauyusa
runepramkemus copbuton
NONMONBLHOIMN NYTHU

Hapyl.ueuue WUOHHOrO TpaHcnopTa B
MaKpoaHruonaTua MUKpoOaHruonarmusa Kneme
@ AHTMOMNATHA @

NOBpeX/AeHUe OTPOCTKOB
Hapyme""e KDOBOGDauLeHM“
HelipoHoB
U3bA3B/IEHUA aHomanbHas CEeHCOopHble
cTonb! Harpyska Ha crony HapyweHusa
ABuratenbHble
uHpekyua BOCnaneHue TpaBmbI ri MapylienA

LOWABETUYECKAA CTOMA J AUABETUYECKASA HEMPonATM

PucyHok 94 [TamozeHemuyeckas 83aumMocen3b OCTI0XHEHUU caxapHozo duabema
HAPYUIEHUE OBMEHA JIMIINOB.

[Ipu narosnornyeckux nporeccax v 3a00JI€BaHUAX MOTYT Pa3BUBATHCS
HapyILleHUs] 00MEHa Pa3JINuHbIX TPYIII JIMIUAOB: )KUPHBIX KUCIIOT, CTEPOUIOB
(XomecTepuH, CTEPOUIHBIE TOPMOHBI), POCHOIHUITHIOB U HEUTPAITHHBIX JKUPOB
(TpUTIHIIEPHU I, TPHAMITITUIEPOITBI).

[Tpu 3TOM, TPUYMHOI TAaKUX PACCTPOWCTB OOMEHA JIUITHAOB MOTYT OBITh —
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HapyIIICHI/IC ux HOCTyHJ]CHI/IH B OpFaHI/IE}M, TpchnopTa, I[CHOHI/IpOBaHI/I}I nu
MeTaboiM3Ma B TKaHIX.

HapymeHnue nocryn/jieHust JTUNUA0B B OPraHU3M

OCHOBHBIE PUYHHBI, IPUBOSIINE K HAPYIICHUIO TOCTYTIIICHUS TUIHIOB
B OPTraHu3M C MUIIEH CIeayoIue:

HapymeHHe MCEXaHN3MOB ITOJIOCTHOI'O MUIIEBAPCHUSA, IIPHU KOTOPBIX
CHIDKACTCsl aKTUBHOCThH (PEPMEHTOB, PACHICTUISFOIIIX KUPBI 0 KHUP-
HBIX KUCIIOT U TNIUIepHHa (1eQUIHUT MaHKPeaTHYeCKOW U KHIICYHOH
JINIIa3bl B KNIICYHOM COKE, HU3Kasd aKTUBHOCTb )KeJIYZIO‘IHOfI er[a31)1)
Hapymenne sxermueoOpa3oBaHust, MPUBOAAIIEE K HAPYIICHUIO SMYIbIUPO-
BaHUSA KHpa (TIpU SMYIBTHPOBAHUN YMEHBIIIAETCs pa3Mep JKUPOBBIX Ka-
TeJb U, CJIeI0BATeIbHO, YBEIMUMBACTCS UX CyMMapHasi TOBEPXHOCTb, YTO
MO3BOJISIET JIMIA3¢ aKTHMBHEE PACHICILISIT KHUP). DTO MOKET OBITh CJIC]I-
CTBHEM KaK TTOBPEK/ICHHS CaMOH TIeUeHH (TIpH TeTaThTax Wi Uppo3ax),
TaK U BOSHUKHOBCHUECM MEXaHNYCCKUX HpeHHTCTBI/Iﬁ JJIs1 BBIBEACHHUA
KETTYW B TIPOCBET JIBEHAIATUIIEPCTHON KUIIKU ( TP KAIbKYyJIe3HBIX
XOJICITUCTUTAX, OIMyXOJISIX, CIa3Max 1 auchyHKnuu chuakrepa Ommm).
CHM)XEHNE aKTUBHOCTH TOPMOHOB XEIYJOUYHO-KHUIICYHOI'O TpaKTa
(XOJEIIMCTOKUHIH, AyOJeHALHBI TOPMOH, KOTOPBIN pacciadiser
C(I)I/IHKTep OIIIII/I U YCUJIMBACT MOCTYIICHUEC XCJITYHU B KHMIICYHUK;,
YKEJTYA0YHBIM TOPMOH T'aCTPUH, CTUMYJIUPYOUIUN CEKPELUIO XOJIe-
[IICTOKWHWHA B IBCHAIIIATUTICPCTHON KUIITKE), PETYIUPYIOMINX JKEI-
yeoOpa3oBaHUE

CHmKeHne BCaChIBaHUS JKUPHBIX KHCIOT B Pe3yJbTare M30bITOYHOM
WJIM HEJOCTATOYHON MEePUCTAIBTUKU KUIIEYHOU CTeHKHU. KUupHbIE
KHCIIOTBI BCACBIBAIOTCS TACCHBHO, HO TIPH M30BITOYHON TIEPHCTAITBTHKE
IBaKyalnsl XIMMycCa YCKOPAETCS 1 KUPHBIE KUCIIOTHI BCACHIBAThCS HE
YCTIEBAIOT, a PU CHIDKEHUH MEPUCTATBTHKN — HapyIIaeTCs epemMe-
IIMBAaHNE COAEPKUMOTO U, CIIeIOBATEIHHO, BCACHIBAHHE.

CHmKeHne BCAChIBaHUS )KUPHBIX KUCIIOT MTPH BOCHAINUTENBHBIX TPO-
[[ECCax MM TOKCHYECKOM TIOPaKEHHUH ITUTENHS, HApyIafoIie aKTHB-
HOCTh (DEPMEHTOB, YUaCTBYIOIIUX B PECHHTE3€ TPUAIMIITIIHIIEPOJIOB U3
JUTMHHOIIETIOYEYHBIX YKUPHBIX KUCIOT ¥ 00pa30BaHUHU XIJIONMHKPOHOB

Hapymenue TpancnopTa JUNUA0B

Jlununael TpaHCIOPTUPYIOTCSI KPOBBIO B BUAE JHMIIONPOTEHHOB, IIpe-
CTaBJIAIOLINX COOOH JIMIHUIHBIC YACTHLBI (JIMITIOCOMBI), LIEHTPAIbHAS KaTlis
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KOTOPBIX COACPKHUT THAPOPOOHBIE KOMIIOHEHTHI —3(UPBI X0JIECTEPHHA U
TPUIHLIEPUABI, & HAPYKHBIH cI0H, (POPMUPYIOMUH THAPOPUIBHYIO TTO-
BEPXHOCTH JIUTIONPOTENHA, TPEACTABICH OAHOCIOWHOHN (ochonunuanon
MeMOpaHOH, BKITIOUAIOIICH CBOOOAHBIH (HEICTEpUPHUIIMPOBAHHBIN) X0JIECTE-
PHUH U OETKU — allONPOTCHHBI. ANIONPOTEUHBI BBITIOIHSIOT POJIb JIMTaHI0B
peuentopos (amno-B, amo-E), HeoOX0MUMBIX i1 B3aUMOJICHCTBUS C KJICT-
KaMU, WIN KOPaKTOpOB epMEHTOB, UMEIOIINX OTHOIICHUE K METa0OIH3MY
JUIONPOTCHHOB.

HeacTepuPULUPOBaHHbINA

XonecrepuH \

dochonunugbi

acTepudpULUpPOBaHHbIA Tpuravuepuapl

XonecrepuH

anonpoTeuHbl

PucyHok 95 Cmpykmypa nunonpomeuda

JIumonpoTEeNHBI MOAPA3IACIAIOTCS Ha YeThIpe Kilacca, KOTOPhIe pasiiH-
YaroTcs MO pa3Mepy, IIIOTHOCTH, COCTaBy M (DYHKIHUSAM — 3TO XHIIOMUKPO-
HBI (XM), nunonpoTenHbl o4eHb Hu3koi mrotHoctu (JILIOHIT/VLDL),
nurnonporenHbl Hu3ko# mrotHocTH (JIIIHII/LDL) m numonpoTenHs! BbI-
cokoif motaoctu (JIIIBIT/ HDL). Onu comepkar pa3iudHOe COYeTaHHe
aronpOTENHOB.

XMIIOMHKPOHBI — 3TO KPYIIHBIE, OOraThle TPUIINLIEPHIAMH JUTIONPOTEHHBI,
KOTOpBIE 00Pa3yIOTCs SHTEPOIUTAMHU CTEHKH TOHKOTO KUIIeYHHKA. [t ux
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cOOpKH HEOOXOMMO HaIH4Ke Ha moBepxHocTd XM amo-B. 13 numdarunye-
CKHX KallWJUISIPOB KUIIEYHHKa XM MOonaaarT B JTUMPaTHIECKUE COCYIIBL,
TPYOHOM JTMM(aTHIeCKUi MPOTOK M B UTOTE B CUCTEMY BEpXHEH MOJI0i BEHBI,
MaJIbIid ¥ OOJIBIION KPYT KpoBoOOpaleHus. B kanuuisipHOM KPOBOTOKE pas-
JINYHBIX TKaHe XM B3auMOJIEUCTBYIOT ¢ YYaCTUEM C aCCOLIMMPOBAHHBIM C
sHpoTenueM pepmentom sumnonporentnunazoi (JITUJI), ruaponusyromeit
Tpurmuuepuasl XM 10 KUpHBIX KUCHOT U ruuepuna. JIIIJI geiictByer Ha
XM Onaromapsi HATMYHIO HA UX MOBEpxHOCTH ano-C, kotopbii XM mpu-
00peTaroT MpY B3aUMOJCUCTBUU C JIUIONPOTCHIAMU BBICOKOW TIOTHOCTH
(JIIIBIT) B nia3sme kpoBu. Ano-C akrtuBupyert JIIIJI, To ects sBisieTcs ee
kodakropom. [Tox neticteuem JIITJI B XMIIOMUKPOHAX U3 TPHUIIIULICPUIIOB
00pa3yroTcst CBOOOIHBIC KUPHBIC KMCIOTHI U IIUIEPUH. Pe3ynbratoM 3TOro
ABJIsIETCS 00pa3oBaHne MOIU(PHUIIMPOBAHHBIX (PEMHAHTHBIX) XM, o0enHeH-
HBIX TPUTIHIIEPUAAMHU, 3aTeM peMHaHTHble XM MOCTyNnaloT B MeYeHb, I
MOITIOIIAKOTCS KJIETKaMU TIEYEHU NpU B3auMojeiicTBuu BE-penentopos ¢
JIUTAH7OM — arno-E peMHaHTHBIX XUIOMHKPOHOB.

B meuenn obpasyrorcest JITIOHII, mocTaBisromme TPUTTHIICPUIBI TKAHSIM,
e ¢ oMolbko ¢ nomousro JIIJI sHpoTenus KanumusipoB :KUPOBO TKaHH,
MHOKapJia ¥ CKEJIETHBIX MBI U3 TPUIIHIEPHUIOB 00pa3yroTCs KUPHBIE
KHUCJIOTHI ¥ TNHIEPHUH. YAAICHHE YaCTH TPUIIINIEPUIOB MTPH yBEITMUICHUH
npespamaet JITTOHIT B JITTHIT menburero pazmepa u 6onee Gorareiii Xo-
nectepuHoM. s cObopku JIIIOHII B meuern He0oOXOAUMO HAIWYNE HA
HeM ano-B.

JIITHIT criocoGHBI B3aMMOICHCTBOBATE € KIIETKaMHU TTocpeacTBoM BE-
PELenToOpOB, U NPOHUKATh B TKaHb 4€PE3 SHAOTENINMH, T/1€ IOMIOMAITCS
MyTeM 3HaonnTo3a. TakuM 00pa3oM B KJIETKU IOCTAaBIISIETCS XOJIECTEPHH, He-
00XOMUMBIN IJIsT IOCTPOCHUS MEMOpAH B CHHTE3a cTepon1oB. OCTaBIIHECs B
mupkyssiaud JITTHIT morsormaroTcest medensio (ToCcpeicTBOM B3auMOIEHCTBIS
gepe3 BE-penentopsl) n katabomu3nupyroTcs. V3munrkn 0CBOOOIUBIIETOCS
XOJIECTEPHHA U XKHUPHBIX KUCIIOT YIAJISIOTCS C JKEITUbIO.

JITIBIT — cambIif ManeHbKHUI JTUTTOTPOTENH, 00Pa3yIOMIHMIACS B ITEYCHU
Y coneprKamuii ano-A (BaXeH ISl CTPYKTYPHOU IEIOCTHOCTH M (DYHKITHH
JITIBII, BxIfOUasi perenTopHoe BEICBOOOKACHNE d(DUPOB XOJIECTEpUHA B
renarouuTax MpH ero NPOXOXKIEHUs Yepe3 MEUYCHB), SABIISIETCS aKLEHTO-
poM xoJsiecTepuHa B nepudepuueckux TkaHax. C IOMOIIBIO UCTIOJIB30BAHNS
AT®-cBs3piBatomiero kaccerHoro tpancroprepa (ABCA) JITIBII moromiaer
CBOOOJIHBIN XOJIECTEPHUH, dcTepuuIupyeT ero (pu ydactuu pepMeHrTa
JerUTHH-X0ecteponarpancdepassl —JIXAT) u mepeHocsT a3dupsl X0-
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necrepuna B JITIOHIT u XWJIOMUKPOHBI C TIOMOIIIBIO O€IKa-IIepEeHOCUYHKA
3¢upos xonecrepuna (CETP).

Tl'unepaunuaemus.

IMunepnunuaeMust OOBIYHO MPOSIBISIETCS. KaK TUIIEPXOIeCTEPUHEMUS, TH-
NePTPUNIUIEPUIEMHUS], THIIEP- WK TUCITUIIONPOTEMHEMUSL. | unepiunuaeMust
MOXET OBITh KaK IepBUUHAas (HACJICACTBEHHAs ), TaK M BTOpHYHas (ipruodpe-
TCHHAas).

Ilepsuunas euneprunudemus.

HacnencrBennas Tsizkesasi TPUIVIMIEPHIEMHs pa3BUBAETCS MPHU pe-
LIECCUBHOM HacCJI€I0BAHUU MYTAalluu B TeHe, kopupytromeM JIITJI, B pe3yib-
tare yero aktuBHOCTh JIIIJI cHmkena u karadoiausm JITTOHIT u xunomu-
KpOHOB HapymieH. TeueHue 3a0oneBaHus ycyryomnsiercs: Ha (hoHe KUPHOU
JTACTHI.

CemMeiinasi TunepxojiecTepuHeMusi (MOHOTeHHAasl) IMEET Pa3IMuHbIC
BapUaHTBhI, CBA3aHHBIE C MyTallUsMH B TeHax Koaupytomux BE-penentop nmm
amo-B. B pesynbrare Hapymaercs 3axsar u karadonusm JIITHII B euenn u
UX YPOBEHb B KPOBH (@ TaKK€ yPOBEHb XOJIECTEPHUHA) MTOBBIIIIACTCS.

Cemeiinasi runepjunuaemMusi (MOJUreHHAas1) SBISICTCS OTHUM U3 TIPO-
SBIICHHI OOMEHHBIX HapylleHu# npu caxapHoM nuadere Il Tuma Ha done
OKHUPEHHS ¥ HUCYIIMHOPE3UCTEHTHOCTH, TIPU KOTOPOM COYETAETCS TUTIEp-
TPUTIUIEPUIEMHUS C TUCITUTIONPOTEHAEMHEH. Y TakuX OOJNBHBIX B KPOBH
nosbitieH yposenb JITIOHII u camken yposens JITIBII.

Bmopuunas cuneprunudemus.

AJlMMeHTapHAasi THIEPJIMIIMIEMHUS IIPU 0KUPEHUM, PA3BUBACTCS IPU
M30BITKE MUTaHMS, 0COOSHHO MPH MOTPEOIICHUH MTPOTYKTOB C BEICOKHM COZIEP-
JKQHUEM XKUPOB WU XonecTeprHa. [IposiBIIsieTCss OKUPEHUEM U ITOBBILLIEHUEM
yposHs JIITHIT.

BonpmmHCTBO ciydaeB 0XXUPEHHS CBSI3aHO ¢ Upe3MEPHBIM MOTpeOIeHHeM
SHEPTHH C THIIEH TpY HeJTOoCTaTKe PU3NIEeCKON aKTUBHOCTH (TaK Ha3bIBae-
Masi MOJIETh OKMPEHHS «KaJIOpHs €CTh Kajnopus»). B 6omee peaxux cirydasx
MIPUYUHON OXKUPEHUST MOTYT ObITh HEPBHO-IHIOKPUHHBIE HapyIneHus (60-
ne3np Unenko-Kymmara, caxapHsiil tnader 2 THmna, aaulio30reHUTaIbHas
TUCTPOQHS U 1. ), JUTATEIBHBIA IPUEM TOPMOHAIBHBIX MTPOTHBO3a9aTOYHBIX
CPEICTB, HEKOTOPBIE HACIIEICTBEHHBIE 3a00IeBaHNSI.

B narorenese oxupeHHsI UTPAET POJIb HAPYLIEHUE TOPMOHAIBHON pery-
JSIUMU alneTUuTa, CONPOBOKIAIOIICECS YCUICHUEM UyBCTBA TOJIONA U MPU-
BOJIAITIIEE K TUNIep(aruy U OKUPEHUI0. DTOT MEXaHU3M CBS3aH C CHI)KEHU-
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€M YYBCTBUTEJIBHOCTH K TOPMOHAM
JenTuHy (Ipu mepeegaHuu) HIH
WHCYIUHY (IIpU caxapHOM Auadere
2 tuna). JlenTuH, Ha3bIBaEMbIN €Ille
«TOPMOH CBHITOCTH» BBIpadaThIBa-
€TCsl QIUNOLUTAMU JKUPOBOU KIIET-
YaTKH MPU YBEJIIMUEHUH HAKOTIIICHUS
JKUpa U MHTUOUPYIOIIE JACHCTBYET
Ha HEHpOHBI AYrooOpa3HOro siapa
TUNOTAJIAMYCa, CEKPETUPYIOIUE
HelponenTua Y U CTUMYIHUPYOIIHAE
[IUTAHUE, IOITOMY HEAOCTATOYHOCTh
JIENITHHA WU PE3UCTEHTHOCTB K ITO-

PucyHok 96 OxupeHue neyeHu. Ha pucyHke
cmpesikoll YKa3aHbl XUpogble 8KIIIYeHUS 8 My T'OPMOHY IIpUBOJUT K II€pecaa-
2enamoyumax HUIO U 0)KUPEHUIO.

I'mnepiununemus Ha poHe caxapHoro guadera

ITpu caxapHOM 1uabeTe XapakTepHO MOBBIIICHHE 00pa30BaHUE XHIIO-
MHKPOHOB ¥ areporeHHbIX gumnomnporennos (JIIIOHII, JITTHIT), mpu ogHo-
BPEMEHHOM YMEHbIICHUH 00pa30BaHUsl aHTUATEPOTeHHBIX JIUIIOIPOTEUIOB
(JITIBII).

Cunre3 XM Bo3pacTaeT U pa3BUBAETCsl TUIEPIUINIEMUS BCIEACTBUE
YBEJIMUYCHUS! SKCIPECCUU OeJKa-IepeHOCYrKa TPUIINLEPUIOB. YCUIICHHUE
JIMIIONN3a U HOCTYIIEHHs OOJIBIIOTO KOJIMYECTBA CBOOOIHBIX KUPHBIX KUCIIOT
B TI€Y€Hb CIIOCOOCTBYeT ycrmineHHoMy oOpaszoBanuto JIIIOHII. OnHoBpemeHHO
camxkaercst karabonmam JITTHIT nockosbKy B yCIOBUSIX JeQUIMTA aKTHBHOCTH
HHCYJIMHA YIHETaeTcs MHCYJIMH-OIOCpenoBanHas 3kcnpeccust BE-penen-
TOPOB Ha renaTouuTax. Takke B yCIOBHUSIX TMIEPIIIMKEMUHN INIMKUPYOTCS
anoniporenHsl (ano-B, amo-C, amo-E) ma JITIOHIT u JITTHII, gto ¢ onHoit
CTOPOHBI 3aTPYAHAET UX KaTaOOJIM3M B NIEYEHU U CIIOCOOCTBYET IOBBILIC-
HUIO aTePOTCHHBIX JIMIONPOTENI0B B KPOBH, C IPyTrOl CTOPOHBI YCHIIUBAET
WX 3aXBaT MakpodaraMu B HHTHME COCY/IOB, CITOCOOCTBYS (hOPMHUPOBAHHIO
aTepPOCKIEPOTUIECKOH OJISATIKH.

YV manueHToB ¢ caxapHBIM JAua0eToM HapyiraeTcs criocodHocTs JITIBIT
3aXBaTbIBAaTh U YNAIAThH XOJIECTEPUH U3 NEepUPEPUUECKUX KIETOK, ITOCKOIbKY
TIIUKAPOBAHHBIN B YCIOBUAX TUNepriukeMun Oenok-tpancnoprep ABCA,
OTBETCTBEHHBIH 3a IIEPEHOC XOJIECTePHHA U3 KIIETOYHBIX MeMOpaH Ha B JITIBII
CHIJKAeT CBOIO aKTHBHOCTb.
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ATEPOCK/IEPO3 — 3aKOHOMEpPHOe OC/I0}KHEeHue caxapHoro auabera

I'mnepaunuaeMusi Nnpu rUNOTHPeo03e pa3BUBACTCS BCIIEICTBUE CHUKEHUS
onocpenoBanHoro JITTJI metabonu3Ma TPUTITHLEPHUIOB, & TAKXKE PELENTOP-0-
norcpeoBaHHoro karadbosmsma JITTHIT.

I'mnepaunuaemMusi npu OMINAPHOIA MATOJIOTHH NEYEHH CBSA3aHa C TEM,
4o npu pedurokce OrmMapHbIX GochHOTUIHUAOB B KPOBOTOK M3-32 TIOBBIIICHHS
JABJICHHUS B KETYHBIX KaMJUIIpax o0pa3yercsi aHOMaJIbHBIN JTUIOPOTEHH
X — JIIIX, KOTOpPBIi NPENSATCTBYET MOIVIOIEHUIO peMHAHTHBIX XM. B pe-
3ynbTare y OONBHBIX HAOIMONAeTCs BBICOKHI YPOBEHD XOJIECTEPHUHA B KPOBH.

ATepockiepos.

Atepockiepos - 3TO XpOoHUUEcKoe 3a00IeBaHNe, B OCHOBE MAaTOTeHE3a
KOTOPOTO JIC)KUT YTOJICHNEC HHTUMbBI CTCHOK apTepHﬁ 3a CUCT OTJIOXKCHUS XO-
JieCTepHHA U Pa3pacTaHusl COSTMHUTEILHON TKaH! (aTepoMaTo3HbIe OJISIIIKH),
OrPaHUYUBAIOILEE [IPOCBET COCY/A U BBI3BIBAIOLIECE HAPYILEHUE KPOBOTOKA
B OpraHax Y TKaHsX.

ATEPOCK/IEPO3 — B OCHOBE MeXaHU3Ma dHA0TeNInaNbHAA ANCPYHKLUA, Bbi3biBalOLLLAA

MHOUABTPALMIO UHTUMbI MaKpodaramu u nponndepaumio rnagKomblLEUHbIX
KNEeTOK, KOTOpble NOr/I0LWA0T IMNONPOTEUHDI M HAKAN/UBAKOT XONeCTePUH

B narorenese arepockiepo3a HHUIHHPYIOMNM (DaKTOPOM SIBJISETCS IHA0Te-
JIHAJIbHas JUCYHKIMSA, OCOOCHHO JIETKO BO3HUKAIOIIAS B yJacTKax apTepu-
AITBHOTO cocy/a (OOBIYHO ATO TOUKU BETBIICHUS U OU(YpKAIUH), T HAPYIICHO
JIAMUHApHOE TE€UYCHHE KPOBU, BO3HUKAET TypOYJICHTHOE IBMKCHUE KPOBU U
ocnabmsercs Hanpspkerne capura (WSS) — MexaHndeckoe BO3/eHCTBIE Ha
CTEHKY, HaIlPaBJICHHOE 110 KacareabHOH. CUIHaJIbI MEXaHOCEHCOPOB HA 3HAO-
TEJIMHU PACIIO3HAOIINX N3MEHEHNE BEIMUUHBI U HarpasieHuss WSS perynupyer
IKCIPECCHUIO TCHOB, YYaCTBYIOIINX B N3MEHEHUH MOP(OJIOTUH KJIETOK, UX CIIO-
COOHOCTH K aJre3uu U mponudepanui. MoporornaecKu Y3HI0TETHOIHUTHI B
y4acTKax cOCyzia C JJAMHHAPHBIM TEUEHHEM KPOBH UMEIOT YILIOLIEHHYIO (hopMmy,
a B y4acTKax TypOyJIEHTHOTO TEYEHMs — 3HAOTEIMOLUTH] YTOJIIIECHB U MEHEE
pacriactansl (MPHHUMAIOT PopMy «OyITbDKHIKaY ). Kpome Toro, TypOyneHTHBIH
TIOTOK CITIOCOOCTBYET MaparieuIFoiIIpHOMY TPOHUKHOBEHHIO B uHTHUMY JITTHII,
HOCKOJIBKY CIIOCOOCTBYET HapyLIEHUIO LIETOCTHOCTH SHAOTEINAIBHOTO Oapbepa.

CHmKeHNEe HalpsDKEHUSI CABUTA B 30HAX TYpOYJCHTHOCTH BIMSET Ha KC-
MPECCUI0 SHA0TEINAIbHBIX TCHOB, B PE3yJIbTaTe Yero MOBBIIIACTCS CHHTE3
SHJOTENNEM Psifia PETyIIITOPOB, HAIPHUMEDP, XeMOATTPAKTAHTHBIN OEJI0K MOHO-
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utoB 1 (MCP-1, oH e Ha3biBaeTcst xeMoKkuH CCL2), KOTOpBIi HHAYIUPYET
MPOHUKHOBEHNE MOHOIIMUTOB B apTEepUAIbHYIO CTEHKY WM (pakTopbl pocTta
tpomboruToB (PDGF), KOTOpBIEC YCHIMBAIOT MUTPALIMIO B MHTUMY TJ1aIKOMbI-
HICYHBIX KJIETOK. AKTUBUPYETCSI CIIOCOOHOCTH DHIOTEIHS K TPAHCIHIOTEIHU-
anpHOMY TpaHcnopty JIITHII, koTopslii onocpenyeTcst pelenTopoM-mMycop-
mmkoM B1 (scavenger receptor SR-B1) u perientopa aktiuBrHa A-10J00HBIM
penenrtopom tuna 1 (ALK1) sunorenus. OcoOE6HHO aKTHBHO 3TH PELETITOPHI
B3aUMOJICUCTBYIOT ¢ ModuipoBanHbiME (pemHanTHbIME) JITTHIL, T0 ecTh
JIUTIONIPOTEMHAMH, TTOJIBEPTIINMHUCS OKUCIICHUIO B PE3yJbTaTe BO3IECHCTBUS
cynepokeusa (O, ), runpokcuibHbix paaukanos (OH') ninu runoranuios, a
TaKKe IIMKO3WJINPOBAHUIO, alleTUIIMPOBAHUIO WK arperanuu. Bee 3T0, oco-
0eHHO Ha (pOHE TUMEPIUITONPOTEHIEMHU U TUCITUIIONPOTEHIEMHIH TIPHBOTUT
K MH(UIbTPAIUH JIUIIONPOTENA0B B UHTUMY.

\
‘h

\

pacnnacraHHbIi
sHgoTenuin

NaMUHapHBIA
TOK KpOBM

PucyHok 97 W3meHeHue sHOomesnus 8 30He 6ugypKayuu cocydd u Ha4yano UHGUAbMpPAayUU
Jlunonpomeudos 8 UHMUMy

[TapanensHo, aKTUBAITUS SHIOTEIHOIIUTOB IPUBOANT K Pa3BUTHIO MOHO-
uuTapHoii uHGuUIALTPpaAUM UHTUMBI. [Iporiecc HaYMHaeTcs ¢ B3auMOIeii-
CTBHSI MOHOITUTOB C SH/IOTEJIMEM TTOCPECTBOM P-CEIIeKTHHOB U NX TIepeKaThl-
BaHUsI 110 DHJOTENNIO. 3aT€M MOHOIIUTHI IPOYHO (PUKCUPYIOTCS K SHAOTEITHIO
MIOCPENICTBOM CBSI3bIBAHMSI MHTETPUHOB MOHOLIMTOB ¢ VCAM-1 un ICAM-1
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sngoTenus. OTHOBPEMEHHO MOHOLIUTHI aKTUBUPYIOTCS 3HI0TEIHAIBHBIMU
XEMOKHHAMH, CBA3aHHBIMH C TMOBEPXHOCTHIO KJIETOK, TakuMu kak CXCL1,
CXCL2, CXCL4, CCL2 u CCLS u MUTPUPYIOT B IPOCTPAHCTBO UHTHMBI.

[Tonas B MHTHMY, MOHOLUTHI AU HEepEeHIUPYIOTCS B MaKpo(haru, KoTopblie
BBICBOOOYKAAIOT BOCHANUTEIbHBIC IMTOKUHBI U XEMOKHHBI U TIPOU3BOJIST
akTuBHBIE Gopmbl kuciopona (ADPK), B cBoro ouepeib CrocoOOCTBYIOIIHE
YCHJICHHIO PEKPYTUPOBAHMS MOHOILIMTOB M Pa3BUTHIO CBOCOOPA3HOTO BOC-
najyieHus: B “tHTUMe. Makpodaru 3KcpeccupyIoT pelenTopbl-MyCOPIIUKH,
HarpumMep, MakpodaraibHelii perientop-mycopmnk 1 (MSR1 umm SR-Al),
CD36 (SR-B), nexruHonono6HbIi okucnennsii peuentop JIMTHIIT-1 (LOX-1)
Y aKTUBHO nioroniatt moauduiuposannsie JITTHII, konuyecTBO KOTOPHIX B
WHTHME 3HAaYUTENBHO BO3pacTaeT B pesynbrare aeiictus Ha JITTHIT akTuBHbIX
(hopM KHCITOpO/Ia, CEKPETHPOBAHHBIX MaKpO(aramu.

Buyrtpu kierox mogudunmposanusie JIITHIT pasnaratorcst B muzoco-
Max, a COJICPIKaIIUNCS B JIUITONPOTENHAX XOJIECTEPHH dcTepuUIUpyercs
arii-KoA-xonecrepun-amunrpancdepasoit (ACAT) B 3HI0IIa3MaTHUECKOM
petukyiyme. DQUphI XoJIecTepuHa XPaHITCS B BUJIC JIMTTHHBIX Kallellb, pac-
MOJIOKEHHBIX KaK B IIUTOILIa3Me, YTO MPUAAET KIETKaM «IIEHUCTHIN) BU/I.
OO6pa3zoBanme OOJBIIOTO KOJIMYECTBA «TICHUCTHIX» KJIETOK OMPEICIIIET POCT
aTepOCKIICPOTHUYCCKOM ONIsIIKK, AKTHBAIMS perenTopa-mycopiuka CD36 Ha-
psny ¢ TLR4-TLR6 B «IIEHUCTBIX»
KJIETKaX MPUBOANT K aKTUBAITUH Ka-
Crasbl -1, ¥ armonTo3y KIETOK.

®daronuTapHas akTHUBHOCTh Ma-
KpodaroB He B COCTOSIHUH CTIPABUTh-
Csl C HAKOIUIEHHUEM aIlONTOTHYECKIX
KJIeTOK (Hapymrerue 3¢ deporuTo-
3a — TIporiecca yIaJeHus aroNTO3HBIX
KJIETOK), KOTOpPBIE TIOJIBEPTAOTCS BTO-
PUYIHON HEKPOTHYECKOH THOeNH C
COITyTCTBYIOIINM BBICBOOOXKICHIEM
BHYTPHKJIETOYHBIX OKUCITUTENHHBIX U
BOCITAJTUTEIBHBIX KOMITOHEHTOB M X
HapaCTa}omnﬁ pacraj onpeaeser PucyHok 98 Amepocknepomuyeckas
(bopMHUpOBaHKE B IIEHTPE aTEPOCKIIC- bnawka (opceut-nukpopycyur). Ha
POTHYECKOH ONSIIKHA 30HBI HEKPO3a, pUCyHKe Cmpenkol ykasaria brALKa &

o cmaouu amepomamoa3sa. Ha nosepxHocmu
Ooraroii BHEKJIETOYHO PACTIONOKEH-  Grauku 0peaHu306aHHbIt MPOMG ¢
HBIM XOJ'ICCTepI/IHOM. BGCKyﬂﬂpLBauuelj.
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B oTBeT Ha mpoBOCHATIUTENBHBIE METNATOPHI, BBIACIIEMbIC MaKpo(aramu,
takue Kak [L-1 u TNF, snnorenuii B cBoto odepeib MoBepraeTcst ycTonun-
BOM aKTUBALMU, YTO YCUJINBAET HKCIPECCUIO 3HJOTEINAIBHBIMU KIETKAMU
monekyn aaresun VCAM-1 u ICAM-1 u cexpernio XeMOKHHOB, TAKHX Kak
MCP-1, IL-8 1 mpoTpoMOOTHYECKIE MEHATOPBI, HAIPUMEpP, HHTHOUTOP aK-
TUBATOpa MJIa3MUHOTCHA WIIM TKaHEBOW (hakTop. DTo emie Oonee ycuimBaeT
BOCIAJIMTENbHBIN Mpouecc B uHTHUME U nortomienue JITTHIL. 3ambikaercs
IIOPOYHBIN KPyI» NAaTOreHE3a.

[MomMumo MakpodaroB HCTOYHUKOM «IIEHUCTHIX» KJIETOK B MHTUME CTa-
HOBSTCS U MpoJH(epupyolye IagKOMbIlIeYHble KjaeTkH. OHN Takke
aKTHBHO roriomarT moauduimposannsie JITTHII ¢ yuacTuem penenro-
POB-MycopIIMKOB, Takue kak SR-A, CD36 u LOX-1. B ¢puzunonoruueckoii cu-
Tyaruu 1uhepeHINPOBAHHbBIC [T IKOMBIIICYHBIC KIIETKU CPEAHEH 000I0UKH
HUMEIOT COKPATUTEIbHBIN ()eHOTHUIT, HEOOXOTUMBII JIJIsl U3MEHEHHS THaMeTpa
KPOBEHOCHBIX COCYJOB M PETYNIANNN KpoBOTOKa. OJJHAKO B OTBET CTUMYJIS-
LU0 MEANATOPaMH, BBIACIIAIOIUMHUCS AKTUBUPOBAHHBIMU DHIOTEIHOLUTAMH

rnagKomMbilleYHble KNeTKU

makpodaru

nunonpotenap! “neHuCTbIe» KNeTKN

| «ceKpeTupyoLme»
rNagKoMBbILIEYHbIE KNETKN

A

PucyHok 99 GopmuposarHue amepockiepomudeckol 6aswku. lpespawieHue Makpogpazos
U 2/1a0KOMbILEYHbIX K/IEMOK 8 «<NeHUCMble» K/IemKuU.
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1 Makpodaramu IIaJKOMBIIICYHbIE KJIETKH NPHOOPETaloT CHHTETHYECKUN
(enoTHII, ¢ MpeobiiagaHueM MUTPALIMOHHON aKTHBHOCTHU M MPONU(EPALHH.
OHU aKTUBHO CEKPETUPYIOT dMHACpPMalbHbIN (hakTop pocta, GakTop pocTta
(hubpo0bIacTOoB, MHCYIMHOMONOOHKIH (pakTop pocTa, PakTop pocra TPOMOO-
mutoB (PDGF), tpanchopmupytommii ¢paxrop pocra-f (TGF-B). ) u daxrop
pocta supotenus cocynos (VEGF).

Hap;my C OTHUM ITTaAKOMBbIIICYHBIC KJIICTKH C CHHTCTHYCCKUM (beHOTI/IHOM
YBEJIMYMBAIOT MPOIYKIHIO KOJUIAreHa, 31acTiHa 1 IPOTeOrIMKaHoB. brarona-
pst 9TOMY (POpPMUpYETCS cofiepIKallias KOJJIareH U I1aJKOMBIIIICUHbIE KICTKH
(pubdpo3Has nokpbIMIKA OJISIIIKH, OTTPAHUYUBAOIIAS HEKPOTHUECKOE SAPO
OT SHJIOTEIUANILHOM BBICTUJIKU M MPEISITCTBYOIIAs 00pa30BaHUIO TPOMOOBR.

I'maikoMBblIIIIeuHbIE KJIETKH ITPU aTepOoCKiIepo3e criocoOHb! muddepentmpo-
BaThCs B 0CTEOOIACTONONOOHBIE ()EHOTHITHI, IPHOOPETast CIOCOOHOCTh FeHEepH-
poBaTh MHUHEPATM30BaHHBIM MATPUKC U IPUBOJIS K HAKOIIJICHHIO OpTodocdara
KaJIBIHS, KK 9TO ITPOUCXOUT B KOCTHOM TKaHU. O0pa3yroTcst KalbIi(ruKarsl
Omstnkd. [Tpu 9ToM KkanbumuguKanus SBISIETCS MPU3HAKOM Pa3BUTOTO aTepo-
CKJIEPO3a ¥ 0YEHb XOPOIIIO KOPPEIUPYET C pa3MepoM OJIsIIeK.

Bce ati coObITHS IIPUBOIAT K HAKOIUICHUIO HOFI/I6I_HI/IX (IICHUCTBIX» KIIECTOK
U POCTY HEKPOTHYECKOTO sifipa. boiee TOro, MeTalionpoTenHasbl, BHICBO-
OO’K/1aeMble TIOClie THOEIH KIIETOK, YMEHBIIAIOT pazMep (GUOPO3HOIt KarcyIibl
1 IOBBIIAIOT YA3BUMOCTDH 6J'I$IIHCK, ACIacT MOKPBIIIKY OJISIIIIKK HECTAOMIIBLHOM
U CKJIOHHOH K pa3pbIBYy IOl BO3/IECHCTBUEM reMoinHaMuyeckux cuil. Korna
[IEIOCTHOCTH OJISIIIKK HapyIIaeTcs, KPOBb KOHTAKTHPYET C CyORHI0TEeTHAIb-
HBIM TIPOCTPAHCTBOM, 3aITycKas poriecc koaryssinui. OJHOBPEMEHHO C 3TUM,
aroNnTOTHYECKUE U HEKPOTHYCCKUE KIIETKU BRICBOOOXK/IAIOT TKAHEBOU (aKkTOp
(TD), xoTOpHI HAPSALY C OKUCICHHBIMHE JIUITHIAMH YBEIIMIHUBACT TPOMOOTEH-
HOCTh HEKPOTHYECKOTO siZipa. ATepOCKIepOTHUYECKast ONSIIKA OCIOKHIETCS
TPoM©0030M. TpOMOOIIUTHI TPUKPETUISIOTCS K CyOIHAOTETHATBHOMY KOJIJIAreHY
W aKTUBUPYIOTCS. [IpH 3TOM ¢ OJTHOM CTOPOHBI AKTHBUPOBAHHBIC TPOMOOITHTHI
BBICBOOOXMat0T TGF-f, KOTOpPEIH, CITOCOOCTBYET BRIPAOOTKE HHTECPCTHITHAITH-
HOTO KOJIIAreHa U, CIIEIOBATEIFHO, YTOMIICHHIO (PHOPO3HOM KarlCyIibl, yTOJIIIe-
HUIO OJISIIIKY U CY)KEHHIO MIPOCBETA ApTEPUU; C PYTrOM CTOPOHBI POCT TpomMba
CO3/IaeT OMACHOCTh 3aKYMOPKH COCY/a U HH(APKTa TKAHU.

B 0CHOBe MaroreHeTHYEeCKOro JICUSHHs aTePOCKIIePO3a JISKUT IPUMEHCHHUE
CTaTUHOB. MexaHHu3M JCHCTBUS CTATUHOB (MHTHOUTOPBI THAPOKCHUMETHII-
miyTapuii-KoA-penykrasbl) OCHOBaH Ha TOIABICHUM CHHTE3a XOJIECTepUHA
TKaHSIMH MMEeYeHU. B OTBET HA 3TO TemaToOUThl YCHUICHHO 3KCIPECCUPYIOT
BE-peuentops! k JIITHII ang ux 3axBara u pekpyTuHra xonecrepuna. Co-
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nepxanue JIITHIT u xosmecteprHa B LIUPKYISIUNA YMEHBIIAETCS, YTO AAET
AHTHATEPOTCHHBIN dPPEKT.

HAPYHIIEHUE KNCJIOTHO-IIEJOYHOI'O PABHOBECHSI.

Kucnorro-menounoe papnosecue (KIL[P) — srsiercst BaxxHeieit xapakrepu-
CTHKOM 0OMEHa, OCKOJIbKY 00SCIIeUMBAET CTAOMITBHOCTh OMOXMMHUESCKUX PEaK-
M KIIETOK, KaTATM3UPYEMbIX (PepPMEHTaMH, a TaK¥Ke padOTy HOHHBIX KaHAJIOB.

KucnotHo-11enouHoe paBHOBECHE MOJICPKUBACTCS paboTOH OyhepHBIX
CHUCTEM, KOTOPBIE COCTOSIT M3 JIBYX KOMIIOHEHTOB — CJIa00# KHUCIIOTHI U CO-
MPSHKEHHOTO ¢ Hel ocHoBaHMs: OukapOoHaTHOH, GocdarHoit, OeTKOBOH U
reMOTIIOOMHOBOH.

BuxapoonarHnsblii Oydep, B 0CHOBE KOTOPOTO JIEXKUT B3aMOIIPEBpaIlleHHe
yrosnbHo# kucotel (H,CO,) u B kadecTBe OCHOBaHHUs €€ oM — OuKapOoHara
(HCO,’), nmeet npeobnanaromee 3nadenue 1is nopuepsxanust KIIP. Ou sps-
eTcs maBHOU cuctemoit oanaepkanwst KILP BHEKIETOUHOM KUIKOCTH (T11a3-
MaTu4eCKui Harpuii-OukapoonarHerii Oydpep: H,CO, - NaHCO,) u 3ameTHOE B
CTaOWIIM3AINH KHCIIOTHO-OCHOBHOTO COCTOSIHUSI B KJIETKaX (9PUTPOIUTAPHBIN
xaymi-6ukap6onarusiii Oypep: H,CO, - KHCO,). Peaxuus B3anmonpespare-
Hust yriekucenoro rasa (CO,) u yroibHON KMCIIOTBI KaTau3UupyeTes (C yCKope-
areM B 107 crerenn) pepmeHTOM KapOOaHTHIPa3oi (kapOOHATIErHapaTasoi).

KapboaHaudpasa

€O, + H,0 e=——> H,CO, =——2 HCO; + H*

o0

PucyHok 100 Peakyuu 6ukapboHamHozo bygepa
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B 3aBUCHMMOCTH OT KOHLIEHTPAIMH BOAOPOIHBIX HOHOB PEaKLIUsI MOXKET
U/ITH B IBE CTOPOHBI, THOO yTUIM3UPYsI IPOTOHBIL, TO0 TeHepupys ux. [Ipu
9TOM KOHIIEHTPALHS YIJIEKHCIIOTO T'a3a B KPOBHU PETYIUPYETCs €llle U aKTHBHO-
CTBIO BEHTHJISILIMH B JIETKHX, 8 KOHIIEHTPAIHsl OMKapOOHATOB MHTEHCHUBHOCTBIO
uX peabcopOury B MOYKAX.

I'emornoouHoBBIN Oy(ep moanepxuBaeT KHUCIOTHO-IIIETOYHOE pPaB-
HOBecHe B apuTpounTtax. Ero pyHKInoHHpOBaHHEe OCHOBaHO Ha () dekTe
Bopa — cnocoGHOCTH BOCCTaHOBJICHHOTO TeMOTTIO0MHA MOTIIOIATH HOHBI
Bojopona (HbH™ + O,), a okucnennoro ocsoboxkaars ux (HbO, + H).
DTOT mporecc B 3pUTPOIUTAX COMPSIKEH C pabOTONW SPUTPOLHUTAPHOTO
Kanuii-Onkapbonarnoro Oydepa. B kanumisapax nepudepuiaeckux Tkanen
MPU BOCCTAHOBIIEHUU T€MOTI00MHA, OCBOOOIUBIINNCS KHCIOPOA MOKH-
JIAeT SPUTPOUHT U TUPPYHIUPYET B TKaHb, TOTAA KaK YITIEKHCIBIH ras,
HACBIIIAOIINI SPUTPOIUTHI B TKAHSIX C MOMOIIBIO KapOOaHTUIpa3bl mpe-
BpalllaeTcs B yroJibHYI0 KUCIIOTY, a Ta, B CBOIO 0Yepe/Ib IUCCOIMUPYET J0
OukapOoHara 1 mpoToHa. [IpOTOH MpH ATOM CBS3BIBACTCS C TEMOITIOOMHOM,
a OukapOOHAT MOKUIACT dPUTPOIUT, OOMEHUBASICH HA XJIOPHUI HOH (TaK
Ha3bIBACMBIH XJIOPUIHBINA CABUT). B cocymax Jerkoro mporecc mpoxXoauT
B 00parHOM HampaplieHUU. [ eMOrIOOWH HaChIIAeTCsl KUCIOPOIOM U OC-
BOOOXK/1a€T HOHBI BOJIOPO/Ia, KOTOPBIE B3aUMOJICHCTBYIOT ¢ OMKapOOHATOM,
MOTIAJIAIONUM B SPUTPOIIMT Yepe3 aHUOHHBIN KaHall B OOMEH Ha XJIOPH/

ﬁEPMd’EPM‘-IECKME TKAHh / JNNEFTKUE \

' b
<+——Hb H* + °z

o = )5

PucyHok 101 Peakyuu 2eM02/106uH08020 U 6ukapboHamHo20 bygepa 8 spumpoyumax
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HOH, ¢ 00pa30BaHUEM YTOJLHOU KUCIIOTHI. YTOJIbHAsI KUCIOTA C y4acTHEM
KapOOaHTKpa3bl 00pa3yeT YIICKHUCIIbIN ra3, TudyHIUPYONIHIA B MO CIe-
JYIOIIEM B ITPOCBET allbBEOIL.

Docharnblii dydep npencrapisieT U3 cedst KUCIOTHO-OCHOBHYIO TIapy, I7e
pOIIb ¢1aboii KUCTIOTHI UrpaeT opHo3aMelleHHsli dgocdar (H,PO,), a pons oc-
HOBaHus — JiBy3amerneHnslit hocdar (HPO,*). Docdarusiii 6ydep B ocHOBHOM
HMEET 3HaueHue JIs perynuposanus pH B Moude u TkaHsAx. Ero pois B pery-
JSIAM KHACIIOTHO-IIIEJIOYHOTO PABHOBECHSI KPOBH BCIIOMOTATeNbHASI — Y4acTHE

B BOCIIPOU3BOJICTBE OH-

kapOoHaTHOro Oydepa:

‘ KOIZia B KpOBU BO3pacTa-

€T KHCJIOTHOCTb U yCH-

nuBaeTcs oOpa3zoBaHUE

YIOJIbHOM KHCJIOTHI, €€

M30BITOK MpeodpasyeTcs B

H,PO, + HCO, +—— H,CO; + HPO,> OukapOoHaT B 0OMEHHOI

PEaKIUM, 9TO MO3BOJISCT

eMy Jiajiee y4acTBOBAaTh B

(YHKIIMOHUPOBAHUU OU-
kapOoHaTHoro Oydepa.

BesxoBblii Oydep Taroke yuacTByeT B perymsaiun pH KpoBH, XOTS 1 ©IMeeT
MeHbIIIee 3HaYeHre, YeM OnkapOOHATHBIN, Oarofaps CrmocoOHOCTH OENTKOB
MPUCOCIMHATEL U OTJaBaTh MPOTOHKL. OTAaBasi HOH BOAOPOJa, OCIOK BeAeT
cebs Kak cialasi KMCI0Ta, IPUCOSANHSIS €r0 — KAK OCHOBAaHHUE.

H* + HCO;, — H,CO,

PucyHok 102 ®ocgpam-6ukapboHamHas obmeHHaAs
peakyus Kposu

LWesioYHasn
cpepa

PucyHok 103 benkoabili (amuHOKUC10mHbIl) 6ygep

HampaBrienne peakiuy 3aBHCUT OT aMHHOKHCIOTHOTO COCTaBa U, COOT-
BETCTBEHHO, CBONCTB Oenka. Hampumep, anpOyMHUHBI B OOJBIIEH CTETIEHU
BeIyT ce0s KaK OCHOBAHHS M XOPOIIO HEHTPAIN3YIOT KHCIOTHOCTB, TOTIA




206 TTatodusnosorus. M3bpanusie Tembl. KpaTkuii Kypc.

Kak n100ynuHbL, 00nanas B OonblIei Mepe CBOHCTBaMHU KUCIIOT, Y3 dexTrBHES
HEUTPAIU3YIOT LICIOYHYIO CPELY.

Il]:lxaTe.]H)Hble MEXaHU3MBbI NMOAACPKAHUA KUCIOTHO-IICTOYHOI0 paB-
HOBECHSA.

JpIxarenpHas cucTeMa crioco0Ha ObICTPO BKITIOUATHCS JUIsl KOMIICHCAITUH
U3MEHEHUS ra30BOr0 COCTaBa KPOBU (COAEPKAHUS KUCIOPOA U YIIICKHCIIOTO
rasa), a TaKke KOppeKIMu n3MeHeHuid pH, 6narogaps mocTyIieHUIO CHTHAJIOB
C XCMOPCLULCIITOPOB Ha ABIXAaTCJIbHBIC HCﬁpOHBI CTBOJIa MO3ra U U3BMCHCHUA
paboThI JbIXaTeNbHOW MyCKyaTypbl. [Ipy HaKOIIICHUN U30BITKA YITIEKUCIIOTO
ra3a B KPOBU HAKAIJIMBACTCA YITICKMCJIOTA, B OTBET HA YTO YBCIIMYMUBACTCA
4acToTa ¥ TIIyOrHA JbIXaHUs (YBEIMINBACTCS] BEHTUIISIHS JIETKHX ), UTO TIPH-
BOJUT K YAAJICHUIO H30BITKA YITICKUCJIOTHI. Vrimekuciaora HaKarimBacTCA, U,
COOTBETCTBCHHO, YBCIIMIUBACTCA pH B CJIy4a€ HEAOCTAaTOYHOCTH YaCTOThI U
FJIYGPIHBI ABIXaHW UIN IIPpU 3a00JIeBaHUSAX HBIX&T@HBHOﬁ CHUCTEMBI. HaHpOTI/IB,
€CIIM COZIeP KaHNEe YIIIEKUCIIOTO ra3a B KPOBH CHIKAETCS (KaK 3TO ObIBAeT IpH
TUTNICPBCHTUIIAINH, KOTla 4aCTOTa 1 rny61/1Ha JbIXaHUs T-Ipe?:MepHI)I), CHMKACT-
sl cofiepyKaHue YroJIbHOW KUCITIOTHI U pe(hIEeKTOPHO YacTOTa U ITyOrHa JbIXa-

NPOKCUMA/IbHbIN KAHAJIEL,

MPOCBET KAHA/IbLIA KNETKA UHTEPCTULIUNA
K+

H,CO,

KA
Hzo e COZ e co: Hzo

Na*

H+

AT

& 4

PucyHok 104 Peabcopbyus 6ukapb6oHamos u ayudozeHes 8 NPOKCUMAIbHOM KaHA Ibye
HegpoHa (KA- kapboaHaudpasza)
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HUSI YMEHBIIAIOTCS, YTO HEOOXOMMO JIJIsl HOpMalM3alluy YIIEKUCIOTH 1 pH.

Kpome Toro, nprxarenbHas cucTeMa MOCpeACTBOM M3MEHEHHUS! KOHIEH-
TpalMH JIETy4ell YrOJbHONU KHMCIIOThI, y4aCTBYET B KOMIIEHCALUU CIBUIOB
pH, cBs3aHHBIX ¢ HaKOIJIEHHEM B KPOBH HEJIETy4HMX KHMCIJIOT (Harmpumep,
MOJIOUHOM) MTPH HAPYLICHUSIX METa0oIn3Ma.

IMovyeunnie MexaHU3MBbI noaaepkaHud KUCJI0THO-IIEJIOYHOT0 paBHOBECHUS.

HOCKOJ'H)Ky JICTKKUEC HE B COCTOAHHUMN BBIBOAWUTL M3 OpraHn3Ma HEJICTYUHeC
KHCJIOTBI, B KOPPCKIUN KUCIOTHO-IICJIOYHOTO PABHOBECHUA YHACTBYIOT TAKKE
MOYKH, OJ1arojiapsi UX CIOCOOHOCTH YIaJsiTh HOHBI BOAOPOAA U peabcopOu-
poBarb OMKapOOHATHI.

B npokcumanbHbIX KaHabIaX HepoHa MPOUCXOAUT HECKOJIBKO MPOIeCc-
COB, HANPSMYIO CBSI3aHHBIX C MOJJICP’)KAHUEM KHCIOTHO-IIEIIOUHOTO PaB-
HOBECHA B OpraHU3ME:. BO-TICPBBIX, CCKPCTHUPYIOTCA B IIPOCBET KaHAJIbIla
IMPOTOHBI 1 AHUOHBI HEJICTYUNX KUCJIOT TAKUX KaK JIAKTaT, KETOHOBLIC TCJIa,
BO-BTOPBIX, peadbcopOupyroTcesi OMKapOOHAThI, TIONAIA0IIIE B IEPBHYHYIO
MO4Y B Iporiecce GUIbTpaIuy B KITyOouKe.

B nucransHOM oTene HehpoHa TaKkKe CEKPETUPYETCS HEKOTOPOE KOJIrYe-

JUCTA/IbHbBINA KAHAJEL,

MPOCBET KAHAJ/bLIA KNETKA WMHTEPCTULIUA

' MoTaMH

/NH;—NH_,',/ K*
e =
H*  HCO,— -

V'

\H:PO, Mo Y co,
HPO,* N
FEUNCOES 5

& 4

PucyHok 105 Peabcopbyus 6ukapb6oHamos, ayudozeHe3 U aMMOHUO2eHe3 8 OUCMATbHOM
KaHanbye HegppoHa (KA- kapboaHaudpasa)
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CTBO MOHOB BOJIOPOJIa HAPSy C aMMHUAKOM, OOJIbIIIAst YaCTh KOTOPOTO ¢ y4a-
CTHEM TIIyTaMUHA3EI MPOIYIUPYETCS U3 III0TAMUHA KJIETKAMU IUCTATBEHOTO
OTJIeJIa TIOYCYHBIX KAaHAJIBIIEB U COOUpATEIbHBIX TPYOOUECK, U YHAJSIOTCS C
MOYOH B CBA3aHHOM COCTOSIHMH B BUJI€ MOHOB amMonus (NH, ). Vransrorcs
IPOTOHBI TAK)KE B CBA3aHHOM COCTOsiHMM B Buae H PO, mocie B3anmonen-
ctBus ¢ HPO 42'. Bonbmas yacth HOHOB BOJOPO/Ia BBIJIENISIETCS C MOYOH B
CBSI3aHHOM COCTOSIHUHU M TOJILKO HEOOJIbINAs YaCTh — B CBOOOIHOM, ITpH/IaBast
Moue kuciyto peakiuio (pH 5,0 — 7,0).

OcHOBHbBIE MOKA3aTeJIH KHCJIOTHO-IEJI0UYHOI0 paBHOBeCHS.

KitoueBsiM nokazaresnem siBisiercst pH (oTpunaTenbHbIN AeCSTUYHBIH J10-
rapudM KOHIICHTPAI[UK BOJIOPOIHBIX HOHOB). B HOpMe apTepualibHast KPOBb
xXapakTepusyeTcs auama3zonom pH B nmpenenax 7,35 — 7,45, omHako, cienyeT
MOHUMATh, YTO HApYIICHNE KUCIOTHO-IIEIOYHOTO PAaBHOBECHS Ha OIpe/ic-
JICHHOM 3TaIle MOXKET MPOTEKATh B CKPBITOM (hopme, rpu 3ToM pH MoxkeT He
OTKJIOHSITHCSI OT HOpMaJIbHBIX 3HaueHui. [Tomumo pH anst ananuza n3mMeHeHui
KIIP ncnione3yeres Takke HaNpPsizKeHUe yIieKucaoro rasa s kposu (pCO,,
B HOpME: 35 — 45 MM pr.cT.). [IpuMeHsIOT Ut aHaTN3a TOKa3aTelH, XapaKTe-
pH3YIOIINE cCoflepKaHne ONKapOOHATOB — aAKTyaJIbHbIEe OUKAPOOHATHI WK
AB (koHIIEHTpanuss HOHOB OuKapOoHaTOB B KpoBH npu 38°C 1 peanbHbIX
snagenusax pH u pCO, ucenenyemoro o6pasia, B HOpMe paBHO) U CTaHAAPT-
Hble OuKapooHaThl ik SB (KoHIeHTparus OMKapOOHATOB B UCCIIETYEMOM
KPOBHM TIPY CTaHJAPTHHIX ycnoBusax: pH=7.4 u remneparypa = 37°C, monnoe
Haceienue kucnoponom u pCoO, = 40 mm pr.ct.). B HOpme 3nauenus AB u
SB coBnamaroT u paBHEI 21 — 27 MMOIB/11. ICTIONB3YIOT TakKe MOKa3aTelhb
M30BITKa WIH HemocTaTtka OydepHbIx ocHoBaHuii i BE (base excess).
OtpunarensHoe 3HadeHne BE oTpaskaeT n30bITOK KHUCIIOT WM HEJOCTATOK
OCHOBaHUH, (POPMUPYIOIMHUICST B META00IN3ME, TTOJIOKUTETFHOE 3HAUEHUE —
Ha000POT, HEOCTATOK KUCIIOT WIN M30BITOK ocHOBaHmi. B HOpMe BE = -3
— +3 MMOTIB/I.

CIBHUTH KACIOTHO-IIEIOYHOTO PABHOBECHS MOTYT MPOUCXOIUTH JTHOO B
KHCIIYIO CTOPOHY — ayu003bl, TN0O0 B MEIOYHYIO — aiKano3bl. Ilpu 3TOM B
MaTOTeHe3€e TaKMX CABUTOB BEIYIIYIO POJIb MOXKET UMETh HEJJOCTaTOYHOCTh
IbIxarenbHou perymsuun nmonaepxkanus KIIP — ovixamensueie (pecnu-
paTopHBIE, Ta30BbIe) alM03bI M aIKaJI03bl, IN00 MeTabondecKkne Hapy-
menus, npuBoasamue kK casuram KIP, — memaboruueckue (Hera3oBbie)
alrI03bl M alKaio3bl. 3a cUeT ASHCTBHS KOMIIEHCATOPHBIX MEXaHU3MOB
anua03bl U aJKaxo3bl MOTYT TIOHA4Yajdy HE COMPOBOXKIATHCS CIBUTAMH
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pH, u Tonpko MocnenyIomee pa3BUTUE NCKOMIICHCAIIUHA MMPUBOAUT K W3-
MmeHeHuto pH.

JAbixarejbHbIH (ra30Bblil) anua03.

[MposiBNeHUS IBIXaTENBHOTO allK103a CBSI3aHbI MPEK/IE BCETO C IPH3HAKAMHU
JTUCOYHKIIMH HEHPOHOB MO3Tra M BKIIOUAIOT TOJOBHBIE OOJH, CITyTaHHOCTD
CO3HaHUSI, YCTaJIOCTh, COHJIIMBOCTB, TpeMop. [lasbHelilee mporpeccupoBaHie
anu103a IPUBOIUT K Pa3BUTHIO KOMBI (JJTUTENbHAS OTEepsl CO3HaHus1). B
3aBUCHUMOCTH OT XapaKTepa NPUYMHBI Fa30BbIi alli103 MOXKET Pa3BHBATHCS
OCTPO WIJIK XPOHHYECKH.

[TprarHaMu Ta30BOTO alK103a SBISFOTCS:

* Bpbicokast KOHIICHTpALUS YIJIEKUCIIOTO Ta3a BO BIIBIXAEMOM BO3IYXE

 JlpixarenbHasi HEIOCTaTOUHOCTh (HEIOCTATOYHOCTh BHEIIHETO JIbIXa-
HHS), CONPOBOXKIAIOMIASICSI K3MEHEHUEM Ia30BOT0 COCTaBa apTeprallb-
HOH KpOBH (CHIKEHHE COIEPKaHHs B KPOBU KUCIIOPOJIa — TUTIOKCEMUS,
YBEIMUCHHE COJICPKAHUS B KPOBH YIIICKUCIIOTO I'a3a — TUIEPKAITHUS )

B cBoro ouepeb MpUUMHAME AbIXaTeIBHON HEIOCTATOYHOCTH MOTYT OBITh

COOCTBEHHO JIETOYHbIC HAPYIICHUS, & IMEHHO:

* OOCTPYKIIUS IbIXaTEeNbHBIX MyTEH

* HapylICHUE PACTSHKUMOCTH JIETOYHOH MapEeHXUMBI

* COKpaIlleHHEe JBIXaTeIbHON MOBEPXHOCTH (KOMMYeCcTBa (DyHKITHOHH-
PYIOIIHX aTbBEON)

* YTOJIIIEHHE aJIbBEOSIPHO-KATMIIISIPHON MEMOpaHbI (4TO YBEININBAET
BpeMs qud y3un Ta30B MEKITY ATbBEOTION U KAITUIUIIPOM )

* HapymeHue neppy3un TKaHU JIETKOTO KPOBBIO

K npixarenbpHO# HEAOCTATOYHOCTH MOTYT TaK)Ke MPUBOAUTD U BHEJIETOY-
HBbIE HAPYIIEHHS B TKAHIX M OPraHax, yd4aCTBYIOIINX B padOTe bIXaTeTbHOM
CHUCTEMBI:

* TIATOJIOTHS ABIXaTeNIbHOW MYCKYIaTypbl, HAPYIICHUS WHEPBALIUHN JbI-
XaTeIbHON MYCKYIaTyphI

* TOBPEXJICHHUE BIXaTeIHHOTO IIEHTPa

* HapymieHue GyHKINN Kapkaca (TIoBpexaeHne wim aedopmanus peoep,
TPYOHOTO OT/ENa MO3BOHOYHUKA, HAPYIIICHHE [EIOCTHOCTH TIEBPHI)

HenocpencTBeHHBIM MOCIENCTBUEM ABIXaTeNbHBIX HAPYIICHUH SBISETCS
ysenuuenne pCO, B KPOBH, B PE3YIIBTATE YETO YBEIMIMBAETCS 0Opa30BaHUE
YTOIEHOW KHUCJIOTH U B UTOTE TIPOUCXOTUT 3aKUCIIEHUE CPEJIBI.

Bxirouenue yierouHo# KOMITEHCAIIMW allij[03a B OTBET HA IMOJyYCHHE
CHUTHAJIOB OT XEMOPEIENTOPOB, PACIIONOKEHHBIX B CTBOJIE MO3Ta, COHHBIX
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FA30Bbl ALlUA03

KapboaHaudpasa

)

PucyHok 106 KomneHcayus npu 2a308om ayudose

aprepusx u aopre u pearupyromux Ha usmenenue pCO,, pH u O, npuBoaur
K pa3sBUTHUIO TaXUITHOD (YBCJII/I‘-ICHI/IC HYaCTOThI IH)IX&HI/I?I), OIHaKO B yCJIOBUAX
OTrpaHUYCHUA BEHTHUIIALUUA TTPU HBIX&TGHBHOﬁ HEAOCTATOYHOCTH 3TO HE CIIO-
cOOHO CKOMITEHCHPOBATh M3MeHeHne pH.

BricTpast kommeHcanus MPOUCXOINT 3a cUeT Oy epu3auu mia3mel (Ou-
KapOOHATHEIHN, OCITKOBBIN Oy epsl), MeIJICHHAS KOMIICHCAITHS (pa3BUBACTCSI
B TEUCHHUE 3-5 CyTOK) BKIIFOUAET B CeOsl aKTUBAITHIO aIlUI0TeHE3a C OTHO-
BPEMEHHBIM YBEIIMUCHUEM peadcopOrmu OnkapOoHaToB B TToUKaxX. Takum
00pa3oM, OCTPBIA NBIXaTENBHBINA allua03 COMPOBOXKIACTCS caABUTOM pH
umke 7,34, pCO, Bbiute 45 MM PT.CT. U YMEPEHHBIM TOBBIIIEHUEM OUKap-
OonaroB. Torga kKak XpOHUIECKUH ABIXATCIBHBIA alMI03 XapaKTeprU3yeTCst
cagurom pCO, BeIlIe 45 MM PT.CT., IPH HOPMAJLHOM WIIM YMEPEHHO MOHHU-
JKeHHOM pH ¥ BBIpa)keHHOM IOBBIIIEHNN OMKapOOHATOB 3a CUET MOYEUHOM
KOMIICHCAITUH.

JAbIxaTejbHblii (ra30Bblii) a1KaJ103.

JlbIxaTeabpHbIN alKayio3, TAKKe KaK U alui03, IPUBOAUT K MeTabonuye-
CKHMM HapyLICHUSIM U AUC(YHKIMN MO3Ta, HPOSIBIISIFOLIEHCS B TSKEIIBIX CIIyda-
X CIlyTaHHOCTBIO CO3HAHMS, OPEAOM, HAPYLICHUSMH PEUU U PA3BUTHEM KOMBI.
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ITpuunHbI pECIUPATOPHOTO AJIKAIO3A:

* HaxOXAeHHE Ha OOJBILON BBICOTE, KOT/IA JJIsl KOMIIEHCAIMU YK30T€HHON
TUIOKCUH BO3HHUKAET TaXUITHOD U YBEIMUEHUE BEHTUIISIMU C BBIMbI-
BaHMEM YIVIEKUCIIOIO I'a3a U3 KPOBU

* IOpa)KCHUS FOJIOBHOIO MO3ra, COIPOBOXKIAOILUECS HAPYLIEHUEM BO3-
OyIMMOCTH HEHPOHOB JIBIXaTEILHOTO IIeHTpa (SHIIE(ATUTHI, OITYXOJIH )

* OTpaBJIEHUE CAIUIMIIATAMH, KOTOPbIE H30BITOYHO CTUMYIMPYIOT XeMO-
PELenTophl U JBIXATENIbHBIM LIEHTP MPOA0JITOBATOTO MO3Ta, BBI3bIBAS
yCHJIEHHE BEHTUIISALIUN

* BbIp@XCHHAs JTUTENbHAs JTNXOpaaKa

Cumkenne pCO, mpu JBIXaTENBHOM aJIKaI03€ NPUBOIUT K YMEHBIICHUIO
00pa30BaHus YTOIBGHOM KUCIOTHI M B UTOTE MPOUCXOINT 3alllefladiBaHIe CPE/IbL.

rA30BbIA AIKANO3

Kapb6oaHaudpasa

+ H,0 G H,CO, = HCO, | + 1+ |

PucyHok 107 KomneHcauus npu 2a3080M askasaose

JlpIxaTenbHass KOMIIEHCAIINS OTIPEAEIIIeTCS CHUKEHHEM BO30YIMMOCTH
HEWPOHOB JIBIXaTENBHOIO IIEHTPA, NPUBOJsIIEE K OpanunHod u 3anepxke CO,
B opranmme. OJJHaKO B YCIIOBHSAX MOBBIIEHHS BO30YIUMOCTH JIHIXaTEITHLHOTO
IIEHTPa M3-3a €TO MATOJOTHH W B YCIOBUSX 3K30T€HHOM TUTIOKCHH JIEHCTBHE
3TOTO MEXaHHW3Ma OTPAHUYCHO.
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3amienayrBaHie KOMIIEHCHPYETCsl BBICBOOOXKICHUEM HOHOB BOAOPOA U3
Oy(epHBIX cUCTeM, a TaKKe WX MEePEeMEIICHHUs U3 KIETOK BO BHEKJIETOUHOE
IMPpOCTPAHCTBO B O6MCH Ha MOHBI KaJIuA, YTO IIPU BBIPAKCHHOM U JAJIUTCIILHOM
JIBIXaTEJIbHOM aJIKaj03€ CO3/1aeT YIPO3y THIIOKATUEMHUH C COITYTCTBYFOIIUMHU
HapYUICHUSIMH CEPJICYHOT0 PUTMA BILIOTH A0 (PMOPHIUIALIUY JKEITYyA0UYKOB U
BHYTPHKIICTOYHOTO aJKao3a.

Bonee pnurensHas moueyHast KOMIIEHCAIUS JIBIXaTEIbHOTO alKajio3a pea-
JIM3YETCs TOCPEACTBOM CHIDKCHUS allu/I0reHe3a, aMMOHHOTeHe3a 1 peadbcop-
O1mu OukapOoHaroB. [1o Mepe CHHKESHHUS TOUSUHON SKCKPELIUU MeTa0oIue-
CKHX KHCJIOT U UX HAKOIIJICHUA B KPOBU KOHIICHTPAIUA NOHOB 61/IKap6OHaTa
CHIDKAETCS, TOCKOJIbKY MOHBI OMKapOOHaTa UCTIONIB3YIOTCS [yist Oy(epur3aruu.

l'unokarnHusi, pa3BUBAIOIIAsICSI IPU Ta30BOM aJIKajo3e, BO3ICHCTBYET Ha
PELenTOPhI COCYAOIBUTATEIILHOTO IICHTPA U MPUBOIUT K PACIIUPEHUIO apTe-
pHoIT OOJIBIIIOrO Kpyra (apTeprK MO3ra, HAITPOTUB, CIIA3MHUPYIOTCS) U MaJICHHIO
apTepUaNIbHOTO JIaBJICHHS, BIUIOTH JIO KOJLIAIca.

Metaboanyeckuii (Hera3oBblii) alUa03.

MeTabomuyecKuii alua03 B 3aBUCUMOCTH OT TSDKECTH TIPOSBIICHUHN BBI-
3BIBACT MPHU3HAKU JUCHYHKIMH IICHTPATbHON HEPBHOU CHCTEMBI, BKJIFOUAs
TOJIOBHYHO 00J1b, CITyTAHHOCTh CO3HAHUSI, BSIIOCTbh, CTYIIOP, KOMY.

MeTabonmuecKuii arua03 CBA3aH C 3aKUCIICHUEM CPEIIBI BCICICTBUE TPEX
THTIOB TIPUYNH:

* HakoruteHust HEMETYYNX KHUCIIOT, B KAYECTBE KOTOPBIX OOBIYHO BBICTY-
MAIOT JIAKTAT WM KETOKUCIIOTBHI.

o Kero3, a mpn U30BITKE KETOKMCIIOT U KETOAITUI03 Pa3BUBAIOTCS TIPU
CHIDKEHUH TIOCTYIUIEHHS B KJIETKH TITFOKO3BI, TIOCKOJIBKY B 3THX yCJIO-
BHSX BO3PACTAET PaACIEIUIEHHUE KUPOB (JIOTOTHUTEIHHBIA HCTOUHHK
SHEPTHH) U OKHUCIICHHUE B TIEUEHH IMOCTYIAIOMIETO N30BITKA KUPHBIX
KHCIIOT JI0 KETOKUCIIOT. Takasi CHUTyanust MOXKeT OBITh CJIeICTBHEM
YTJIEBOAHOTO TOJIOIAHHSA, OCOOCHHO Ha (hOHE OTPABICHHS ATKOTOJIEM,
a TaxoKe CIIEACTBHEM HEOCTAaTOYHOCTH MHCYINHA.

o [lpuumHaMM JaKTaTaNN03a, MOTYT OBITh JIFOOBIE COCTOSIHUS, CO-
MIPOBOXKIAIOIITUECS TSHKEJION CHCTEMHON THITOKCHEH (JIbIXaTenbHast
W CepJeuHO-COCYANCTAasi HE0CTaTOYHOCTh, IATOJIOTHS KPOBH, Ha-
pPYIIEHHS TKaHEBOTO JBIXaHU), KOT/a N30BITOK MHUpyBaTa B CHITY
TOPMOKEHHUSI KUCIOPO-3aBUCUMOI CTaIuU TIUKOIN3a METa0O0IH-
3upyercs B nakTar. CHHKeHHE aKTHBHOCTH WHCYIIMHA TaK)Ke MOXKET
CIIOCOOCTBOBATh HAKOIIJICHHUIO JIAKTATA, MTOCKOJIBKY HHTHOMPYETCS
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AKTUBHOCTH MHUPYBATIETHAPOTeHA3bI, YTO COMPOBOKAACTCS yCHIIe-
HUEM NPeo0pa3oBaHus MUPyBaTa B JaKTaT.

 [lotepu OukapOOHATOB (OCHOBaHMIA), B YaCTHOCTH Tipu auapee. [lo-
CKOJIBKY B KHIIEYHOM COKE COJIEPKHTCSI MHOTO OMKapOOHaTa, IoCTy-
MAOIETo M3 CEeKpeTa MOPKEIyI0YHOH KeJe3bl, Auapes MPUBOAUT K
TMOBBINICHHOMY Y/IaJICHHIO OMKapOOHATOB U3 OpraHu3Ma U CIIOCOOCTBY-
€T Pa3BUTHIO METAa0OIMYECKOTO alu/03a. MOXET TakKe MPOUCXOANUTh
norepsi OMKapOOHATOB NP M30BITOYHOM JICHCTBUH HA OPTaHU3M HH-
THOUTOPOB KapOOaHTUAPa3bl, HAPUMED, TAKUX KaK alleTa3odaMul.

o CHIKCHHE alMJIoreHe3a B noukax. Hanbosee yacThiMu MIpUUHHAMU
SBIISTIOTCSI OCTPbIC IOYCYHBIE MATOJIIOTHH, COMPOBOXKIAIOIINECS T10-
BpEXK/JECHHEM KaHAJIbIIEB, HAIPUMED, HEKPOTUYECKUH HePpOo3, UK
XPOHUYECKHE 3a00IeBaHHS TIOUEK, TPH KOTOPBIX MTPOUCXOJUT YMCHb-
HICHHE KOJMMYeCTBAa QYHKIMOHUPYOMUX HedhpoHoB. Hapymraercs
TaKKe allUJIOTeHE3 MPH YMEHBIICHUH COJICP KaHMsI HATPHUS B MOUYE TaK
KaK HaTpHU B KaHAJbI[aX OOMEHUBAETCS HA IPOTOHBI — YMCHBIIICHUE
ero peabcopOumu MPUBOAUT K HAPYLICHUIO CEKPELNH MPOTOHOB B
Mody. YMeHblIeHne (HocgaroB, CBSI3BIBAIONINX U BBIBOISIINX HOHBI
BOJIOPOJIA TAK)KE MPUBOJIHUT K PA3BUTHIO al[M103a.
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[Tpu MeTaboMUeCKOM aIu103e CABHUT B OMKapOOHATHOM Oydepe mpouc-
XOJIMT B CTOPOHY YBeJIMYEHHs 00pa30BaHUsl YIIIEKUCIIOro rasa. B orser Ha
OTO aKTUBUPYECTCs [II)IX&TCJILHI)Iﬁ LHEHTP U pa3BUBACTCA TaXUIIHO3, TO €CTh
BKJIFOUACTCA IH)IXElTeJ'H)HI)II‘/'I MEXaHU3M KOMIICHCAIIUH. B nmoukax moBelmaeTcst
AKTUBHOCTL INIyTaMUWHAa3bl U aKTUBUPYCTCA aMMOHUOTCHE3, YTO MMO3BOJIACT
yAAISATh OOJbIIEe KOJIMYECTBO HOHOB BOJIOPOAA C MOYOH. AKTHBHPYETCS
peabcopOrusi OukapOOHATOB, YTO MO3BOJSET YACTHYHO KOMIICHCUPOBATH
UX pacxojioBaHue B OukapOonatHoM Oydepe. B TkaHIX POMCXOIUT 3aMeHa
BHYTPHUKJIETOYHOTO Kajusi Ha W30BITOK IPOTOHOB B MEXKKIIETOUHOH Cpeae,
YTO BBI3BIBACT TUIICPKAINECMUIO. rI/IHepKaHI/IeMI/IH BMECTEC CO CHMIKCHUEM
KaJIUsl ¥ alliI030M B KapJAHOMHOIIMTAX HAPYIIAET MPOILECChl BO30YIUMOCTH
U COKPAaTUMOCTH M CIIOCOOCTBYET Pa3BUTHIO TaXHKAPAUH, HKETYIOUKOBOI
APUTMHU BIDIOTH 10 (GUOPHILIALIUY )KEITYyI0UKOB. B KOCTHOH TKaHM IPOTOHBI
OOMEHMBAIOTCS Ha KaJbIMH, YTO MOXET NMPUBOJUTH K JCKaIbIIU(DUKAIITT
KOCTEH NpH JUIUTEJILHOM alHJI03€.

MeTtaboanyecknii (Hera3oBblii) aJIKaa03.

[Tpu MeTabonmueckoM ajnkanose TUCHYHKIMS HEHPOHOB MPOSIBISETCS Mep-
BOHAYaJbHBIM BO30YK/ICHHEM, KOTOPOE CMEHSETCSl YTHETCHUEM IIEHTPaIbHON
HEPBHOW CHCTEMBI, CITyTAHHOCTBIO CO3HAHMUSI, BSUIOCTBIO U KOMOIA.

[MpuurHaM¥u METabOTMUYECKOTO AIKAaI03a SBISETCS:

* YMEHBIICHUE KOHIICHTPAIIMU KUCIIOT B OpraHu3Me (KpoMe yroJIbHOM).
[IprnunHOi TOTepH OONBIINX KOTHYECTB COISTHOW KHCIOTHI MOXKET
ObITb HEYKPOTHUMasl PBOTA.

* YBEJIMUYECHHUE COLCPKaHUs ONKapOOHATOB MOXKET Pa3BUBATLCS B PE3YIlb-
TaTe yBEeJIMUEHUs UX peabcopOLuy B KaHAJIbIIAX IIOYEK [IPU IMIIOBO-
JIEMUU B Pe3yJIbTaTe aKTUBALUK AJIbJOCTEPOHA WU MIPH JIUTEIbHOM
Tepaluy IEeTIEBbIMU INYPETUKAMU, HAIIpUMeEp QypoCceMHUIOM.

JlerouHast KOMIIEHCALUS aJKaJl03a COCTOUT B CHMKCHHU BO30YIMMOCTH
JBIXaTeJIHOIO IIEHTpa Ipy MoBbleHuy pH 1 pa3BuTumn OpagunHos ¢ yMEeHb-
HIEHUEM IIIyOMHBI IbIXaHUS. Pe3yabTaToM 3TOro SIBISETCSI BOCCTAHOBIICHHUE
ypoBHsi CO, ¥ BOCIIOJIHEHUE YTOJIBHOW KMCIOTBI, KOMIIEHCUPYIOIEH CIABHUI
oukapoonarHoro Oydepa. [lockonpKy TOTPeOHOCTh B KHCIOPO/IE IMEET TEH-
JEHIMIO CTUMYJIMPOBATh BEHTUIISILMIO, 1aKe HECMOTPS Ha TO, YTO IOBBI-
meHHbIi pH ee yraeraet, OpagunHos MMeeT OrpaHUYEeHUs U PeCIUpaTopHas
KOMIICHCALUs METa0O0INYECKOTO ajIKano3a OObIYHO HETIOIHAS.

B moukax moBeIIIaeTcs BhIIEIeHNE ONKapOOHATOB, TTOCKOIBKY MX U30BI-
TOK, HPEBBIIAIOIININ TOpor peadcopOuny, BEIBOAUTCS ¢ MOUOH. B TkaHsax
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MeTaboINYEeCKUH aTKkajio3 BBI3bIBAET THITOKAINEMHIO 32 CUET MePEeMEICHHS
MOHOB KaJIMs B KJIIETKM B OOMEH Ha MPOTOHBI, MMOKKAAIOIINE KIETKY. | Hmoka-
JIMEMHUS, B CBOIO OUepe/ib, SBIACTCS MIPUIMHON MBIIIIEYHOH cabocTu. Tak kak
METa0O0IMYECKUH aJIKaJI03 HEPEAKO Pa3BUBAETCS IIPU TMIIOBOJIEMUY, YBEIIH-
YEHUE aKTMBHOCTH ajIbJIOCTEPOHA NPUBOAUT K MOTEPE KAIHSI M yCYryOssieT
runokainemuo. Kpome Toro, B ycioBusx HeLOCTaTKa IPOTOHOB OouiblIee
KOJINYECTBO HOHU3UPOBAHHOTO KAJIBIIMS CBA3BIBAETCS C aJIbOyMHHAMH, UTO BbI-
3bIBAa€T T'MIIOKAJIBLEMHUIO U NTOBBIILICHNE HEPBHO-MbIILIEYHOH BO3OYAUMOCTH.

HAPYIIEHHUE BOAHO-2JIEKTPOJIUTHOI'O OBMEHA.

B opranu3sme XUAKOCTh paclpeiessieTesi B ABYyX pasjieiax: Jaiie BCero
JIBE TPETU BCEH YKUJKOCTH COJCPKHUTCS BHYTPHKIECTOUHO (KpOME HOBOPO-
JKJICHHBIX) U OJIHA TPETh — BHEKJICTOYHO. BHEKIIETOUHAS KUAKOCTh B CBOIO
oyepeib pacrpeieiieHa BHYTPU TKaHEeH (MHTepCTHIMATbHAS MM TKaHeBas
KHUJIKOCTB), B cOCyziaX (KpoBb, TnM(a) U TPAHCIEIUTIONISPHO (CHHOBHABLHAS
XKHUJIKOCTb, JTUKBOP H JIp.).

OOMEH >KUJIKOCTH SIBIIICTCSI Pe3yJIBTAaTOM: IOTPEOICHHUS ¥ BCACHIBAHUSI JKH/T-
KOCTH, TTEPEPaCTIPEICIICHHS )KUIKOCTH B OPraHU3ME U BBIICIICHHUS JKHIKOCTH.
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OCHOBHOE KOJIMYECTBO JKUIAKOCTH MOTPEONISeTCsl ¢ TUTheM (HEKOTOpOe
KOJIMYECTBO C €/I01) U PETyIUPYETCs B CBSI3U C MOBBIIIEHHEM OCMOJISIPHOCTH
BHEKJIETOUHOM JKHIKOCTH (Kax/a, OII0CPEI0BaHHAS OCMOPELIENTOPAMH) WIIN
CHIKEHHEM 00beMa IUPKYIUPYIOLIel KPOBH (3KaK/1a, ONOCpeIoBaHHAs 0apo-
peuentopamu U aHrnoteH3nHoM II). B HEKOTOpBIX cilydasix JOMOIHUTEIbHAS
JKUAKOCTh MOXET MOCTYIAaTh B OpraHU3M MPU BHYTPUBEHHOM BBEJCHUH,
PEKTaIBbHOM BBEJCHUH H JP.

I[MepepacmpeneneHue KUIKOCTH MEXKIY COCYAUCTBIM U HHTEPCTHIIATEHBIM
CEKTOPaMH MPOUCXOUT NOCPECTBOM (QHIIBTPAILIMHN Yepe3 CTCHKY KallMIUIIPOB.
B aprepuansHOM KOHIIE KaNMIUIIPa )KUIAKOCTh QUIIBTPYETCS U3 KalMUIsIpa B
MEKKJIETOUHOE MTPOCTPAHCTBO MO/ ICHCTBHEM THIPOCTATUIECKOTO IABICHHUS
(TmapocTaTHyuecKoe aBIeHUE B KaWuIIpe OoJblIe, 4eM IHAPOCTaTHIECKOe
JIaBJICHNE B TKAHH ), OJITHOBPEMEHHO B BEHO3HOM KOHIIE KaITUUISipa POUCXOIUT
oOparHas GuIIbTpanys TKAHEBOH KUAKOCTH B TIa3My (IIOCKOJIbKY THAPOCTA-
THUYECKOE JIABIICHUE B BEHO3HOW YaCTH KaITUILISIPa CHIKACTCS U OJJHOBPEMEH-
HO OHKOTHYECKOE JIABJICHNE B KaIMILIIPE, VISP KUBAIOIIEE KUJKOCTb, BBIIIE,
4eM B TKaHH). DTOT 3PPEKT HENPEPHIBHON BYCTOPOHHEH (QHIBTpAIIUH B
KalmusIpe WUTIOCTpUpyeTcs cxemoit CtapiuHra.
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bnaronaps atomy 3(h(hekTy mpOUCXOAUT OCTOSTHHOE OOHOBIICHUE U ITHP-
KyJISIIMSL TKAHEBOH KHMKOCTH, 0OecreynBaroas J0CTaBKy K KIeTKaM TKa-
HU NUTATCJIbHBIX BEIIECTB, B TOM YUCJIC KHUCJIOpOda U YIAJICHHUEC U3 KJICTOK
MeTa0OJIMTOB, HAITPUMED YITIEKHCIIOTo ra3a. YacTh KUAKOCTU M3 TKaHU HE
BO3BpAIllaeTCs B KAUIISAP, & PEKPYTUPYETCS B TUM(PATUICCKUE IPCHAKU.

B cBoto ovepenp, nepepacupeesieHie KUIKOCTH MEXKAY UHTEPCTHUIIH-
AJIBHBIM MPOCTPAHCTBOM M TKAHEBOH KIIETKOW MPOUCXOINT 32 CUET Pa3HOCTH
OCMOTHYCCKOT'O AAaBJICHHS, TaAK KaK KJICTOYHBIC MeM6paHI)I IIPpOHNIACMBI I
BOABI U HC IPOHULIACMBI IS 3JICKTPOJIUTOB, AJIS1 KOTOPBIX Tpe6YIOTC$I CIieu-
aJIbHBIC TPAHCTIOPTHBIE MEXaHU3MBI IIEPEHOCA Yepe3 MeMOpaHy KIeTKH. Takum
00pa3oM, pa3HHIa KOHIIEHTPALUH JIIEKTPOJIIUTOB 110 CTOPOHAM KIIETOUHOM
MeMOpaHbI CO3/1aeT OCMOTHUECKUI IPaJIUEHT.

BrieneHue sKuAKOCTH (PU3NOJOTMUECKUM CITIOCOOOM MTPOUCXOAMT Yepes
MOYECBBIBOAAIINE ITYyTH, KUIIEYHUK, JICTKHUC U KOXKY.

HauGonpiuit 00beM XUIKOCTH BBIICISAETCS C MOYOM. DTOT MPOIECC aK-
THUBHO PETYIHUPYETCS C MOMOIIBIO AHMUOUYPEMULECKO20 20PMOHA 2UNOMA-
aamyca (AAI), anbOocmepora HANTIOUETHUKOB M CEPIICTHBIX HAMPULLYpemi-
YecKux nenmuoos.

AJII" BbICBOOOXKJa€TCS B KPOBHh M3 HEHPOHOB MapaBeHTPUKYISIPHBIX U
CYTIPaONTHYECKUX sJIep THIIOTallaMyca (Tak Ha3bIBaeMble HEHPOHBI «IIEHTpa
KaKIB») B OTBET HA MOBBIIICHHYIO OCMOJISIPHOCTH (KOHIICHTPAIIUIO 3JICK-
TPOJIUTOB) BHEKJICTOTHON KHUAKOCTH U CHIDKCHHE 00beMa ITUPKYTUPYIOISH
KpOBH. OIIHOBpeMeHHO 9TH HeﬁpOHBI IMMOCBUIAOT CUTHAJIBI YEPE3 MUHAAJIUHY
B JIOOHYIO KOPY OOJBIIHX MONYIIapUid — BO3HUKAET Kaxma. [eticteue A/
Ha perenTopsl (V2 -THITa) KaHATBIIEBBIX JITUTEIHOIUTOB MIOYCK IIPUBOANT K
YCHJICHHIO BCTPAaWBAaHUS B MEMOpPaHy KJIETOK MMPOBOSAIINX BOLY OEITKOB-aKBa-
MTOPUHOB |, CIIEIOBATENHHO, TIOBBIIICHNIO peadcopOryn Bozpb!. [loBbIienHas
peabcopOITust BOIBI B KaHABIIAX YMEHbBIIAeT 00bEM MOUH, AeliaeT ee Oojee
KOHIIEHTPUPOBAHHOM, YTO CHIKAET BBIZICIICHHE KHUIKOCTH U B UTOTE TTPHUBO-
JIUT K pa30aBICHNUIO KPOBH U JIPYTHX KAIKOCTEH opraHu3Ma (YMEHBIIEHUIO
OCMOJISITEHOCTH).

AJILIOCTEPOH CEKPETUPYETCS KIIETKAMU KIIYOOYKOBOH (BHEIITHEH ) 30HBI
KOpPBI HAAMIOYEYHUKOB B OTBET HA IMOBHIIICHNE KOHIIEHTPAIUA MOHOB Ka-
JUs B TINIa3Me, a TakKe B OTBET Ha JeiicTBre aHTHoTeH3nHa 11 (B pesynbrare
aKTHBAIMH PEHUH-aHTHOTEH3WHOBOM CHCTEMBI IPY YMEHBIIIEHUH 00bheMa
MUPKYIAPYIONIEH KPOBH). AITBJOCTEPOH JIEUCTBYET Ha PElEenTOPHl B KIIET-
Kax JINCTANBbHBIX KaHAIBIIEB U COOMPATENBHBIX TpyOOoUuek HepoHA TOYKH 1
aktuBupyeT Na’/K*-Hacockl, KOTOpbIEe TIepeKaunBarOT TPU MOHA HATPHS U3
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KJIETKH B UHTEPCTUIHATIBHYIO KUIKOCTh M JIBA MOHA KaJUs B KIETKY U3 UH-
TEPCTUIHATBHON KUIKOCTU. DTO CO3aeT IPaIUCHT KOHIIEHTPALIUH, KOTOPBIH
NPUBOAMT K pPeadCOpOIIMY HOHOB HATPHSI U BOJIBI B KPOBb M CEKPELIUH HOHOB
KaJIMsl B IPOCBET coOMpaTebHbIX TpyOouek. [lo neficTBueM anbaocTepoHa
yCUIIMBaeTCs U peabcopOLus Boabl (KOTOpast CISAYeT 3a HATPUEM) B TIOUCUHBIX
KaHaJbI[axX, YTO YBEIUUNBACT 00hEM BHEKIICTOYHOM HKHUIKOCTH.

[pu pacTsbKeHUH peICepAni WK TTOBBIIIICHUN THACTOIUYECKOTO JIaBlie-
HUS B HKEITY/IOYKAX, YTO MOXKET IPOMCXOAUTD Ha (JOHE CeplIeYHON HEIOCTaTOU-
HOCTH, M3 UX KJICTOK BBIJICTSIFOTCSI HATPHUilypeTHYecKue MenTH/bI, KOTOphIe
AKTHBUPYIOT BBIJICJICHUE HATPHSI C MOUOH, COTIPOBOK/IAIOIIEECS BBIJICTICHUEM
BO/IbL. Takum 00pa3oM, YCHIHBasI TIOUEUHYIO SKCKPELIUIO, HATPUIlypeTHUeCKIe
MIENTH]IBI CIOCOOCTBYIOT BBIBEICHHUIO N30BITOYHOM JKUKOCTH C MOUOM.,

Briaenenue )XuakocTy uepes KoKy MPOUCXOAUT MPH OTOOTAETICHNH (MO-
JKET U3MEHSTHCS) U MPU HEOIIYTHUMON U HEperyaupyeMon mepcrnupanun
(ucnapenun). Beigensercs KUAKOCTh U C KAJIOM, PUYEM TIOTEPH KUTKOCTH
TaKUM CHOCOGOM MOTYyT GBITI) SHAaYUTCIbHBIMU IIPU ITOHOCAX.

[Torepst JKUAKOCTH MOKET MPOUCXOAMTH U MPH MATOJIIOTHUH, HAIIPUMED,
NpY YIOPHOH PBOTE; MACCHUBHBIX KPOBOTCUCHHUSIX; BBIJCIICHHIX C PAHEBBIX
MOBEPXHOCTEH, yIaJleHHH OONBIINX 00EMOB aCIIUTHUECKOM )KUIAKOCTH U JIP.

W3MeHeHne KonvecTBa )KUAKOCTH B OPTraHU3Me MOXKET TIPOSIBIIATHLCS €¢
JneUIUTOM (JeruapaTaus, SKCUKO3) UK U30bITKOM (TUIIEpPruApaTarus).
Jeruaparauus.

AErTNMAPATALNA —munosoli namonozuveckuli npoyecc, c8A3aHHbIl ¢

HedocmamoYHbIM KO/UYecmeom X UOKoCmu e op2aHu3me, eciedcmeue ee
uHMeHcusHoli Nnomepu unu Hedocmamo4Ho20 nocmynaeHus

Jedunut KuaxkocTi MOXKET CONPOBOKAATHCS SKBUBAJICHTHBIM Je(PUIIMTOM
coJieil (To ecTh KOHIIEHTPALMS COJIeH BHEKIIETOYHOM YKUIKOCTH HE MEHSET-
cs1) — M300CMOJISIpHAST AeTUApAaTaIis, N30BITOYHBIM JAeUITUTOM coeii (To
€CTh KOHIIGHTPALUS COJIeH BHEKJICTOUHON XKHUJIKOCTH CHUKAETCs) — TUIIOO-
CMOJISIpHAs JerupaTanys ¥ NpeMMYIIeCTBEHHBIM Je(UIIMTOM BOIBI C POCTOM
KOHLICHTPALUH COJIEH — TMIIEPOCMOJISIPHAS AT UApaTaLusl.

H3o00cMmoisipHas fernaparanysi BOZHUKACT IIPU I0Tepe HaTpuiicoaepxa-
1€ )KUIIKOCTH Yepe3 JKeTyA0IHO-KHIIEUHbIH TPAKT NaTOJIOTUsIX (B pe3yabTare
OCTpPO PBOTHI, IOHOCA, HAKOIUIEHHS JKUIKOCTH B KUIIEUHHUKE ITPY KUILIEUHON
HETPOXOANMOCTH ), Yepe3 TOUKH (TpH ePUIHTE ATbJ0CTEPOHA, IPUMEHEHUH
JUYPETHUKOB), B PE3YJIbTaTe MAaCCUBHBIX KPOBOTEUEHUH, IIPU BBIPAKECHHOM
MOTOOTAETICHUH, aCIIUTE.
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B ocHoBe narorenesa 1300CMOJIIPHOM AE€THIpaTaliu JISKaT HUPKYISATOP-
HbIE HAPYLICHUS, KOTOPBIE XapaKTePU3yIOTCS: CHIDKEHHEM 00beMa [IUPKYJIH-
pytomeii kpoeu (OLIK) n ymeHblIeHHEM MUHYTHOTO 00BbEeMa cepliia, KOTopoe
MOJTHOCTBIO HE KOPPEIUPYETCs pa3BUBAIOLIecs TaXuKapaueil; CHIDKEHUEM
apTepHaIbHOTO U IEHTPAJIbHOTO BEHO3HOTO JABJICHNS; yBEIMUEHIEM BpeMe-
HY HAIOJHEHUSI MEJIKMX BEH M KalWJUISPOB; CTYIICHHEM KPOBH; CHUKEHUEM
CKOpPOCTH KPOBOTOKA B KalWJUISIpaX U T'MIIOKCUEN TKAHEH, YTO MOYKET BBbI-
3bIBaTh HEHPOHAIBHYIO AUCHYHKIUIO (TOJIOBOKPYKEHHSI, 0OMOPOKH, KOMA).
Knunnuecku nposBisieTcst M300CMOJISIpHAs IeTUApaTaIysl TaK)Ke YyBCTBOM
JKaKIBI, OBICTPOI TIOTepeil Beca (CBSI3aHHOM C MOTepel BOJIbI), CHUIKEHUEM
Jnypesa, CBSI3aHHBIM C peIyKIHeil KpOBOTOKA B MOYKAX.

I'umoocmoutsipHast AerupaTanus MOKeT ObITh CIIEICTBUEM MTOCTYTLICHUS
B OpraHu3M OOJIBIIETO KOJIMYECTBA BOJIBI, YEM COJIHU, UITH TIOTEPH OPraHU3MOM
OTHOCHUTEIILHO OOJIBIIEro KOJMYECTBA COJIH, YeM BOJbl. Takoe COCTOSHUE
MOXET Pa3BUTHCS MPH TSHKEIBIX JUINTEIBHBIX TIOHOCAX U PBOTE, COTPOBOXK/1a-
FOIINXCSI TIOTEPSIMU cojiei. [ mmoanpaocTeporn3m (ipu 6oe3Hn AMCCOHA)
TaKXe MPUBOJUT K THIIOOCMOJISIPHON JIETUApATAINH, TOCKOIBKY TOTepH
HaTpHsI IPEBBIIIAIOT TOTEPH BOJIBL. [ MITOHATPUEMHST U THIIOOCMOJISIpHAST Jie-
THIpaTanys MOXKET OBITh CIIEACTBHEM MOTEPH HATPUS MPU HCIIOIE30BaHUT
THA3UJIHBIX JIMYPETHKOB, HHTHOMPYIOIIMX aKTHBHOCTH TPAHCIOPTEPOB HATPUS,
peabcopOupyIONMX HATPHUHA U3 TIPOCBETA JUCTANBHBIX N3BUTHIX KaHAIBIICB
W, CJIe/IOBATEIbHO, YCHIUBAIONINX BBIBEACHUE HATPHS U BOJBI, TEM CaMBIM
yBENIWYHMBas KOJMYECTBO MOouH. Kpome Toro, 13-3a TOT0, 4TO AUYPETHUKHU BBI-
3bIBAIOT COCTOSIHUE UCTOLLEHUS 00BbEMA U, CIIE0BATEIbHO, KOMICHCATOPHOE
BbIcBOOOXkAeHNE A/Il" 11 3TO NOHMKAET KOHLIEHTPALIUIO COJIU B ILIa3Me.

B narorenese runoocMossIpHOI JeruipaTaliy BaXHbl XapaKTePHBIE JUIs
JeruAparaluy Jr00ro renesa HUPKY/ISITOPHbIC HAPYIIEHUS — YMEHbILIEHHE
o0beMa IUPKYAUPYIOLLEH KPOBH, TaACHUE NABICHUS U 3aMEAJICHUE KPOBOTO-
Ka B MUKpPOCOCYIaX, ycyryosstomieecs cryesueM Kposu. OIHaKoO TOMUMO
3TOTO, CHUKEHHUE OCMOTHYECKOT'0 JIaBJICHUsI TKAHEBOH JKUAKOCTU HPUBOIAMUT
K TIIepepacIpeiesICHUIO BOAbI BHYTPb KJIETOK [0 OCMOTHYECKOMY MEXaHU3MY,
YTO BBI3BIBAET KJIETOUHBIA OTeK. OTEKH U yBEIMYEHHUE BHEIIHEro pa3Mepa
KJIETOK JOIOJHUTEIbHO HapyIIaioT UHUPKYJSLIUIO TKAHEBOW JKUIKOCTH, 4TO
YCUJIMBAET HapylIEeHUs OOMEHA U MPOSBICHUS] TMIIOKCHU. DTO MPUBOAUT K
(yHKLMOHAIBbHBIM HAPYLIEHUAM, 0COOEHHO CHIIBHO IIPOSIBIIIOIIMMCS B TKAHU
MO3Tra BCJIEACTBUE €€ BBICOKOM 3aBUCHMOCTH OT KHUCJIOPOJAA U BCIECACTBHE
YBEMUYEHUS BHYTPUYEPEITHOTO aBJIeHHS (TIPH YBEIWMYEHUH OOMIETO 00be-
Ma TKaHH), YTO BBI3BIBACT I'OJIOBHBIC 0OJM M MOYKET NPUBOIUTD K TSKEIIBIM
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MOCJEICTBUSM IPU BKIMHECHUH TKAHEH MOKEUKA B 3aTHIIIOYHOE OTBEPCTHE
Y HapyIIeHus paboThI )KU3HEHHO-BaXHBIX [IEHTPOB CTBOJIA MO3Ta.

l'unepocmonsipuas neruaparamnusi MOXET Pa3BUBATHCS BCICACTBHUE He-
JIOCTATOYHOTO TOCTYIUICHUS BOJBI B OPTaHU3M; IIPU UTUTEILHOMN TUIIPEBEH-
TUJISILIUY, KOTJIa IPEUMYIIIeCTBEHHAS TIOTEPS BOJIbI IIPHU JIBIXaHUW IPUBOJUT K
YBEIMUCHUIO KOHIIEHTPAILIUU SJICKTPOIUTOB BHEKJIETOUHBIX JKUKOCTEH Opra-
HU3Ma U YBEIMUYCHUIO UX OCMOIIIPHOCTH. | MilepocMomsipHas Aeruaparaus
pa3BUBaeTCs IIPU CaxapHOM Juadere, Korna U30bITOK TJTFOKO3bl BHIBOIUTCS
C MOYOH UM BOZA YAEPKUBAETCS B MOYE BbICOKOM KOHLIEHTPALIMEHN TIIIOKO3bI,
YTO MPUBOAUT K aHOMAJILHO BBICOKOMY Type3y. Takoe sBIeHNUE HA3bIBACTCS
«ocMoTHYeCKH» auype3. [Ipn oOIMMPHBIX MOBEPXHOCTHBIX paHaxX M 0yKOrax
HCIIapCHUEC C UX MOBCPXHOCTHU MPUBOAUT K HNOTEPE KUIAKOCTU C MAJIBIM CO-
Jep’KaHUEM COJICH. DTO TOXKE MOXKET MIPUBOIUTE K THIIEPOCMOJISIPHOM J€TH-
npararuu. OOe3BOKUBaHUE C MTOTEPEH TUITOTOHUYECKUX KHUIKOCTEH TaKKe
pa3BUBaETCS MPHU TACTPOIHTECPUTAX.

ITaTorenes runepoCcMONIpHON AETHAPATAIINH XapaKTEPU3YETCsl TOMUMO
TIPOIIECCOB, CBA3AHHBIX C COOCTBEHHO JETHApaTalfell — HapyIIeHUsIMH Kpo-
BOOOpAIICHUS U THITOKCUEH TKaHeM, elle U mporeccaMu, 00yCIOBICHHBIMU
YBETUYEHHEM OCMOTHYECKOTO JAaBJICHNSI TKAHEBOU KUIKOCTH, YTO TIPUBOAUT
K TIepepactpe/IeIeHIIO BOJbI M3 KJIETOK TKaHU B MEKTKAaHEBOE MTPOCTPAHCTBO
1 KJIeTOYHOMY 00e3BokuBaHni0. O6e3BOKMBAHNIE HEHPOHOB MPOSBIISETCS
MpU3HAKaM# JUCPYHKITAN HEPBHON CHCTEMBI — BO30YKICHHE, OECTIOKOMCTBO,
CIyTaHHOCTH CO3HaHUs. Hapsmay ¢ 3TUM Ipu THIIEpPOCMOIISPHON IeTUIPpATAITIH
XapaKTEepPHO YyBCTBO KK/l 1 CHIDKEHHUE TNYPe3a, CBI3aHHBIM C KOMITEHCATOP-
HBIM YCWJICHHEM aKTUBHOCTH HEMPOHOB «LEHTPA KaKIb» U npoaykiuu AT

I'unepruaparanus.

TUNEPIUAPATALIMA —munoeoli namonozuyecKuli npoyecc, c8sA3aHHbIl ¢

yeenu4yeHuem Konu4yecmea HuoKocmu 8 opeaHusme, 8cnedcmeue ee u36bimoyHo20
nocmynaeHUA unu HapyweHusa abigedeHus

M30561TOK JKUAKOCTU B OPraHU3ME MOKET COIIPOBOXAATHCA SKBUBAJICHTHBIM
KOJIMYECTBOM COJICH (TO €CTb KOHLICHTpalus COJICH BHEKJICTOYHOM KUIKOCTH
HE MGHHCTCH) — OTO U300CMOJISIpHAs runepruaparamnus, H30BITKOM BOJEBI C
I[GQ)I/ILH/ITOM cojieut — TUIIOOCMOJIApHAaA runepruaparaiuusa n HU30BITKOM BOJbI
C pOCTOM KOHUCHTpalunuun cojieu — TUIICPOCMOJISIpHA ACruaparanus.

I/I300CMOJ1ﬂpHaﬂ runepruaparamnus CorpoBOXIacT PI36I)ITO‘IHYIO aK-
TUBHOCTL aJIbAOCTEpOHA (EUII)I[OCTepOHI/ISM), KaK NICPBUYHYIO B PE3YJIbTATC
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M30BITOYHOTO CHHTE3a OIMYXOJIBI0 HAAMOYEYHHKA, TaK 1 BTOPUYHYIO, KOTA
aJbJIOCTEPOH YCUJIEHHO CUHTE3UPYETCS MPH JUINTEIbHON aKTUBALIMM pe-
HUH-aHTMOTEH3UH-aJIbI0CTEPOHOBOM CHCTEMBI, HAITpUMED, MIPH XPOHUUECKOI
CepIIeYHON HeJJOCTATOYHOCTH. M300CMOIsIpHAs! TUIIEPTUAPATALS MOKET OBITh
MIOCJEICTBUEM HEAJIEKBAaTHON TEPAIIUN BOJHO-JIEKTPOJIUTHBIX HAPYLICHUH,
KOTJIa MAIIMEHTY H30BITOYHO BBOJST H30TOHUYECKHUE PACTBOPHL.

l'uneprunparanus nposinsiercs ysennuenuem OLIK, moBelienneM ap-
TEPHAIBLHOTO JIaBJICHHSI, YBEIUYCHUEM (QHIBTPALIH KHUIKOCTH U3 COCYJIOB
B TKaHU (BCJIEJICTBUE YBEIUUYECHUS THAPOCTATUYECKOTO JABICHUS) U Pa3BU-
THEM OTEKOB.

I'mnoocmonsipuas runeprujparanus. Takas CUTyaIus MOKET BOZHUKATD
B pe3yJibTare BOJAHOTO OTPaBJICHHs, a TakKe Ha (POHE N30BITOYHON aKTHBHOCTH
AJIT, mpu KOTOPO#i MIOYKHM YIEPIKUBAIOT CIUIIKOM MHOTO BOJIBI, 4TO 3P QeK-
THBHO pa3KMWKaeT KPOBb M MOHIKAET KOHIIEHTpAIHIo coleil. Pesyiasratom
SIBIISICTCS] TUTIOHATPUEMUS ¥ TUTIOCMOJIIpHAst TUIIEPTHIpaTaIisl.

B marorenese, moMIUMO MPU3HAKOB COOCTBEHHO THUIIEPTHIpaTaIluH, TPH-
CYTCTBYIOT IIPOSIBIIEHUS OT€Ka KJIETOK BCIIE/ICTBUE TEPEMEIIEHHS KUIAKOCTH
13 TUTIOOCMOJISIPHON BHEKJIETOYHOM Cpe/ibl BHYTpPb KJIETOK TKaHel. OTek Hell-
POHOB IIPUBOJIUT K UX AUCHYHKIMN ¥ HEBPOJIOTUIECKOW CUMIITOMATHKE (BSI-
JIOCTB, araThs, CyIOPOTH), OTEK SPUTPOIIUTOB MOKET MPOSIBUTHCS TEMOIN30M.

I'nnepocmosisipHasi runepruipaTanus MoXXeT BOSHUKHYTh KaK pe3ysb-
TaT N30BITOYHOTO BBEJICHHUS B OPTaHU3M COJIEBBIX PACTBOPOB, HAIIPUMED TIPH
ynoTpeOIeHHH MOPCKOH BOJIBI.

B narorenese Hapsioy ¢ IPOSIBICHUAMH CAMOM TMIIEPTUAPATAlUH IPUCYT-
CTBYIOT NIPU3HAKU KJICTOYHOI'O 00E3BOJKMBAHNUS, IIOCKOJIBKY BOAA U3 KIETOK
HepeMEeLIAeTCs] IO OCMOTHYECKOMY I'PaJIEHTY BO BHEKJIETOUHYIO Cpefy. DTo
MPUBOJUT K PA3BUTHIO KJIIETOUHON AUC(HYHKIUM TaKxke Haubosee sIpKo mpo-
SBISIIOILEHCS B TKaHU MO3ra. Kpome Toro, rinepocMoIIsIpHOCTE CTUMYITUPYET
BBIpaboTKy AJIl, 9TO MPUBOANT K MOTIOTHUTEIIBHON 3aAePKKE BOIBI U €IIIe
0oJiee YCHITUBAST THIICPTHAPATAIIHIIO («KITOPOUYHBIN KPYyT» IMaTOTeHE3a).

Otekn.

OTEK —munoeoii namosozu4eckuii npoyecc xapakmepu3syroujuiica u366iImoyHeIm

HaKonaeHuem ¥uodKocmu 8 noa0cmu uau MKaHu

B 3aBucumocTH 0oT nmpeo6iagaHus TOro WIM HHOTO MEXaHH3Ma, CIOCco0-
CTBYIOILETO YCUJICHUIO NIEPEPACTIPEACIICHUS JKUIKOCTH U3 COCYAUCTOTO CEKTO-
pa B MHTEPCTUIMANBHBIH (OTMCaHUe MEXaHU3Ma CM. BBIIIE) U, CIICOBATEIBHO
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Pa3BUTHIO OTEKa — MPUHSTO BBIJICNISATH OTEKU THAPOCTATHYECKHUE, OHKOTHYC-
cKue, MeMOpaHOTeHHBIE 1 TUM(paTHIECKHE.

I'mapocrarnyeckune (Mexannyeckue) oreku. CKOTUICHUIO KUIKOCTH
B TKaHU Ha (poHE yBETMUEHHs THIPOCTATUYECKOTO JABJICHUS B KalMIIsipe
MOXET CIOCOOCTBOBATh KaK yBEJIHMUEHHUE MPSIMON (pUIBTpaIK )KUIKOCTH
(M3 KanMJUIsIpa B TKaHb) B apTEpPUAIEHOM KOHIIE KalMJUISPa, TaK U CHU)KEHHE
o0partHO# (usTpanuy (U3 TKAaHU B KalUJUISP) B BEHO3HOM KoHIle. Hanbos-
nIee 3HaYeHUE UrpaeT OrpaHnYeHrue 0OpaTHON (GUIIBTPAIINH, IOCKOJIBKY U B
HOpMe oOparHasi QUIBTPALUs B KATHJUISIPEe MEHbLIE MPSMOM.

Pa

30
MM.PT.CT

28
MM.PT.CT

ApTepUaAbHbIA BeHO3HbIN

KOoHeL, anump KOoHeL,

{ npamas couabTpaLUs |o6paTHas couabTpauus

PucyHok 111 Posb ygenudeHus 2udpocmamuyecko20 0ds/ieHUs 8 MexaHu3me omeKos no
cxeme Cmapnurea. Ha pucyHke: P20 - 2udpocmamuyeckoe 0assieHue; POH - OHKomuyeckoe
dasseHue

Takol MEXaHHU3M CITOCOOCTBYET Pa3BUTHIO OTCKOB MPU BEHO3HOH THIIe-
pemun. B ToM cirydae, eciy BEeHO3HAS TUIIEPEMUS SIBIISIETCS CHCTEMHOM (Tipn
CEepACYHON HEJJOCTATOYHOCTH) — HAPYIIIAeTCs erle ¥ TMM(POOTTOK U3-32 POCTa
THAPOCTATUYECKOTO JIaBJICHUS B IMOJBIX BeHax (JIuMda B KOHEUHOM HUTOTE
OTTEKaeT B CHCTEMY IIOJIBIX BEH), UTO erie Oonee ycunuBaet oteku. [1pu cep-
JIEYHON HEOCTATOUHOCTH MOXKET ACHCTBOBATh U APYTOil TUAPOCTATHUECKUI
MeXaHU3M — KOT/Ia CHIDKEHHE Tiep(y3uH KPOBH B KOPKOBOM BEIIECTBE TIOYEK
TIPUBOMIUT K YBEIIMYCHUIO CHHTE3a PeHWHA, aKTUBAIINY aHTHOTEH3WHA U CHH-
Te3y anbrocTepoHa. CreAcTBUEM sBisieTcs aktuBauus cunresa A/l ysenu-
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yenue OLIK u orexkn. AKTUBUpPYeETCS PEHUH-aHMOTEH3HH-aJIb/I0CTEPOHOBAS
CHUCTEMa U B CIIE/ICTBHE YTHETECHHS IIOUYEYHOIO KPOBOTOKA MPH ITIOMEPYIIO-
He]pHTe UITH aTepOCKIepO3e MOYSUHON apTEPHH, YTO TAKKe CONPOBOKIACTCS
THJPOCTATHYECKUMH OTEKaMH (HOCST Ha3BaHHE — «HEPPUTUIECKUE» OTEKH).

Onkoruyeckue oTeku. [I0CKONBKY OHKOTHUYECKOE JaBICHHUE TLIa3Mbl
Oosbliie, YeM TKaHEBOH JKUAKOCTH (KOHIIEHTpAIHs OSTKOB B IJIa3Me BBIIIE)
3TOT (QaKTOp SIBISCTCS YACPKUBAIOIIUM JKUJIKOCTh B COCYIUCTOM pPYyCIIE.
COOTBETCTBEHHO ITPU CHUYKEHUH KOHIICHTPALIMKU Oelika B Tu1a3Me KpOBH (TH-
MOIIPOTEUHEMHS1) YCUITMBACTCS TIpsiMast U oclialsieTcst o0OpaTHast (PUIbTpaIus
B KalMJUIsipax, 4To CIIOCOOCTBYET Pa3BUTHIO OTEKA.

P

30
MM.PT.CT

ﬁk

28
MM.PT.CT

ApTepuaAbHbIn BeHO3HbIN

KOHelL, anMMﬂp KOoHeL,

{ npsmas couabTpaLms |o6paTHas couabTpauus

PucyHok 112 Posib 2unooHKUU 8 MexaHU3mMe omekos no cxeme CmapuHea. Ha pucyHke: Peo -
2udpocmamuyeckoe 0assieHue; POH - oHKomuyeckoe dassieHue

Hampumep, mpu maToIOTHHU MOYEK, KOTAAa YBEIMIUBACTCS (PUIBTpAITHs
OeyKa MPY MOBBIMIEHUH MTPOHHUIIAEMOCTH TIIOMEPYIIPHOTO (GUIBTPA, WIIH
HapymaeTcs peadbcopOuus anb0yMUHOB U3 TIEPBUYHON MOUYU BCIIEICTBUE
MTOBPEKICHUS KAaHATBIIEBBIX AMTUTEIHOIUTOB MTPOUCXOIUT TTOTeps OeIka C
Mouoii (mporenHypust). ClieACTBHEM MPOTENHYPHUH OyIeT YMEHBIICHHE CO-
JiepKaHus aTbOyMUHOB B KPOBH (THITOQIbOYMIHEMHS / TUTIOTIPOTEUHEMHS ),
B PE3yJbTATE YETO PA3BUBACTCS THITOOHKUS M OTEKH MO0 THITOOHKOTHYECKOMY
MeXaHu3My («He(ppOoTHIEeCKue)» OTEKN).

MemoOpaHorenHble 0TeKd. B MexaHn3mMe MeMOpaHOT€HHBIX OTEKOB OC-
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HOBHBIM 3BEHOM SIBJISICTCS YBEIUUCHHUE MPOHUIIAEMOCTH KAIMJUISIPOB ¥ TIOCT-
KaImIIPOB [Tt Oenka. DTO MPUBOANT K YBEIMUEHHUIO KOHIIEHTpAny Oenka
B HHTEPCTHIUATLHOM MPOCTPAHCTBE, YTO MOBHIIIACT TKAHEBOE OHKOTHUECKOE
JIABJICHHUE W CIIOCOOCTBYET HAKOTUICHHIO HIKOCTH. TAKOW MEXaHU3M cpaba-
TBHIBAET MPU BOCTIAJICHHUH, KOT/IA ACHCTBHE PsAZia MEUATOPOB HA COCYUCTYIO
CTEHKY (THCTaMHH, KHHUHBI, TPOCTAITIaHNHBI, JSHKOTPUEHBI U JIP.) IPUBOUT
K YBEJIMUYCHHUIO TIPOHUIIAEMOCTH.

Jlumdorennbie oTeku. Takue OTEKH Pa3BUBAIOTCS TPH YBEITUICHUH JIaB-
JICHUS ¥ HAPYIIICHUS OTTOKA JTIUMGBI B TUM(ATHUSCKUX JPCHAKAX B PE3YIib-
Tare CepAeyHO HeTOCTATOYHOCTH WITH CIABJICHHS TUM(PATHUECKUX COCYI0B
(hUOPO3HOI TKAHBIO, OMYXOJbIO, & TAKIKE MOBPEKICHUS TUMPATHUCCKIX
nyTel MpU OMepaTHBHOM BMEIIATENLCTBE. BO BpeMst pa3sBUTHS OTEKA M YBEITH-
YEHUS TKAHEBOTO JIABJICHUS HA COCYIUCThIC CTCHKH JIMM(ATHICCKHUE COCY/IbI,
UMCIOIIIEC HANMEHEE PE3UCTUBHBIC CTCHKH, CIABIHUBAIOTCS MEPBBIMU U 3TO
yCyryOnseT pa3BUTHE OTEKa (3aMBIKACTCS KTIOPOUYHBIN KPYI» MAaTOreHe3a).

OTH YeThIpe MeXaHU3Ma HEPEIKO KOMOMHUPYIOTCS B TEX MJIM UHBIX COUe-
TaHUSX U TOTJIA OTEKH CTAHOBATCS cMelaHHbIMU. Hanpumep, B maroreHese
BOCTIAJIUTEILHBIX OTEKOB MMEET 3HAYCHUE KaK THIPOCTATHYSCKUI MEXaHU3M
(TposiBIIeHUE BOCTIAIUTEIBHOI BEHO3HOM THIIEPEMHH ), TAK U MEMOPaHOTEH-
HBI MeXaHU3M (pe3yabTaT JeHCTBHUS MEIUATOPOB, YBEINYHBAFOIINX TPOHH-
LAEMOCTb COCYAUCTOM CTEHKH).

Hapymenue odmena kanus.

HopmanbHoe coneprkanne Kajaus B KDOBH COCTaBISIET 3,5-5 MMoub/m. D10
OYCHb BKHBIN MOKa3aTelib, MOCKOJIBKY, TOMUMO IIPOUYETO, KAJIMH y4acTByeT
B (OPMHPOBAHUN MEMOPAHHOTO TOTEHIHAJA KIETOK, YTO OIpeesseT uxX
B030yInMOCTb. VI3MeHeHHe KOHLIIEHTPAUH Kalns MOXKET IPUBOJUTD K T'H-
nokajgueMun (MeHee 3,5 MMOITb/1T) U TUNiepKanueMun (6onee 5 MMOIIB/T).

TI'unokameMust MOXXET Pa3BUBATHCS B PE3YIBTATE CHIKEHHS TOTPEOTICHHS
Kanus (Ipu HecOalaHCUPOBAaHHOM ITUTAHWH, aHOPEKCHH ), YCUIICHUS TIOTIIO-
HICHHS KaJMsl KIIETKaMH (HarpuMep, PH YBEIHMYCHUH aKTUBHOCTH HHCYIIMHA,
MOCKOJIbKY OH MHAYIUpYyeT TpaHciokaiuio Na* /K* -AT®a3bl Ha MOBEPXHOCTh
KJIETOK) WJIM YBEIMUYEHUs MOTepH Kaius opranuzMoM. [lorepu kanus — Hau-
Oosee yacTas IpUYMHA TUIIOKaTHEMUH. K moTepsiM Kanust MOTYT IPUBOAMTE:

* IloBhbllIEHHOE U JUIUTENIBHOE TOTOOTAEICHHE

e [luapes

* Tlorepu Kaynus ¢ MOUYOM NPU ACUCTBUU NETIEBBIX JUYPETUKOB
 IloBeIlIEHHAs aKTUBHOCTH aJbJ0CTEPOHA, MTOCKOJIBKY aJIbJOCTEPOH
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aktuupyet Na'/K"-ATdazy B coOuparenbHbIX TPyOOUKax W yBEJIH-
YHMBaeT BCACHIBAHHUE HATPUS M BBIBEJACHUE KaJHsI C MOUOU
l'unokanuemMusi posIBISICTCS MPEXK/E BCET0 HAPYLICHUSIMH aKTHBHOCTH
HEPBHBIX U MBIIICYHBIX KJIETOK, Tak Kak K" yuacTByeT B (hopMupoBaHUU
MeMOpaHHOro noTeHuana. [Ipu CHIKeHNU BHEKJIETOYHOTO YPOBHS Kallusl U
YBEJUUCHUH TPaIUCHTA KaJlisl MEX/y BHYTPHU- U BHEKJICTOYHBIM ITPOCTPaH-
CTBOM BO3HHKAET TUIIEPIIOJSIPU3ALINS TOTSHIMANA TIOKOsI, YTO 3aTPYyAHSIET Jie-
MOJISIPU3ALIUIO ¥ TIOTEHIIUAN ACHCTBHS (JIIs1 MHHULIMAIMHY [TOTeHIIMaIa ACHCTBHS
NPH JCTIOJSIPU3alii MEMOpaHbl TpeOyeTcs OOJBIIHNIA, YeM B HOPME, CTUMYI).

_ 55 |nopor - 55 |nopor. S— _55 | nopor 55

MB MB

MB MB I
0 A
= el el
P — Hagnoporosbii
crumyn -
Hagnoporosbiii

HOPMA | HOPMA | [ TMNOKAZIMEMUA ‘ TMNEPKAJIMEMUA

BO3BYXXAEHUE
KNETKK

BO3BYXXAEHUE
KNETKKU

PucyHok 113 3asucumocme 8036y0umMocmu Kiemku om Co0epXaHus Kaaus

[TosToMy MHOTIIUTHI (CEpACUHOMN, TIAAKOW U TOJIOCATONH MYCKYIIaTyphl)
MEHBIIIE PEearnpyroT Ha pa3IpakuTeIn. Pa3BuUBaeTCs HapyIIeHUE TBUTATEITh-
HOM aKTHBHOCTH KHIIIEYHHUKA BILJIOThH JI0 MAPATUTHYECKON KUILIEYHOU HETPO-
XOAUMOCTH, OPTOCTATUYECKAsT THIIOTEH3HS, CIIA00CTh CKEJIETHRIX MBIIIII. B
CepACYHON MBIIIIIEC THITOKATHEMHUS TIPOBOITUPYET apUTMHUIO.

I'unepkajuemMus sBISIETCS PE3yabTaTOM YBEIMYEHHOTO MOCTYTUICHUS
KaJisi B OpraHu3M (HapyIieHue mnporecca HH(Y3Uu Kajus; MaCCHBHBIE Tie-
peMBaHMS KOHCEPBUPOBAHHON KPOBH, T.K. KOHCEPBAT COICPIKUT KaJTHi, BBI-
TETUBIITUNCS U3 dPUTPOITUTOB MIPH XPAHEHNH ), MACCHBHOTO BBIXOJA KaJIHs
13 KJIETOK B MEKKIIETOUHOE TTPOCTPAHCTBO (TIPH Pa3MO3KEHUAX TKAHU — U3
MOTHOIINX KIJIETOK; IPH META0OIMYECKOM aII03€ — TaK KaK yBEIHMUEHHE CO-
JIep KaHus TPOTOHOB B KJIETKaX BHITECHSET KA, KOTOPBIA IOKAAET KIETKY
Y TOTaIaeT BO BHEKIIETOYHYIO CPeAy; NMPH HEJOCTaTOYHOCTH MHCYINHA) U
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HapyLICHHs BHIBECHUS KaJlMsl U3 OPraHn3Ma 4epes3 MOuKH (HeA0CTaTOYHOCTh
aJIbJIOCTEPOHA, CHIKEHHE JTNYPe3a).

I'nepkanuemus XxapakTepu3yeTcs MbIILIEYHBIMU HapyIIEHUAMH, TTOCKOIBKY
X MEMOpaHbl TUTIONOISIPU30BAHBI, U KOT/a MOTEHIMAI MOKOSI CTAHOBHUTCS
BBIIIIE [TOPOTOBOTO 3TO HE MO3BOJSET (POPMHUPOBATH MOTEHIMAI NCHCTBHA.
IToBBIIIEHHBIM YPOBEHb BHEKJIETOUHOTO KAJIUS IIPU YMEPEHHON THIIEpKaIe-
MHH (70 6 MMOJIB/JT) PUBOIUT K JIETIONSIPH3aLlUA MEMOPaHHbBIX TIOTEHIINAIOB
KJICTOK U TIOBBIIIACT BO30YIUMOCTh (CM. PUCYHOK BBIIIE). YCUIICHHAS JCTIO-
JSIpU3aIys OTKPHIBAET MOTEHIMAI3aBICUMbIE HATPUEBBIE KaHAIIBI, HO B TO JKe
BpeMS YBEJIMUYMBAET UX WHAKTHBaLMIO. [Ipy mpeBbIIeHnn OnpeeseHHOTo
YPOBHS KaJlusl JETIONApU3aIis MHAKTUBUPYET HaTPUEBbIe KaHAJbI, OTKPHIBAET
KaJIMeBbIe KaHaJbl, TAKAM 00pa3oM, MPH BBICOKOW THTIEPKATHEMHUH KIETKU
CTaHOBSITCSI HEBOCTIPHUMYMBBIMH, YTO YTHETAET BO30YIMMOCTh. Pa3BuBaercs
MBIIIEYHas c1ab0CTh BIUIOTH JIO Mapainya.

Hapymenue oomena kaiabuus u gocgopa

B ocHoBHOM Kanbimii u hocdop comepkarcs B OpraHu3Me B BUAE THAPOK-
CHaIlaTUTa KaJIbIAsI B COCTaBe KOCTHOM TKaHU. OmHako okomno 1% KaabIus
OpraHn3Ma MPUCYTCTBYET B IIa3Me KPOBH B CBOOOIHOM U CBSI3aHHOM C Oel-
Kamu coctostHuu (2,1-2,6 Mmoub/in). UMeHHO cBOOOIHBIN HOHU3UPOBAHHBIN
kajprmid (1,1-1,4 Mmone/mm) oOmagaeT GMOTOTHYECKON aKTHBHOCTRIO, Oaro-
Jlapsi MHOTOOOpa3HOMY BO3/ICHCTBHUIO Ha KJIETKH OPTaHU3Ma, TJIe OH Y9acTByeT
B Iporieccax (OpMHPOBaHNS MEMOpPAHHOTO TIOTEHITHANIA U, CIIEIOBATEIBHO,
ompenenseT BO30YyINMOCTh KJIETOK, BBITONHIET PYHKIIUU TepeIadn CUT-
Haja BHYTPHU KJIETOK B Ka4eCTBE BTOPUYHOTO MECCEH/KEPA, YIaCTBYET BO
BHYTPUKIIETOYHOM MeTabonau3Me M (PyHKIIMOHUPOBAHUU COKPATUTEIBHBIX
6emkoB. Kpome Toro, kanbItuii sieisiercst pakropom cBepThiBanms (IV dakrop).
IToaTOMy B CHITY BBICOKOH (PYHKIIMOHATHLHOW 3HAYUMOCTH YPOBEHB KaJTBITHS
CTPOTO PETYIUPYETCS PAIOM TOPMOHOB, KITFOYEBBIMU M3 KOTOPBIX SBIISIOTCS —
Kanvyumpuon (aKTUBHBIA gumamur D), npameopmor, mupeokaibyumoHuH.
BrusitoT Ha ypOBEHB KaNblvs TakKe U JPyTHe CTEPOUIHBIE TOPMOHBI, HHCY-
JIVH, TIIOKaroH.

Butamun D. bonbiras gacts BuramuHa D (BuTamMuH D3 vtk XoneKanbIm-
(hepom) oOpa3yercs B KOKe U3 XOJIeCTepHHA TI0]T ISHCTBUEM yIbTpaduoiera, a
TaKKe HEKOTOPOE KOJTMUECTBO MOCTYIAET B OPraHU3M C TTHIIEH U BCAChIBACTCS
B TOHKOM KHIIIEYHUKE KaK U IPyTHe JKUPOPACTBOPUMBIE BUTAMUHBI — 3TO BU-
tamuH D2 nnm sprokanenudepon. Jlanee HeakTHBHAS MOJIEKylla BUTAMUHA
JIBAKITBI TIOABEPTaeTCs THAPOKCHIUPOBAHHUIO CHaYaa 1o 25 TOJI0KEHUIO B
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TIEYEHU U, 3aTeM, 110 | TIOJI0KEHHIO B [TOYKAX, CTAHOBACH aKTUBHON. AKTHBHBII
BUTaMUH D (KaJbUUTpHOI) 001aJaeT rUNpeKaJIbIIHeMUYeCKIM JICHCTBUEM.
OH akTUBHpYyeT CUHTE3 OeskoB-TpaHcmopTepoB Ca’’ B KiIeTKaxX KUIICYHUKA
Y YCUJIMBAET BCachblBaHME KayblUs B KpoBb. [loa neiictBuem Butamuua D
ycunmBaeTcsl U BcackiBanue ¢ocdaros. B moukax Buramun D ycunuBaer
peabcopOIHro Kajablus ¥ SKCKpenuo Gocdaros.

Maparropmon (maparupeoaunsiii ropmod, [1TI). ToT noaunenTHAHbII
TOPMOH CHHTE3UPYETCs B TVIABHBIX KJIETKaX MapalliTOBUAHBIX JKeJle3 U3 Mpo-
IITT B OoTBET Ha CHUKEHUE YPOBHS Kajblus B KpoBU. IlapatropMoH — cuiib-
HEHIIN TUNpeKaJbIeMIYecKuil peryasaTop. ITo IeHCTBHE OMOCPET0BAHO
TpeMsi MEXaHU3MaMHu:

* [lapaTropMOoH M3BJIEKAET KAJIbLIUIA U3 OCHOBHOTO JIETIO — KOCHOM TKaHHU.
OH B3anMOAEHCTBYET ¢ ocTeobaacTamu ocpeacTsoM perentopa 1T
1 TIa ¥ UHrUOUPyeT 00Pa30BAHUE UMHU OCTCONPOTEICPUHA — PETYJIs-
TOpa, perpeccupyronero oopasoBanmue 0CTeOKIacToB. B pesynsrare
aKTUBU3HPYETCS (PYHKIMS OCTEOKIACTOB B KOCTH M B pe3yJbTare pe-
30pOIMHM KOCTHON TKaHW B KPOBb BHIMBIBAETCS KaJIbIIHH.

* [laparropMoH ycuinuBaeT peadcopOIHoO Kalblus B HE(PPOHE U OJHO-
BPEMEHHO yMeHbIIIaeT peadcopOumto hocharoB. YCUICHHOE BhIBE/IC-
Hue (pocdaros, B CBOIO OUepe/lb, PEISITCTBYET 00pa30BaHUIO HEepac-
TBOPUMBIX cosel pochaToB KaTbIHs U, CIIEAOBATEIbHO, YBETHIHBACT
KOJIMYECTBO HOHU3UPOBAHHOTO KaJIBITHSI.

* [lapaTropMoH yCHJIMBAET BCACKIBAHUE KaIBIHS U (h0C(HATOB B TOHKOM
KHIIIEYHUKE, TOCKOJIBKY yCHJIMBAET 00pa3oBaHNE aKTHBHPOBAHHOTO
BuTamuHa D B moukax (aktuBupyeT hepMeHT 1-a-ruapokcuiaszy)

TupeokaabIUTOHUH. DTOT MENTHIHBINA TOPMOH CEKPETUPYETCs IMmapa-
dbommukynsapabiMH KieTkamu (C-KIIeTKaMu) IMUTOBUIHON JKeJIe3bl U €Tro
aKTUBHOCTDH HalpaBlieHa Ha TIOHIKEHNE YPOBHS KaJbIUs B KPOBU (THIO-
KaJbIlHeMHYecKuii perymsarop). IpdekT qocTuraercs riaBHBIM 00pa3oM
3a CYeT PelenTOPHOTO B3aMMOICHCTBUS C OCTEOKIACTAMH 1 TIOIaBIICHHS X
AKTUBHOCTH.

Hapymenne ooMeHa kambitis U (oc]aTtoB MOXKET MPOSIBIATHCS KaK CHHU-
KEHHEM, TaK M YBEIIMYCHUEM UX COJCPKAHHUS B KPOBH.

I'mnoxanbuueMus pa3BUBaeTCS MPHU CHUYKEHUH YPOBHS KaJIbIUS B KPO-
BH HIKke 2,1 Mmonb/i1. Hanbosee 9acTeIMA TPUIMHAMHA THIIOKATBITHEMUH
SIBIISTFOTCSI:

* Jlehunut akTHBHOCTH BUTAMUHA D, KOTOPBI MOXKET pPa3BUBATHCS
BCJIE/ICTBUE: HEIOCTATOUHON WHCOJSIIUU U HEIOCTATOYHOTO TIOCTY-
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IJICHUS C HHmeﬁ; HapyHICHUS BCACBIBAHUA B KUIICUHUKE, HAPYILICHU
AKTUBallUU IIPH IIaTOJIOTUH, BI)ISI)IBaIOHICI‘/'I HEAOCTAaTOYHOCTDb Q)YHKHI/II/I
IIOYECK UM IICYCHU

* HapyuieHue akTHBHOCTH MTapaTrOpMOHa, KaK CJIEICTBUE TIOBPEKACHHS
MapalldTOBUIHBIX KeJIe3 ITPU OCIOKHEHUH ONepaluil Ha IIUTOBUIHON
JKeJIe3€ WM MIPY HACJICACTBEHHOM MaTOJIOTUH, HAITPUMED, B Pe3yJIbTare
HEN0PA3BUTHS NTAPAIUTOBH/IHBIX JKene3 pu cuaapome [u-/xopmrxe

» Hapymienue nporeccoB peadbcopOuuu B pe3yibTare MOBPEKICHUS
KaHaJIBLIEB IIpU MOYEYHOMN HEAOCTAaTOYHOCTH

e JloBpIIIeHHAsS aKTUBHOCTH TUPCOKAJIBIUTOHUHA ITPHU OITYyXOJIAX HIU-
TOBHTHOH JKeJle3bl THCTOTCHETHYECKH TPOUCXOSIIUX 13 napador-
JIUKYJISIPHBIX KIIETOK.

FI/IHOKaJ'II)HI/IeMI/ISI MPUBOAMT IPEKAC BCCTO K MOBBIMICHUIO BO36}7)Z[I/IMOCTI/I
HEPBHBIX U MBINICYHBIX KJICTOK, ITOCKOJIBKY CHUXCHNE BHCKJICTOYHOI'O KaJlb-
Iy yBEJIMUHUBACT BECPOATHOCTD OTKPBITUA NOTCHIHUAI3aBUCUMbBIX Na'-kananoB
Y CHMJKAET MOPOT JISNOJsIpU3alivi. Takoe COCTOSHUE KIIETOK MBIIIIEYHOM TKaH!
OIKCHIBACTCS KaK MMOJIOKUTEIIbHBIA 0aTMOTPOIHBINA 3P deKT (yCHiIeHHas pe-
aKIHMs MBI Ha CTUMYIALNIO0). KITMHUYECKH 3TO MPOSBISETCS CYIOpOTaMH,
BIIIOTHh A0 T€TAaHWH, 4 TAKXKC apUTMUAMMU. PasBuBarorcs HapyuIcHUsA 4yB-
CTBUTCIIBHOCTH 110 THUITY IapECTE3NU (CHOHTaHHO BO3HUKAIOUINE OLITYIICHUA
JOKEHUSI, TIOKAIBIBAHUS U JIp.). BeIpaskeHHas HEZOCTaTOYHOCTD KaJbIUS MTPH-
BOJOUT K pa3BUTHUIO Hapyu[eHI/Iﬁ CBCPTBIBAHMA. XpOHI/I‘IeCKaSI TUIIOKAJIbIITUEMUA
npu paxurte (runoButaMuHo3 D) pazBuBaeTcs Ha GoHe neKkaIbIu(pUKaIg 1
pe3opOImK KOCTHOW TKaHH, IPUBOIAIICH K AehOopMaIiui KOCTEH.

I'nnepkajbumeMusi XapakTepHU3yeTCsl YBETMUEHUEM COIEP)KaHUs Kajlb-
NS B KpOBHU OoJjiee 2,6 MMOJIB/T B 9aCTO SIBIISICTCS CICICTBHEM IIEPBUIHOTO
THIIEPIIapaTHpPE03a B pe3ylIbTaTe Pa3BUTHS aJICHOMBI, peXe aleHOKaPIIIHOMBI
MapanIMTOBUAHBIX JKene3. [I[puanHoil Takke MOKeT OBITh THIIEPBUTAMUHO3
D u HEmoCTaTOYHOCTS THPEOKATBIIUTOHIHA.

INockomnbKy yBenmudeHre BHEKIETOYHOH KOHIIGHTPAINH KaJIbIHs yBETMIHBACT
TIOPOT ICTIONAPHU3AITIHA MEMOPAHbI, CHIKAETCS KJIETOYHAs BO30OYIMMOCTb. ITO
TIPOSIBIISICTCS] B MBIIIIIIAX OTPUIATEIEHBIM 0aTMOTPOIHEBIM dddekrom (ocmadire-
HHUE PeaKIy Ha CTUMYJIISIHNIO). [ MTIOTOHYC MOMEePEYHOIIONO0CATHIX U TIIAJIKAX
MBI TIPOSIBIISIETCS MBIIIIEYHON CIA00CTHI0, YTOMIIIEMOCTBIO, THITOpE(IIeKCHEH,
MapaJUTHIECKON HETPOXOAMMOCTHIO KHIIIEYHUKA, YACTHIM MOYEHCITY CKaHH-
eM. XpOHWYeCKas TUIEePKaIbIIMeMHs IPUBOIUT K OTIIOKEHHUIO CONIEH KaJbITHS
(xampIruKanum) B pa3IMIHBIX TKAHX (TTOYKH, CTEHKH KPOBEHOCHBIX COCYIIOB,
CepAIe U Jp.), 9TO, B CBOIO OYepe/ib, HApyIIaeT uxX (QyHKIHIO.
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TI'unogochareMusi MOKET ABIATHCS MOCIEICTBUEM HAPYLICHUS BCACHI-
BaHUsl pocdaroB B TOHKOM KHILIEYHUKE , HAPUMED TPH YBEIHUYEHUH CO-
JepKaHus KaJbIHsl B POCBETE U 00pa30BaHUsI HEPACTBOPUMBIX COJIEH MITH
Npy ACUCTBUH AJIKOTOJIS; IPY YBEITMUSHUHU TIOYEUHON dKCKperun (hocdaro
(runepniapaTupeos, TyOyJIONaTHy); IpU yCHICHHH TortomieHus: Gpocdaron
KJICTKAMU U3 MEKKIICTOYHOM MHIKOCTH, BCIICICTBHIE NOTpedieHus pocdaros
NPY YCUIJICHHUH TIIMKOJIN3a, HA ()OHE MOBBIIICHUS aKTHBHOCTH MHCYJIMHA WITH
NpY JpIXaTe’abHOM ajnkanose. [ unopocdaremus B CBOIO odepes NPUBOIAHUT
K cHIKeHHIo oOpazoBanus AT® u ropmokernnio ATD-3aBHCHMBIX MTPOIEC-
COB B KJIETKaX, YTO MOXET TPOSIBISTHCS 3aTOPMO’KEHHOCTBIO, TIOBBIIICHHON
YTOMJISIEMOCTBIO, MBIIIEUHON CIIA00CTBIO, B TSIKEIBIX CIIydasX — CepACUHON
HenocTaTouHoCThI0. Henocrarok docdator (pocdarer Hapsay ¢ KaibipeM
SIBIISTIOTCS| CyOCTPATOM JUIsl THAPOKCHUAINATUTA KAJIBIHS — BAYKHOTO KOMITIOHCHTA
OCHOBHOTO BEIIECTBA KOCTHOHM TKaHH) BBI3BIBACT HAPYIICHUEC MUHEPATH3aI[N
KOCTEH, 0CTEOTIOPO3 U OCTEOMAJISITHUIO (pa3MsTdyeHnue KOCTEH).

I'mnepgocgaremusi 00bIYHO Pa3BUBAECTCS B CBSA3M C HAPYIIEHUEM DKCKpe-
mun Gocdaros Ha GoHE MOYCHHON HETOCTATOUHOCTH, COIIPOBOXKIAIOMICHCS
CHIDKEHHUEM CKOPOCTH KITyOOYKOBOH (DMIIBTpAIiu, WU TIPU THITOTIapaTHpe-
03e, Korjia ycuimBaeTcs peadcopoums dpocdaror. [unepdocharemus Takxe
MOXeET OBITh IOCIIECTBHEM BbIX0Ja (hoC(HaTOB U3 MOBPEKJICHHBIX KIETOK
MPU MAaCCUBHOM Pa3MO3KeHUU TKaHel. [Ipossisiercst runepdocdaremust
OTIOXKEHUSIMA (POcdaTOB KANbIUsI B MATKHX TKAHSX, @ TAKXKE CHIDKCHHEM
KOHIICHTPAIIUH KaJIbIIUsI BCIISICTBUE €T0 YCUIICHHOTO CBSI3BIBAHMUSI, YTO MOJKET
[PUBOJUTH K CyJOPOTaMm.
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T'HIIOKCHSA

l'unokcus (hypoxia ot hypo — ymeHblienne u oxy<genium> — KHC-
T0<pOj>) — TMPOLIECC, MPUBOASIINN K TOBPEKACHUIO KJIETOK [TPU HAPYILICHUH
B HUX IIPOIIECCOB OMOIOIMYECKOr0 OKUCIICHUS U SHeproodecneueHus. Yaie
BCETO ATO SIBISIETCS CIIEACTBHEM HEJOCTATOYHOTO MOCTYIUICHHUS B KIETKU
KUCIIOPOZa W/WITH HapyIIeHHs B HUX OKUCIMTENBHBIX TIPOIIECCOB U CBSI3aHHBIX
C HAMH TPOIECCOB HEPTeTHUECKOTro 00ecTiedeHus] MeTaboIu3Ma.

TUMNOKCHUA (KUC/IOPOAHOE ro/1I04AHUE) — munoeoii namono2uyecKuii npoyecc,
Xapakmepu3syowuiica noepexcoeHuem KaemoK, mKkaHeii, op2aHoe uau op2aHu3ma 6

yesiom ecsedcmeue HeAoCMAMOYHO20 MOCMYynsAeHUA KUcso0pooda unu HapyweHus e2o
ymunausayuu e obmeHHbIX npoyeccax

[Ipu 3TOM, ITpOSIBIICHUE TUTIOKCHH B OPTaHU3ME CBSI3aHO KakK ¢ Herocpe/l-
CTBCHHBIM THIIOKCHUYCCKNUM ITOBPECIKIACHUCM, TAK U HeﬁCTBHeM HpI/ICHOCOGI/I-
TCJIIbHBIX MCXaHNU3MOB.

I'mmoxcust MOXKET IPOSIBIIATECS HA PA3HBIX YPOBHAX — KIICTOYHOM, TKaHE-
BOM, OPTaHHOM WJIM OPTaHMW3Ma B [1eJIOM (001I[ast MM CUCTEMHAsi TUIIOKCHS).

B 3aBHCHMOCTH OT BBI3BIBAIOIIEH €€ TPUYNHBI MOJKET Pa3BUBATHCS OCTPO
(MHOTIa MOJIHMEHOCHO) MIIM XPOHWYECKU. BBIpaskeHHOCTB Ipolecca Takxke
BapbUpPYyeT — I'MIIOKCHS OBIBAaeT JIeTKasl, CPEAHEH TSKECTH, TshKeas U Jie-
TaJIbHAS.

C y4eToM 3THOJIOTHH U TTaTOTeHEe3a BBIICIISIIOT HECKOIBKO BUIOB THIIOKCHI
(xnaccudukanus 1.P. Ilerposa, 1949):

1) Dx30reHHas THTIOKCHSI, KOTOPAst Pa3BUBACTCS TIPH CHIKCHHUH TTapIIHaITb-

HOTO JaBJIEHHS KUCIOPOJa BO BIBIXa€MOM BO3IyXe:

* HopmoGapudeckas 3K30reHHast THIIOKCHS, KOTJ]a YMEHBIIICHUE COIep-
YKaHWS KHCJIOPO/a B BO3AYXE CBA3AHO C N3MEHEHHEM COCTaBa Ia30BOH
cMmecH Ha (hoHe HOPMATBHOTO 0apOMETPHUYECKOTO AaBICHHS.

* I'mnoGapudeckast HK30TeHHAs THITOKCHUS, KOT/Ia YMEHBIIEHHE COIep-
YKaHUSI KHCIIOPO/Ia B BO3/IyXE ONPENEINIeTCsl CHIDKEHHEM O0apoMeTpH-
9YECKOTO JTaBICHHS

2) DHmoTreHHas TUTIOKCHS, 00yCIIOBIIEHHAs HAPYIIIEHNEM TN HEJIOCTATOq-

HOCTBIO MEXaHU3MOB JIOCTaBKH KHCIOPOJa B TKAaHHM, & TAK)Ke OKHCIIH-

TEIBHBIX MTPOLIECCOB B CAMUX TKAHSX:

* JlpIxarenpHast SHIOT€HHAS TUTIOKCHSI, BOSHUKAIOIIAS TIPH HEIO0CTATOU-
HOCTH (DYHKIIMH JIBIXaTeIbHON CHCTEMBI

* IupkynaropHasi SHIOT€HHAs THITOKCHS, BOSHUKAIOIIAS TP HapyIlle-
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HHSIX KPOBOOOPAIICHNSI, TPUBO/IIMX K HEIOCTATOYHOMY KPOBOCHA0-
YKEHHIO OPTaHOB U TKaHEeH

» T'emuyeckasi SHIOTCHHAsI THIIOKCHUS, CBSI3aHHAsI CO CHM)KEHHEM KHC-
JIOPOJTHOM €MKOCTH KPOBH

» TxaHeBasi YHIOTCHHAs TUIIOKCHSI, O0YCIIOBIICHHASI CHIDKCHUEM CIIO-
COOHOCTH KJICTOK TKaHEHl MOMIONIaTh KMCIOPOA WK C HapyIICHHEM
3((HEKTUBHOCTH MPOIECCOB OUOIOTHUECKOTO OKHCIICHUSI B KIIETKAX

3) CMmemmaHHas TUTIOKCHUS

/ ’MMOKCHUA

\
[ 9K30reHHas \/ 9HAOreHHana T

Hopmoﬁapuqecxaﬂ remu4yeckasn 'n(aueaaﬂ

obuas obuiana u mectHas

\k//

PucyHok 114 Knaccugpukayus 2unokcuu

Hopmodapuyeckasi 3K30reHHAsi THIIOKCUS BO3HUKACT KOIZa BO BbIXae-
MOM BO3/IyX€ IIOHI)KACTCS COZIEPKaHUE KUCIIOPOJia IIPH HOPMAaJIbHOM Gapome-
TPUYECKOM JABJICHUU. DTO MOXKET OBITh CJICICTBUEM HAXOXKICHUS B U30JIMPY-
€MbIX HEBEHTUJIMPYEMbIX IOMEIIEHUSX, IPYU HEUCTIPABHOCTAX JbIXaTeIbHON
anmnaparypbl. CHIJKEHHE apLUaIbHOTO IABJICHHUS KUCIOPO/a B BIBIXaEMOM
BO3IYyX€E U, CJICIOBATENILHO, B aJIbBEOJIAX 3aMeJIeT HACBIILIEHUE KUCIOPOIOM
TeMOIIO0NHA B JIETKUX U HANPsDKEHNUE KUCIOPOAA B KPOBU MJIM THIIOKCEMHUHU.

TUMNOKCEMMUA — cHuxeHue coO0epXaHUs Kucaopoodd 8 Kpoeu

l'unoxceMus B CBOKO ouepenb SIBISAETCS MPUUMHOW TMIIOKCHH TKAHEH.

I'mnobapuyeckasi 3K30reHHasi THIIOKCUSI COIIPOBOXKIAET PA3BUTHE BbI-
COTHO M TOPHOM OOJIE3HH U Pa3BUBAETCS Y JIUII, HAXOIIIINXCA Ha OOJBIIOI
BBICOTE HaJl YPOBHEM MOPS B OTCYTCTBHE KHUCJIOPOAHBIX alaparoB.

Bvicomnas 6onesns cBsi3aHa ¢ OBICTPHIM BO3JEHCTBUEM Ha OpPraHu3M 4e-
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JIOBEKa TIOHMUKEHHOTO 0APOMETPUUYECKOTO JIABICHUS M COMPOBOXKIAIOIICH
€ro 9K30r€HHOH TMIIOKCHUHU Ha OOJBIION BBICOTE (pasrepMeTH3anus KaOUHbI
JIeTaTeNbHOTO anmapara, moabeM Ha adpocrare). B maroreHese BHICOTHOM
0O0JIE3HN Y4acTBYeT JCHCTBHE HECKOJIBKUX MOBPEKIAIOMINX (aKTOPOB, OA-
HaKO BEIYIIYIO POJIb UTPAET OCTpasi IK30TeHHAasi TUTIOKCHSI, 00yCIIOBICHHAS
CHIDKCHHEM TMapIUalbHOTO AaBJICHUsI KHCIopona (Ha ypoBHE MOpS MapIiu-
aJbHOC NaBJICHUE KUCTIOPOIa B BO3MyXe cocTaBisieT 160 MM.pT.CT., a Ha BhI-
core 4000 M — yxe 97 MM.pT. cT.). [lToMrMo 3TOTO, Ha TIPU pasrepMeTH3AIIH
KaOWH JIETaTebHBIX alllapaToB Ha 3HAYUTEILHBIX BhIcOTax (Oosiee 4600 M)
BO3MO)KHO Pa3BHTHE Ta30BOH YMOOINH, TOCKOJIBKY B YCIOBHSIX OBICTPOTO M
CYIIECTBCHHOI'O MMaACHWS BHCUIHETO 6apOMeTpI/I'-IeCKOFO JaBJICHUS TIPOUCXO-
JIUT TIepeXoJ N30bITKAa PACTBOPEHHOTO B KPOBU M TKAHEBOH JKHJIKOCTH a30Ta
B ra3000pa3HOe COCTOSIHUE C 00pa30BaHUEM ITy3bIPHKOB, MPETSITCTBYOIIUX
JIBIDKCHUIO KHUKOCTH. ['a30Basi SMOOIHS, B CBOIO OUEPE/Ib BBI3BIBACT OCTPYIO
UPKYJISITOPHYIO THITOKCHIO TKaHel. TakuM 00pa3oM THITOKCHSI CTAHOBHUTCS
cMmerranHoOM. [loxoxas maTojgorus pa3BUBAEeTCs Y aKBAJIAHTUCTOB MIPH ObI-
CTpPOM BCIUIBITHH, COIIPOBOXKAAOIIUMCS 6I)ICTpBIM CHHM)XCHHEM HaBJICHUA
W Ha3bIBACTCS KeCCOHHOU Oone3tbio. [ITOMUMO THIIOKCUU B psijie Cllydaes
IMaTOrCHECTUYCCKOEC 3HAUYCHNE B PAa3BUTHU BBICOTHOI OOJI€3HH MMEET TAKKE
OapoTpaBma, CBsI3aHHAs C BO3pACTAHUEM PA3HUIIBI JIABICHUS MEKITY TIOTy3aM-
KHYTBIMH TIOJIOCTSIMH M OKPY>KaroIliel cpesioi, HarpumMep, TpaBMa OapabaHHOM
nepenoHku yxa. [Ipu BEICOTHOH 00JIe3HN UMEET 3HAUCHNE TAK)Ke CHIDKCHHE
TEMITepaTypbl OKPYKAIOMIETO BO3yXa Ha OOJBIION BBICOTE, MOTCHIIUAILHO
Croco0OHOE BBI3BIBATH MEPEOXIIAKICHHUE.

Topnas 6one3nv OOBIYHO CINTACTCS BAPHAHTOM BBICOTHO 00JIe3HH (MTHO-
IJIa pacCMaTpUBaeTCs Kak CaMOCTOsATeNIbHOE 3a00JIeBaHue), KOT/Ia B IIpoliecce
MoJIbeMa B TOPHI JICHCTBHE BHEITHUX IMATOTCHHBIX (DAKTOPOB HA OPTaHU3M
YeNoBeKa MPOUCXOIUT OoJiee MEJIICHHO, YeM NIPU aBapHUsIX JICTATEIbHBIX all-
naparoB. B marorenese ropHol 0OJIE3HU TAKKE YUACTBYET CPa3y HECKOIBKO
noBpekaaonmx GakropoB. KiroueByr0 poib UTpaeT SK30TeHHAs TUITOKCHS,
JIEHCTBUE KOTOPOH HA OPTaHHM3M, OJHAKO, OCIIOKHSIETCSI HHTEHCUBHBIM U
JOCTAaTOYHO JUTUTEIHHBIM BKIFOYCHUEM KOMITEHCHPYIOIINX THIIOKCUIO MeXa-
HU3MOB, B YaCTHOCTH TaxXUITHO? (yJamieHne apixanus). [logo0HOE TaxumHod
MOMHUMO YCHIICHHS TIOCTYIUICHUS KMHCIIOPOJIa B OPraHn3M (KOMIICHCAIHSI TH-
MOKCHH ) IPUBOJUT K U30BITOUHOMY YIANCHHIO YIIIEKUCIIOTO Ta3a, YTO B CBOKO
odepe/b BhI3bIBACT PA3BUTHE ra30BOTO AJIKAI03a.

Kpome Toro, Ha 3HAYUTENBHBIX BHICOTAX B TOPaX K TUIIOKCUH MPHCOCH-
HSIETCS ICHCTBUE MOHKEHHOW TEMITEPATyPhI, CIOCOOHOE BBI3BAThH MEPEOX-
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naxnaenue. Taxke Ha OpraHu3M JICHCTBYET MOBBILICHHBINH YPOBEHb YIbTpadu-
0JIETOBOTO OOJTYYeHUsI, TPUBOASIINN K MOBPEKACHHUSIM KOXKU 1 TKaHeH 1i1a3a
(KOHBIOHKTHBBI M CETYATKH).

JpIxaTejibHAsA JHAOTeHHAS THIIOKCHS TIPOSIBIISIETCS IPU HEJJOCTATOUHO-
CTH JIBIXaTeIbHOM CUCTEMBI 1 MOXKET OBITh CBSI3aHA C Pa3BUTHEM IATOJOTHA
B mo0oi# ee yacTy. [I[puunHaMu AbIXarenbHONW THIIOKCUH MOTYT OBITh!

* Hapymenne npoXoauMOCTH JbIXaTeNbHBIX MyTeH (0OCTPYKTUBHBIC
OpOHXUTHI, OpOHXHATIbHAS ACTMA, OTEK U CI1a3M TKaHEeil ropTaHH U ro-
JIOCOBOH IIEJIN, MHCTIMPALNS MHOPOIHBIX TeJ JbIXaTeIbHbIEe My TH JIp.)

» CokpalleHiue CyMMapHOM IJIONIA/M TOBEPXHOCTH aJIbBEOJI, y4acTBYIO-
el B ra3000MeHe (9KCCYIaTUBHAS ITHEBMOHMS C BOBJICUYCHHEM OOJTh-
IIIOTO MaCCHBa aJIbBEOJISIPHOM TKaHHU, OTEK JIETKUX, aTeJIeKTa3bl WIH
OYard CIaJICHHsI JISTOYHOM TKaHH, HEJI0CTATOYHOCTD cyp(aKkTanTa u Jp.)

* VYBelnYeHHE TONIIUHBI ATbBEONIIPHO-KAMIUISIPHOW MeMOpaHbl, pH-
BOJISIIIEE K 3aMeUICHHIO U PY3UH KUCIOPOJIA U3 TIOJIOCTH AJIbBEOJIBI
B KPOBb (ME)XyTOYHAsI THEBMOHUS, ITHEBMOCKJIEPO3

* Hapymienre kpoBOTOKa B KaMMJUISIpax albBEOJISIPHBIX ITIEPETOPOIOK TPH
UX clIaBJIeHUH (Kak 3TO ObIBAeT IpH 3M(HU3EME JISTKOT0, KOy YBETMICHNE
0o0beMa abBEOIT MPUBOANT K CAABIECHHIO TTEPErOpOIOK) I TpoMOo3e
anbBeossIpHbIX cocyoB (JIBC, koponasupycHas undekius - COVID-19)

» KapkacHble maTonoruu, mpensTCTBYIONINE PACIIPABICHUIO JIETKUX U
BBI3BIBAIOIINECS JeOpMAIFSIMU 1 TIepesioMaMu pedep U KocTel rpy-
HOTO OT/IeJia MO3BOHOYHMKA MM CBSI3aHHBIE C TIOBBIIICHUEM JIABICHHS
B IJIEBPAITLHO MOJIOCTH MPH TOTAJAHUH Ty/a BO3AyXa (ITHEBMOTOPAKC
BIIJIOTH JIO TTOJTHOTO CIaICHUs — KOJUTaTica JIETKOTO), KPOBOTEUEHUH B
TUIEBPAITEHYIO TIOJIOCTD (TEMOTOPAKC) WM OTEKE TUIEBPHI (THAPOTOPAKC)

* Hapymenus paOoThI IbIXaTeIbHON MYCKYIATyphl M €€ PETYISIIAA CO
CTOPOHBI HEPBHOM CHCTEMBI (MUACTEHHIH; HAPYIIEHNST HEPBHO-MBITIIEY-
HOW TIepeiaqyl IpH OTPABIECHUH SIIOM Kypape; CIa3Mbl MyCKyIaTyphbl
B TOM YHCJI€ JBIXaTeIbHOW MPH JIEWCTBUH CTOJOHAYHOTO TOKCHHA
TeTaHOCIIa3MHWHa Ha HEWPOHBI;, MHCYIBTHI, TPABMBI MO3Ta, OTEK MO3Ta
COTIPOBOXKIAIOIIMECS HAPYIIEHHEM paOOThI ABIXaTeFHOTO IIEHTPA)

HupkyasTopHas JHAOTeHHAS] THIIOKCHS SIBISICTCS CIIEICTBUEM CHH-
KEHHS CKOPOCTH KPOBOTOKA B TKAHAX MPH TAKUX TeMOJUHAMUYECKUX HaPY-
IICHHAX, KaK UIIEMHUs U BEHO3HAas TUTlepeMus. B 5THX THIIOBBIX mporeccax
TUTIOKCHS SIBIISIETCS BEAYIINM 3BEHOM TaroreHe3a. KoimdecTBo mpruHOCH-
MOTO B TKaHb KHCIIOPOJa TIOMHUMO IIPOYETO OTpeIesieTcst 00mnuM 00heMOM
KpPOBH MepPy3UpyeMbIM B TKAHH 32 €TUHHITY BpeMeHHU (00beMHasi CKOPOCTh
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KPOBOTOKA) U, MIOATOMY IPU CHMKECHUH OOBEMHOUM CKOPOCTH Pa3BHBACTCS
UPKYJISTOpHAs TUIIOKCHS. B CBOIO ouepe/ib 00beMHast CKOPOCTh TPSMO TPO-
MOpPLMOHANIbHA JIMHEHHOW CKOPOCTH KPOBOTOKA (TO €CTh CKOPOCTH KPOBO-
TOKa B KaXJIOM KalMUIAPe) U OOIIEH TUIOIAIH MONIEPEYHOTO CCUCHHS BCEX
(YHKIMOHUPYIOMMX KaWJUIIPOB JAHHOTO ydacTKa TKaHH. [Ipu nimemMun
CHIDKAETCSI THJIPOCTATUIECKOE JaBJICHUE B apTEPHAIbHOM KOHIIE KalTWLISIPa,
YTO MPUBOJUT K CHMKCHUTIO PASHULIBI JABJICHUA Ha KOHIIAX KalluJjigpa (KaK
W3BECTHO, PA3HUIIA JAABJICHUH OMPECIIIeT CKOPOCTh TEUCHUS KUJIKOCTH) U,
CJIeI0BATENIbHO CHWKEHHUIO JIMHEHHONW CKOPOCTH KPOBOTOKA B KaIMJIJISPE.
HpI/I BEHO3HOM TUnepeMun, HAIIPpOTUB, MMOBLIIACTCA JaBJICHUEC B BCHO3HOM
KOHIEC Kalmujurapa, 4TO OIATH K€ IPUBOJAUT K CHUIKCHHUIO Pa3HUILIbI IlaBHeHI/Iﬁ
Ha KOHLAaX KalWujisipa U CHUKEHUIO JIMHEHHON CKOPOCTH.

JInneitnas CKOPOCTBb KPOBOTOKA MOXKET TaKKC CHMKATHCA U IIPU UCTUHHOM
KaImWUIIPHOM cTas3e, BCIeACTBHE (PeHOMEHa cIiajpKa (CITUMAHUS SPUTPOIIUTOB),
CO3JIAIOIIETO MPEISITCTBAE KPOBOTOKY JIAXKE B YCIIOBUSIX OTCYTCTBHSI HCXOI-
HOTO M3MEHEHHMsI Pa3HHUIIbI JaBJICHUI Ha KOHLAX Kanmuwuisipa. YpeamepHoe
MOBBIIICHUE BI3KOCTH KPOBH IIPUBOAMT K TAKOMY ke 3P DEeKTy.

[Tpu nmemun yMEHBIIEHHIO 00BEMHON CKOPOCTH KPOBOTOKA CITOCOOCTBYET
TaKKe ¥ YMEHBIIIeHUE Ynciia (PYHKIIHOHUPYIOMIUX KaWIIIPOB, YTO MIPUBOANUT
K YMEHBIICHHIO CyMMapHOH TUIOIIAM KalTUJUIIPHOTO pycJia.

Taxwne mporiecchl MOTYT Pa3BUBATHCS B COCYANCTOM PycCiie Kak CHCTEMHO
MPH CEPACUYHON HEIOCTATOYHOCTH, MACCUBHON KPOBEMOTEPE, CUCTEMHBIX
HapyIIEHUAX COCYIUCTOrO TOHYCa, HallpUMeEp IIPH IIOKaxX U JIp., TAK ¥ MECTHO
— TP HAPYIIEHUN TOHYCA, OOTYPAIlUH WIIA KOMIIPECCHHU OTIEIBbHBIX apTepuit
(MecTHas WIIeMUsT) U OOTYypalllyl 1 KOMIIPECCUU OTICIHHBIX BEH (MECTHASI
BEHO3HAS TUTIPEEMFIS ).

I'eMuyeckasi 3HI0TeHHASI THIIOKCHUSI PA3BUBAETCS B PE3YIbTaTe CHIKEHUS
KHCIIOPOITHON €MKOCTH KPOBH B CBSI3H C JINOO YMEHBIIEHHEM KOJUYECTBA
SPUTPOIIUTOB, JINOO CO CHIDKEHUEM CITOCOOHOCTH TeMOTTIO0ONHA SPUTPOIIUTOB
CBSI3BIBATh KUCIOPOI.

[TprauHaMu, TPUBOASIIAMEI K CHHYKEHUIO KOJTMYECTBA SPUTPOIIUTOB SIB-
JISIOTCS:

» KposenoTepu ¢ mocieayonmM BOCCTAaHOBIEHNEM 00beMa KPOBH 3a
CYeT TKAHEBOH JKUIKOCTH B CTAIUI0 KOMIICHCAIINN

» Hapymenue sputporos3a B KOCTHOM MO3T€ P HHTOKCHKAIIUSX WITH
PaJMaiOHHOM TOBPEXIECHUH; P HEOCTATOYHOCTH BUTaMuHa B,
Y, CBSI3aHHBIM C 3THUM, HapyIlIeHHEM HYKJIEHHOBOTO OOMeHa U Kile-
TOYHOTO JIeIICHUS
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* ['eM0OJM3 SPUTPOLUTOB, PA3BUBAIOIIUICS IPU HIMMYHHOM TTOBPEX/Ie-
HUM (HECOBMECTUMOCTD I'PYIIT KPOBH, AJUIEPIHYECKUE PEaKkuy U ap. ),
OTPaBICHUU TEMOJIUTHYCCKUMH SIITAMH, HEKOTOPBIX MH(EKIUOHHBIX
npoiieccax (Majsipusi) WU B Pe3yIbTaTe TCHETUYECKUX HAPYIICHUSIX
00pa3oBaHMs TeMOTIOONHA (CepPIIOBHIHOKIICTOUHAsI aHEMHUSI, TaJlacce-
MUSI), IPH KOTOPBIX YMEHBIIACTCS BPEMSI JKHU3HH SPUTPOLIUTOB.

K cHMXeHHMIO CIOCOOHOCTH TeMOIIO0NHA SPUTPOLIUTOB CBS3BIBATH KUC-
JIOPOJI TIPUBOAUT:

* VrHereHue 00pa3oBaHus I'eMa IIPU FeMOII0d3€, CBI3aHHOE C HEeJ0CTa-
TOYHOCTBIO JKeJie3a, KOTOpast MOYKET B CBOIO 04Yepe/ib OBbITh CIEACTBHEM
HEJIOCTATOYHOTO ITOCTYIUICHHSI B OPTaHNU3M WIIM €r0 YCBOCHHMS JKeTe3a;
a TaKKe CIICACTBUEM TTOTEPH JKeJie3a BMECTE C IPHTPOLIUTAMH ITPU XPO-
HUYECKHX KPOBETIOTEPsIX. Bce 3TH mpotiecchl NPUBOJIAT K HEOCTATOY-
HOMY HACBIIICHUIO BHOBb 00Pa30BaHHBIX SPUTPOIUTOB TEMOTIIOOHMHOM

* CHMXEHHE CIIOCOOHOCTH TeMOIIOOMHA CBSI3BIBATH KUCIOPOJ JINOO
MPH €ro Ka4eCTBEHHOM W3MEHEHHH BCIIC/ICTBHE CHUKEHHUS CPOJICTBA K
KHCIIOpOy TIpH 00pa30BaHUM MATOIIOTHYECKOTO reMoriobrHa (06paso-
BaHME METTEMOTIIOONHA B KOTOPOM aToM JKeJjle3a B TeMe OKUCIISIETCS 13
npyxsanentHoro (Fe?") cocrosinus B TpexsanentHoe (Fe**) mpu otpas-
JICHUW HUTPUTaMU, 00pa30BaHKe TeHETHUECKH JICTEPMIHUPOBAHHOTO
naronorndeckoro Hb Kansas), 1160 mpu 00pa3oBaHU# TeMOTIIOOMHOM
MPOYHBIX CBS3EH C KOHKYPHPYIOIUMH € KHCIOPOJIOM BEIIECTBAMHU
(yrapHsIii Ta3) U3 KOTOPBIX OH ME/JIEHHO TUCCOITUUPYET.

TkaneBasi SJHIOTeHHAs THNIOKCHSA CBSA3aHa MPEKIE BCETO C MaTOIOTHYe-
CKHMH TIPOIIECCAaMHU B MUTOXOHAPHUSX KIETKH, TPUBOIAIINMH B PE3YIIbTaTe K
cHKeHNIo oOpa3zoBanus ATD. D10 MOTYT OBITH:

* Hapymenue nporeccoB OMOIOTHIECKOTO OKHUCIEHUS, CBSI3aHHOE C
YTHETEHUEM aKTHBHOCTH IUTOXPOMOB, HaIIpUMeEp, MpH OIOKNPOBAHUH
[IUAHUIAMH FITH a3U1aMH1 ITATOXPOMOKCHIA3BI

* Pazobmenue oxuciaeHus U GocHopUINPOBAHUS TIPH ACHCTBUH pa-
300maronmux 108 (2,4-TMHATPOodEHOIT), H30BITKA THPOOKCHHA, TTO-
BBIIIIEHUH TTPOHUIIAEMOCTH BHYTPEHHEH MEeMOpaHbl MUTOXOHAPHUH B
CJIEJICTBHUH TIEPEKHCHOTO ITOBPEKACHUS

» Hapymenue oopazoBanust ATD B pe3ynbrare aBUTAMHHO30B TIPH Jie-
¢uunre BuTamMuba B, (THAMHH — KOYEPMEHT MUTOXOHIPHAIILHOM
MUPYBATACTUAPOTEHA3BI M 2-OKCOTITyTapaTAeTHIPOTeHa3bl, yIacTBY-
rorux B 1uKiie Kpedca u CBsI3bIBaHNH €T0 C TIIMKOIM30M); ehuIuTe
BuTamriHa B2 (pubodguaBun yuactByeT B 00pa3oBaHHN KOGEPMEHTOB
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OMH (pnaBuamononykiaeorun) 1 PAJl (pnaBuHaACHUHAUHYKIIE-
0TH[), HeOOXOJUMBIX B PEAKLHUAX YHEPTETHUECKOro MeTabon3Ma
U KJICTOYHOTO JIbIXaHUs1); Ne(PUIIUTe BUTAMHHA 85 (maHTOTEHOBAsK
KHCJI0Ta BXOUT B cocTaB kodepmenTa A (KoA)

CMemanHasi THIIOKCHSI BCTPEYAeTCs BO MHOTHUX CIIydasix, KOT/ia B I1aTo-
TeHe3e pa3BUTHS 3a00JIeBaHMs Y OTHOTO U TOTO e MallUeHTa OJJHOBPEMEHHO
WJIH TIOCTIEIOBATENFHO MPOSBIISIOTCS HECKOIBKO U3 ONMMCAHHBIX BBIIIE BUJIOB
THITOKCHH.

Hamnpumep, 5k30TeHHAsI TUTIOKCHS TIPU TOPHOW 00JIE3HH MOXKET IPUBECTH
K Pa3BUTHUIO OTEKa JIETKUX BCJIEJCTBHE BHIPAXKEHHOTO MOBBILICHUS MTPOHU-
[[AEMOCTHU COCY/OB, YTO BBI3BIBACT JBIXATENbHYIO SHOTCHHYIO THITOKCHIO.

HenocrarouyHocTh HACOCHOW (PYHKITUH JIEBOTO KEIyJT0UKa MPUBOIHUT K
Pa3BUTHIO IIUPKYIATOPHOM I'MIIOKCUH, OJHOBPEMEHHO TTOBBIIIAS JIaBICHUE B
MaJioM Kpyre KpoBOOOpAIIEHHS, YTO MOKET BBI3bIBATh OTEK JIETKUX U Pa3BUTHE
YK€ JIbIXaTeIbHON THITOKCHH.

MaccuBHas ocTpast KpOBEOTepsI CHavajIa IPUBOAUT K MaJICHHUIO JaBICHUS
BCIICZICTBHE YMEHbBIIEHNUA 00beMa [MUPKYIHPYIONIeil KPOBH U BCIIEICTBHE
9TOTO K Pa3BUTHIO IUPKYIATOPHON THIIOKCHH, B JATbHEHUIIIEM OJTHAKO 00BEM
KPOBH BOCCTAHABJIMBAETCS 32 CUET PEKPYTHHTA B KPOBb TKAHEBOM JKHUAKOCTH
(Tuppemnsi), HO OTHOBPEMEHHO IMPOUCXOIUT €€ pa30aBiIeHNne C YMEHbBIIEHUEM
KOJIMYECTBA PUTPOLIUTOB U, CIEI0BATENLHO, TEMOTTIOONHA B 00beMe KPOBH,
YTO TPUBOIUT K PA3BUTHIO YK€ TeMHYECKOW THITOKCHH.

CucreMHasi TUTIOKCHA JTFOOOTO TeHEe3a MOBPEXAAET KIETKH TKaHEH, BbI-
3bIBasi UX AUC(HYHKLUIO, YTO , HAIPUMEP, MOXKET IIPUBOIUTH K YITHETCHUIO
COKPAaTUTEIbHON CIIOCOOHOCTH MUOKAapAa U JOIOJHUTEIbHOMY Pa3BUTHIO
LUPKYIATOPHOI TMIIOKCHU.

BooOrmie 11002t THIOKCHS B TKAHSIX BBI3bIBAET HOBPEKICHNE KIIETOK BCIIE/-
CTBHE YTHETEHHS aKTUBHOCTH AbIXaTe/IbHOM LIeTH, a 3HAUUT UMEET TKAaHEBON
KOMIIOHEHT B I1aTOTEHE3E.

ITaTorenes geiicTBUS TNIMOKCUH HA KJIETKH.

ITockonbKy A7t OCYLIECTBICHHUS MHOTHX PEAKLUH, TPOTEKAIOIINX B KIIET-
Ke, TpeOyIOTCsI 3aTpaThl SHEPTUH, aACKBATHOE IIPOTEKAHNE IIPOLIECCOB B KO-
TOPBIX dHEPTUs oOpa3yeTcs M 3aracaercsi B BUJE CBsizei Monekynsl ATO
SIBIISIETCS KIIIOYEBBIM B MeTabomm3me. OCHOBHOE Kom4yecTBO Mosekyn ATO
o0pasyercsl B IpoLecce OKUCIUTENbHOro (HoCHOpPUIMPOBAHUS C yIaCTHEM
LEeNH HUTOXPOMOB (bIXaTeJIbHON LETH MEePEHOCca IEKTPOHOB), paboTa Ko-
TOPBIX conpsikeHa ¢ GpyHkunoHnpoBanueM AT®-cuHTeTa3bl Ha BHYTPEHHEH
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MeMOpaHe MUTOXOHIpHil. KOHEUHBIM aKIENTOPOM 3JICKTPOHOB 3TOM IEITH
ABJISIETCSL KUCTOpoA (cyOcTpar peakiuu [V KOMIUIeKca JbIXaTebHON LenH
— I_[I/ITCZOZ-OKCI/IJIOPCJI}’KTaSLI), HEJI0OCTATOK KOTOPOTO HapyliaeT padoTy
JIBIXaTeIBLHOM 1enH U co3naet B kietke aeuiur ATD. Takum oOpa3om B
OCHOBE KJIETOYHOM NaTOJOTUU MPU T'MIOKCHUU JIEKUT CHUKEHUE CKOPOCTHU
OKHUCJIUTENIBHBIX MPOIIECCOB M OKUCIUTEILHOTO (hOCHOPUIUPOBAHUS B MU-
TOXOHAPUSIX.

OCHOBHOE 3BEHO B IMTATOTEHE3E T'MIMNOKCUU — cHuxceHue ckopocmu

OKUCAUMeNbHbIX Npoyeccos u pocchopunupoearHus AT e MumoxoHOpuUsAxX

B cBoto ouepens nedunut AT® npuBOAUT K TOPMOKEHHIO CHHTETUYECKUX
MIPOIIECCOB B KJIETKE (HapyIlaeTcss o0pa3oBaHue OCJIKOB, BBICIIUX KUPHBIX
KHCJIOT, CTEPOUJIOB U JIP.); HAPYIICHUIO pabOThl SHEPrO3aBUCHMBIX HACOCOB ,
Hanpumep, Na'-K*-AT®-a3bl, 4TO CyIECTBEHHO MEHSET 3JIEKTPOJIUTHBIN CO-
cTaB KJIETOK (HakoruieHue B kietke Na' u Ca*, yreps kietkoit K); aktuaimn
(hochodpyKTOKHHA3EI, TPUBOAAIICH K YCKOPSHHIO ITPOLIECCOB aHAPOOHOTO
TIIMKOJIN3a, a TaK)Ke CBA3AHHBIM C HUM 3aKHCIICHHEM CpeJibl (HaKoTJIeHHue
JIaKTaTa), yCUJICHHON MOOMIM3AaNY 1 UCTOIIEHUIO 3aI1acOB TIIMKOT€HA U T.JI.
[TomoGHbIe M3MEHEHUS B 0OMEHE MPUBOAAT K Pa3BUTHIO CTPYKTYPHBIX HApY-
HIeHni ¥ TMCQYHKIMKT KIETKU U, B 3aBUCHMOCTH OT BBIPAYKEHHOCTH THIIOKCHH,
K ee TuOeH. [MIOKCHUs TaKkKe YyJ4acTBYyeT B PErYISIMH Pa3BUBAIOIICTOCS B
OTBET Ha MOBPEK/IEHNE TKAaHU BOCMAIECHU. B 4aCTHOCTH T'MITOKCHS CITOCO0-
CTBYET aKTHUBAIMH siIepHbIX GakropoB TpaHckpurimu NF —kB u NF —IL6, a
3TO, B CBOIO OYEPEIb CTUMYIHPYET CEKPEIHIO TET0T0 psiaa muTokuHoB (MJI-1,
WJI-2, -6, NJI-8, ®HO-a)), xeMOKHHOB 1 MoJeKy:n aare3nu (E-cenexruH,
naTerpuH I[CAM-2 1 11p.), OMOCPEAYIONINX BOCTIAJICHHE.

MexaHu3Mbl KOMIEHCAIMH THIIOKCUH.

[TockonbKy MPUYMHBL, TPUBOASIINE K BOSHUKHOBEHHIO Je(UIINTA KUC-
JOpoa HEepeaKd, Aake B (PM3MOIIOTMYECKUX YCIOBUSX (Tak Ha3bIBaemas
Teperpy309Has THITOKCHS TP U30BITOYHOM paboTe CKeNEeTHBIX MBIIIII), 3BO-
JIFOTIMOHHO CIIOXKHJICS TIENBINA PSi/T MEXaHW3MOB, 3AIUIIAIONIINX OPTaHU3M ITPUM
BO3HUKHOBEHHH TUTIOKCUY W BHOCSAIIMX CBOW BKJIJ] B €€ MPOSBICHUS. DTH
MeXaHU3MbI MOTYT BKJIFOYATHCS OBICTPO, UTO aKTyaJIbHO PH BO3ZHUKHOBEHUH
OCTpPO# TUTIOKCHH, U MEIUIEHHO, ISHCTBYSI Ha TIPOTSHKEHUH TPOIOIKUTEITBHOTO
BPEMEHH, YTO BaYKHO JJIs1 KOMIIEHCAIINY THITIOKCHH XpOHHYECKoW. B 3aBucH-
MOCTH OT BKJIaJla CHCTEM, YUACTBYIOIINX B CHAOKEHNHU TKaHEH KUCIOPOIIOM,
KOMIICHCHUPYIOIINE MEXaHU3M MPUHSTO PA3/ENATh Ha IbIXaTebHbIC, TeMOJIH-
HaMHUYECKHe, TeMUYECKUE U COOCTBEHHO TKaHEBBIE.
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JpIxaTeabHble MeXaHU3MbI KOMIIEHCAIIUH THTIOKCHH CBS3aHBI C yCHIIe-
HUEM ra3000MeHa B JIETKUX. YCHJIEHHE JISTOYHOW BEHTWISIIIY ¥ Ta3000MeHa
MOYKET JJOCTUTATKCS 3a CUET PeIIeKTOPHOTO BO30YkKICHUSI HEMPOHOB JIbIXa-
TEIBHOTO IIEHTPa MPOIOJITOBATOTO MO3Ta MPH aKTUBAIIMH Tiepru(epruuecKux
XEMOPELENTOPOB, HAXOIAIINXCS B 30He OM(ypKaruy OOMIMX COHHBIX apTe-
pUii 1 IyTH aOPTHI, CIOCOOHBIX PearupoBarh Ha N3MEHEHUE B KPOBH YPOBHS
KHACIIOPO/Ia, YIIICKUCIOTH ¥ pH, ¥ IPHUBOISAIIETo K YYAIEHHIO U YTITyOIICHHIO
JIBIXATENbHBIX JIBIDKEHUH — KPATKOCPOYHbIE€ MeXaHH3MbI JBIXaTeJIbHOM
KOMIeHcaluu. Peanuzamnuy 3TUX MEXaHU3MOB CIIOCOOCTBYET TaKkKe aK-
THBaNUS [EHTPAIBHBIX XeMOPEIETOPOB, pearnpyomux Ha capura pH u
PacIoNIOKEHHBIX Ha BEHTPAJIBHON MMOBEPXHOCTH MPOJIOJITOBATOTO MO3Ta U
IHE 4 Kenyaouka.

BxittoueHre 10JrocpoYHBIX MEXaHU3MOB /IBIXaTeJIbHON KOMIIEHCAIIUH
TaK)Ke MPUBOJUT K YCHIICHUIO JIETOYHOW BEHTWIAIINH, HO YK€ TIpenMyIile-
CTBEHHO 3a CUET YBEJIMUYEHUS TIIYOWHBI JBIXaHUS TIPH HOPMalIM3aIliy 4ya-
CTOTHI, KOTOPOE 00eCIeunBaeTCsl Pa3BUTHEM TUNIEPTPOPUHN JIBIXATEIBHOM
MYCKYIIaTypBbI.

HupkynaTopHbie MeXaHN3MbI KOMIIEHCAIMU THIIOKCHH OCHOBAaHbBI Ha
YCWJICHHH KPOBOCHaOKeHUs TKaHel. KpaTrkocpouHbie MeXaHU3MbI IIUP-
KYJSITOPHOH KOMIEHCAIIMU UMEIOT peUIeKTOPHBIN renes. M30bsTounas
UMITYJIbCAIIUSL ¢ XEMOPEIIETITOPOB a0PTAILHOW M CHHOKAPOTHIHOM pediiek-
COTCHHBIX 30H IPU JICHCTBUU HAa HUX HEJOCTATKa KHCIOPOJa W N30bITKA
YIJIEKUCIIOTO Ta3a PUBOJIUT aKTHBAIIMH ITPECCOPHBIX HEHPOHOB IIEHTPa KPO-
BOOOpAIICHHS B IIPOJOJITOBATOM MO3Te. Pe3ynbTaroMm sBIISIETCS YCUIICHHE
CUMITaTHYECKON NUMITYJIbCAIINU, IPUBOISIIECH K YBETMYCHUIO CUIIBI U YaCTOTHI
CEPCYHBIX COKPAIICHUH, YTO IMO3BOJISIET YBEIIMYUTh apTEPUATLHOE JIABIICHUEC
U CKOPOCTb KPOBOTOKA B MHKpOCOCY/ax. Tarke MpoUCXOAUT Nepepacipe/iere-
HUE KPOBH 3a CYET U3MEHEHUS COCYIUCTOrO TOHYCa — Clla3Ma apTepuil KOXH,
OpraHOB OPIONIHOW MOJIOCTH, MOYEK, YTO IMO3BOJISIET U YCUIIUTh KPOBOOOpa-
IICHHUE B HAN0O0JIe€ BAXKHBIX U YYBCTBUTEIIBHBIX K TUITOKCHH TKaHIX MO3Ta U
cep/ana (LeHTpaIr3alys KpOBOOOpaIleHus ).

Kpome Toro, B erkux Tak)ke MOXKET IPOUCXOAUTHh BHYTPUOPTaHHOE
nepepacripeielicHue KpoBu. Eciu anbBeossipHasi TMITIOKCUST HOCUT JIOKaJIb-
HBII XapakTep, pa3sBUBACTCA CIIA3M IIPEKANWUISAPHBIX JIETOUHBIX ApTEpUN
(Tumoxcuyeckas JerouHasl BA30KOHCTPUKIINSA), YTO CHHYKAET JIETOYHBIN KPo-
BOTOK B OGHaCT)lX C NOHMXCHHBIM IMapluaJbHbIM JaBJICHUEM AJILBCOJISIPHOIO
KHCJIOPOJIa ¥ CMEIIAeT KPOBOTOK B XOPOIIIO BEHTHIIUPYEMBIC ajbBEOJIbI U,
TEM CaMbIM, ONTHMH3UPYsI JETOYHBIA ra3000MEH U OKCUT'CHAIIMIO KPOBH,
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MOCTYNAIOIIEN B CUCTEMHBINA KPOBOTOK.

Jloarocpo4Hbie MeXaHU3MbI HMPKYJISATOPHOH KOMIIEHCALMU TPUBOIAT
K YCWJICHHUIO CePJICYHOM IeATeIBHOCTH IVIaBHBIM 00Pa30M 3a CUET YBEIMYCHHUS
CepCYHOT0 BHIOpOCaA 32 yiap Mpyu HOpMaJIU3alluy YacTOThI CEPIICYHBIX COKpa-
IICHUN (MEHEeE SHEPro3aTpaTHBIN PEKUM PabOThI Cepiia). DTO IOCTUraCTCs
Onarosapst pa3BUTHIO TUIIEPTPOYUN MHOKAPJIA.

Kpome Toro mpu runokcuu B KJIETKaX TKAHEH MPOUCXOTUT IKCIPECCHUS
(v yrHeTeHue JAerpajiallii) TPAHCKPUIIIUOHHOTO (haKTOpa MHYIIHPYEMbIii
runoxkcuert HIF.

HOPMOKCHA F’MMNOKCHA

NMPOTEOCOMA

-~ e e = = == =

PucyHok 115 Akmusayus ¢pakmopa uHOyyupyemozo eunokcueli 1(HIF-1) Ha pucyHke:

B ycnosusx Hopmokcuu 6enok HIF-1a pacno3Haemcs 6esikom nposunzudpokcunasoti
(PHDs), komopas 2udpokcunupyem nposiuHbl 8 00MeHe KUc0po0d3asucumoli 0ezpadayuu
HIF. ludpokcunuposaHHeie NposuHbI pacno3Haromcs beskom ¢poH Xunnena-JluHdoay (VHL) u
ybuksumuHupytomca (Ub) u 3amem HIF nodsepzaaemca dezpadayuu npomeacomod.

B ycnogusx ezunokcuu HIF-1a u HIF-18 mpaHcnoyupytomcs 8 A0po, 20e 06pasytom
2emepooumep U 3anyckarm mpaHckpunyuto.

ITon nelicrBuem HIF nmpoucXoquT akTUBALUS TPAHCKPUIILIUKA TEHOB-MU-
HIeHel, IpUBOJAINAs B YaCTHOCTU K 00pa3oBaHMIO (aKTOpa pocTa 3HJ0-
tenust cocynoB VEGF, uro criocoOCcTByeT BacKynsipu3aliy MOoABEpriieics
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JIeCTBUIO TMIOKCUU TKaHU. AKTuBanus Apyrux reHos-mumeneit HIF,
KOJUPYIOIIMX MaTpPHUKCHBIE MeTajuionpoTenHassl (MMP), Hapymiaer axc-
MPECCHIO, JOKAIN3AUHI0 U POCcHOpUIHPOBAHHE OEITKOB MIIOTHBIX COE/IH-
HEHUH, TeM CaMbIM MPEeoTBpallas MJIOTHBIE 3H0TEeIHATbHbIE KOHTAKTHI U
YBEJIUYHNBas COCYAUCTYIO MPOHUIIAEMOCTh B 30He TUnokcuu. [loBeienue
skcnpeccun HIF siBnsiercst Taxke OTHUM U3 MTyCKOBBIX MEXaHHU3MOB Cep-
JIEYHOH runepTpodum.

I'emuyeckne MexaHU3MBbI KOMIIEHCAIIMY THIIOKCHY B CBOEI OCHOBE TOI-
pa3yMeBaloT yBelIMUeHHE KUCIOPOIHON eMKOCTH KpoBHU. Kak cBoeoOpa3HbIit
KPaTKOCPOYHBII MeXaHN3M reMH4eckoii KOMIeHCAlUM MOXKHO paccMma-
TpHBaTh S-00pa3HbIi XapakTep KPUBOW TUCCONMAIMN TeMOTIIOONHA, TO €CTh
NPU CHIYKEHHUH HATIPSDKEHUS KUCIIOPO/ia B KPOBU CLIOCOOHOCTH CBSI3BIBATH €T0
reMOINIOOMHOM HEKOTOPOE BPEMsI COXPAHSIETCsl Ha JJOCTATOYHO BHICOKOM YPOB-
HE ¥ TOJIBKO JaJbHEHIIIee CHIYKEHUE KUCIOPO/Ia IPUBOIUT K BBIPAXKEHHOMY
YTHETEHHIO CIIOCOOHOCTH reMOIIOONHA K €T0 CBSI3bIBAHUIO. JL0JITr0CpOYHBIM
MEXaHU3MOM IeMUYeCKOil KOMIIEHCALMU SIBJISIETCSl YCUIIEHHBII reMoIoa3,
MPUBOIAILMN K YBEJIMUYECHUIO KOJIMYECTBA SPUTPOLIUTOB U, CIEIA0BATEIBHO,
reMonioonHa B KpoBH. OOpa3zoBaHNE SPUTPOIIUTOB B KPACHOM KOCTHOM MO3TE
TPY TUTIOKCUH YBEITMYHUBACTCS 10T JICHCTBHEM TOPMOHA SPUTPOINIOATHHA 00pa-
30BaHUE KOTOPOI'O B [TOYKAX TAK)KE YCWJIMBAETCSI B PE3YJIbTaTe TPAHCKPUIILINY,
peryaupyemoit renamu-munienssmu HIF.

3PUTPONO33

MOBbILUEHUE
NPOHULIAEMOCTM m <::|¢ [> ﬁ AHTMOTEHE3
cocyaos

docdodpykTokuHasa | MIOT

TMUKOInN3

PucyHok 116 ¢pgpexkmer HIF npu eunokcuu. Ha pucyHke: MMP - mampukcHsle
memasnnonpomeurassl; [J1HOT — membpaHHsIt mpaHcnopmep 2itoko3el; VEGF - pakmop
pocma 3Hoomesnus cocy0os
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TkaHeBble MeXaHN3MBbI KOMIIEHCAIMU THIIOKCHM HAIIPaBJIEHBI Ha yBe-
JMYEHUE CIIOCOOHOCTH KJIETOK MPOU3BOIUTH dHEPTHI0. COXpaHEeHHUIO CIIo-
COOHOCTHU KJIETOK TKaHH 00Pa30BBIBATH YHEPTHIO CIIOCOOCTBYET yCHIICHHE
MPOLIECCOB TIIMKOJM3a Onarosiapsi BRIPaKEHHOHW aKTUBALMK (PEPMEHTOB [IIMKO-
JIM3a: TeKCOKMHA3BI, (ocormmneparkuiasbl, GochodpyKToknHasbl, MUpyBart-
KHMHAa3bl peryaupyemoi renamu-muieHsmMu HIF. TTockonbKy ucnons3oBanue
aHa’pOOHOTO IIMKOJIM3a JIJIsl KOMIICHCAIIUH TOPMOKEHHUSI OKUCIIUTEIBHOTO
(dochopunrpoBanus TpeOyeT OOJBIIOTO KOJIUYESCTRBA TJIFOKO3bI (B aHA3POO-
HOM TJIMKOJIM3E HAa OHY MOJICKYITY TIIFOKO3BI BBIXOA BCEro 2 Moiekyn ATD)
MoJ1 IeHCTBUEM TpaHCcKpHnuoHHoTo Gakropa HIF npoucxonur ysenuueHue
sKcpeccuu Tpancnoprepos rroko3sl [JIFOT (ITIFOT-1, ITIHOT-3).

Takum 00pa3oM, KIMHUKO-MOP(OJIOTHUECKUE MPOSBICHUSI TUTIOKCHU B
OpraHu3Me OTPeENSIIOTC KOMITIEKCOM N3MEHEHNH, CBA3aHHBIX C HEMOCpe/l-
CTBEHHBIM T'HIIOKCHYECKUM TOBPEXKICHUEM U JIEHCTBUEM KOMIIEHCATOPHBIX
MEXaHU3MOB.
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