HATOJOT U UMMYHHOM CUCTEMBI
Pa3znuyaroT yeTsIpe OCHOBHBIX THIIA NATOJOTUYECKUX COCTOSIHUI UIMMYHHOW CUCTEMBI:

V peaKkIuu TUIePYyBCTBUTEILHOCTH, MPOSBIISIOMIUECS B BUIE UMMYHHOTO TOBPEXKICHUS
TKaHEH;

V ayTOMMMYHHBIE 0OJIC3HH, Pa3BUBAIOIINECS B PE3yIbTaTe MMMYHHBIX PEaKIIUi TPOTUB
COOCTBEHHOT'O OPraHU3Ma;

V CHHIPOMBI UMMYHHOTO Ae(pUIINTa, BO3HUKAIOIINE BCIEACTBUE BPOKIEHHOTO HITH
npuoOpeTéHHOro nedekTa UMMYHHOT'O OTBETA;

V aMHJION103.

PEAKIIMU TNINEPYYBCTBUTEJIBHOCTHU

KoHTakT opranusma ¢ aHTUT€HOM HE TOJIbKO 00€CIeurBaeT pa3BUTUE 3ALUTHOIO HMMYHHOI'O
OTBETA, HO MOXKET MPUBECTH U K PEAKLUAM, IOBPEKAAIOIIUM TKaHU. Takue peakiuu
TUIEPYYBCTBUTEIBHOCTH (MMMYHHOT'O MIOBPEXKIEHUS TKAHEH ) MOTYT ObITh MHULIUMPOBAHBI
B3aMMOJECICTBEM aHTUI€HA C AHTUTEJIOM WM KJIIETOYHBIMU UMMYHHBIMU MEXaHU3MaMU. DTH
PEaKIK MOTYT OBITh CBS3aHBI HE TOJIBKO C 9K30T'€HHBIMHU, HO M C 9HJJOTCHHBIMU aHTUTCHAMH.
bone3nu runepayBCTBUTEILHOCTH KJIACCU(PULIIUPYIOT HA OCHOBE HMMYHOJIOTHYECKUX
MEXaHU3MOB, X BBI3bIBAIOIIHX.

Knaccudukanms
Copneprxanue paszzena "Knaccudukanus" cMOTpUTe B KHUTE.
PEAKIIUU T'NIIEPYYBCTBUTEJIBHOCTHU THUIIA |

Peaknuu TUNICPIYYBCTBUTCIBHOCTH THUIIA I (HeMe,Z[J'IeHHHﬁ THII, anneprnquKHﬁ TI/IH) MOTYT OBITh
MECTHBIMH HJIM CUCTCMHBIMU.

* CucremHas peaKknus pa3BUBACTCA B OTBCT HAa BHYTPHUBCHHOC BBEACHHUC AHTUI'CHA, K KOTOPOMY
OpTraHu3M XO3sAWHa MPEABAPUTCIIBHO CGHCI/I6I/IJ'II/I3I/IpOBaH, M MOXKXCT HOCUTH XapaKTCp
aHa(l)I/IJIaKTI/I‘leCKOFO I0Ka.

* MecTHbIE peaKkIMM 3aBUCAT OT MECTA IPOHUKHOBEHUS aHTUT€HA U UMEIOT XapaKTep
OTPaHUUYEHHOT0 OTEKA KOXKU (KOXKHAsI aJuleprys, KpauBHUIIA), BbIIEICHHUM U3 HOCA U
KOHBIOHKTHUB (aJUIEPrU4eCKUN PUHUT, KOHbIOHKTHUBUT), CEHHOM JTMXOPaJKH, OPOHXHATIBLHON
aCTMbI WM aJNIEPTUYECKOr0 racTPOIHTEpHUTA (ITUIIEeBast aJUIEPIHs).

Peakuuu runepayBCcTBUTENBHOCTH THIIA | MPOXOAST B CBOEM pa3BUTHH 1Be (azbl -
WHULHAAIBHOTO OTBETA U MO3IHIOK0.

+ (aza MHUIMATBHOTO OTBETA pa3BuBaeTcs yepe3 5-30 MUH MociIe KOHTAKTa C IJIEPTeHOM U
XapaKTEePU3yeTCs PACIIUPEHUEM COCYI0B, IIOBBILICHUEM UX ITPOHULIAEMOCTH, a TAKKE CIIa3MOM
[JIAJIKOM MYCKYJIaTypbl WIIH CEKPELMEN KeNe3.



* Tlo3anss daza Habmromaercs yepe3 2-8 4 0e3 TOMOTHUTEIbHBIX KOHTAKTOB C aHTUTCHOM,
IPOI0JKAETCS. HECKOJIBKO JHEH M XapaKTepu3yeTcss MHTEHCUBHON MH(UIbTpaen TkaHen
s03uHOUIaMu, HeHTpodritamu, 6a3odrIaMu U MOHOIIUTAMH, a TAKKE TIOBPEKICHUEM
SIMTEIUAIIBHEIX KIIETOK CIU3UCTHIX 000JI0YEK.

Pa3zBuTne runepuyBcrBuTensHocTH THNA | 00ecneunBaroT IgE-anTuTena, oOpa3yromnmecs B
OTBET Ha AJJIEPIeH NP ydacTuu T2-Xenmnepos.

T-xenmepst npoxyuupytotr NJI-4, odecrnieunBaromuii CeIeKTUBHYIO POAYKIIHIO aHTHUTEI
JAHHOTO KJ1acca. AHTHTENA COpOUPYIOTCS Ha Ty4YHBIX KJIETKax U 0a3o¢uiax B pe3ynbraTe
B3aUMO/ICHCTBHUS C COOTBETCTBYIOIMMHU FC-perienitopamu. [Ipy mOBTOPHOM KOHTaKTe
(cencuOmmm3upoBanHbIX IgE-aHTHTEIaMU TYUHBIX KJIETOK U 0a30()MII0B) CO CIIEU(PHUECKUM
AQHTUTEHOM TIPOMCXOUT HEMEIJICHHBIN BEIOPOC MEINATOPOB, O0YCIOBIMBAIONINX KIMHUYECKIE
nposiBiicHus (puc. 6-1).

Puc. 6-1. Peakuus runepuyBcTBuTeIbHOCTH | THIA.

Casi3piBanue MoJiekyn IgE nHunmupyer nerpanysisiuio Ty9HBIX KIETOK C BBIOPOCOM MEPBUYHBIX
MeIuaTopoB (B MEPBYIO Ouepeib THCTAMUHA), a TAKXKe CHHTEe3 de NOVO U BHIOPOC BTOPHUHBIX
MEIUATOPOB (META0OIUTHI ApaxUAOHOBON KUCIOTHI). C 3TUMU MEIMATOPAMH CBSI3aHO
MOSIBJICHHE HOBBIX CUMIITOMOB THIIEPYYBCTBUTENLHOCTH TUTA |.

Peakmust runiepuyBCTBUTEILHOCTH TUTIA | JISKUT B OCHOBE pa3BUTHS aHA(DMIAKTUYECKOTO MIOKA.
CuctemHas aHaUIIaKCHsI BO3HUKACT IOCJIE BBEJICHUS I€TEPOJTOTUYHBIX OCIKOB -
AHTUCBHIBOPOTOK, TOPMOHOB, ()EPMEHTOB, MOJTHCAXAPHIOB, HCKOTOPHIX JICKAPCTB (HAIIpUMEP
MEHULIUJUTHHA).

TskecTh COCTOSTHUS 3aBUCUT OT YPOBHS IpeaBapUTeIbHOM ceHcubunuzanuu. [1lokoBast 1o3a
AQHTUTEHA, OJTHAKO, MOXKET OBITh UCKIIOUYUTEIHHO MaJia. Yepe3 HeCKOJIbKO MUHYT TTOCIIE
KOHTaKTa C aHTUT€HOM TOSIBJISAIOTCS 3y/1, KpallMBHUIA M KOKHASI SPUTEMA, 3aTEM Yepe3 KOPOTKOE
BpeMs pa3BUBAETCS CIIa3M PECIUPATOPHBIX OpOHXMOJ. PBOTA, CI1a3Mbl B )KHBOTE, MOHOC M OTEK
TOPTaHU MOTYT 3aKOHYHUTHCS IIOKOM U CMEPTHI0 00IbHOT0. Ha BCKpBITUH y OAHUX OOJIBHBIX
00HapyXUBAIOTCS OTEK U KPOBOM3IUSHUSA B JETKUX, Y APYTHUX - OCTpas dMPuU3eMa JETKUX C
JUIaTalei mpaBoro kemy1ouka cepana. MectHas aHaduIakcusi BO3HUKAET B OTBET Ha
nomnagaHrue B OpraHru3M aJUICPIr€HOB - NBIIbBIBI paCTeHHfI, MEPXOTHU )KUBOTHBIX, JIOMaIHHef/'I IIBLJIIN
u T.11. K 3a00neBaHusIM, B OCHOBE KOTOPBIX JISKUT MECTHAsI aHa(puIIakcHs, OTHOCST KPaNuBHHUILY,
AQHTMOHEBPOTUYECKHUH OTEK, AJJIEPrUUE€CKU PUHUT (CEHHYIO JTUXOPAJIKY) U HEKOTOpbIe (hopMbI
OpOHXUATBLHOW ACTMBI.

PEAKIIMU I'MITEPYYBCTBUTEJIBHOCTH THUIIA |1

Peakuuu runepuysctBuTenbHOCTH THNA || (peakiius HeMeaIeHHOH MOBBILIEHHOM
YYBCTBUTEIHHOCTH) 00ycinoBieHa [gG-aHTuTenaMu K 9K30reHHbIM aHTUTeHaM,
a/1cOpOMPOBAHHBIM Ha KJIETKAX WJIM BHEKJIETOUHOM MaTpukce. [Ipu Takux peakuusx B
OpraHu3Me MOSBIISAIOTCA aHTUTENa, HAPaBJICHHbIE POTUB KJIETOK COOCTBEHHBIX TKaHEH.
AHTHreHHbIE IETEPMHUHAHTHI MOTYT 00pa30BBIBATHCS B KJIETKAX B pe3ysbTaTe HapyIIeHUH Ha
T€HHOM YpPOBHE, IPUBOJAAILIUX K CHHTE3y aTUIIMYHBIX OEJIKOB WU XK€ MPEACTaBISIOT CO00i
HK30TE€HHBIN aHTUTEH, aICOPOMPOBAHHBIN Ha TOBEPXHOCTH KJIETKU MM BHEKJIETOYHOM
MaTpukce. B mo6oM ciydae peakius TMIepuyBCTBUTEIHLHOCTH BO3HUKAET KaK CJIe/ICTBHE
CBSI3bIBAHUS AHTUTEN C HOPMAJIbHBIMU WJIM MTOBPEKIAEHHBIMU CTPYKTypaMu KIETKH WIIH
BHEKJIETOYHOTO MaTpHKca. MI3BECTHBI TPH aHTUTEI03aBUCUMBIX MEXaHNU3Ma PA3BUTHS PEAKIIUI



9TOro0 THIIA: KOMIINICMCHT-3aBUCHUMbIC, aHTHUTCJI03aBUCUMas KJICTOYHAA HUTOTOKCHYHOCTh U
AHTUTCIIOONOCPCIOBAHHAA I[I/IC(b}IHKI_II/ISI KJICTOK.

KOMIIVIEMEHT3ABUCHUMBIE PEAKIIUN

CyIecTBYIOT IBa MEXaHU3MA, C IOMOIIBIO0 KOTOPHIX AaHTUTENIO U KOMITJIEMEHT MOT'YT BBI3bIBATh
TUIEPYYBCTBUTEIBHOCTD TUMA |I: mpsimMoii Tu3uc 1 onconusanms. B nepBom cirydae aHTUTENO
(IgM nnm IgG) pearupyer ¢ aHTUT€HOM Ha IOBEPXHOCTH KJIETKH, aKTUBUPYSI CHCTEMY
KOMIUIEMEHTa, KOTOpasi pa3pylIaeT 1a3MaTHYeCKy0 MEMOpaHy 3THX KJIETOK U BBI3bIBACT UX
rubens (puc. 6-2). Bo BTopom citydae KIeTKU-MUIICHHU, TOKPhIThIe [gG-anTuTenamMu
(orconmn3zaryst) GarouUTUPYOTCS MakpodaraMu Wi HeUTpoduIamMu.

Puc. 6-2. Peakuus TMIEepYyBCTBUTECJIBHOCTH 1I TUIIA, OIIOCPEIOBAHHAA aHTUTEIaAaMU.

Knunuuecku Takue peakiiuy BO3HUKAIOT IIPU NIEPETUBAaHUN HECOBMECTUMOM KPOBH,
3puTpo0IACTO3€ TJI0JA U AaHTUTCHHBIX PA3IMUUAX MEXKAY MaTepPbIO U MJI0J0M, IIPH
ayTOMMMYHHOM T'€MOJINTUYECKON aHEMUH, arpaHyJI0LUTO3€ U TPOMOOLIUTOIIEHUH, TPU PEAKLIUAX
Ha JIEKapCTBa, KOTAa 00pa3yIoluecs aHTUTENa PearupyroT ¢ mpenaparamu u (GOpMUPYIOT
KOMIUIEKCBI C 3pUTPOLUTAPHBIM aHTUT€HOM.

AHTUTEJO3ABUCUMAS KIIETOUHASA HIUTOTOKCUYHOCTD
Coneprkanue paszjiena "AHTUTEN03aBUCUMAas KIIETOYHAS IIMTOTOKCUYHOCTh" CMOTPUTE B KHUTE.

AHTHUTEJOOIIOCPEJOBAHHAA JTUC®YHKIUA KIIETOK

B HEKOTOpBIX Cilydasx aHTUTENA, HAIIPABJICHHBIE IPOTUB PELIENITOPOB Ha IIOBEPXHOCTH KJIETOK,
HapyLIaloT UX GYHKIIMOHUPOBAHKE, HE BBI3bIBAs MOBPEKIACHUSI KIIETOK WJIM Pa3BUTHUS
BocnasieHus. Hanpumep, npu TskENONH MUACTEHUH aHTHUTENA BCTYIIAIOT B PEAKIUIO C
ALETUIIXOJIMHOBBIMY PELENITOPAMH B ABUTATENIBHBIX KOHIEBBIX IJTACTUHKAX CKEJIETHBIX MBIIII],
HapyIasi HEpBHO-MBIIIEYHYIO IIepeiady U BbI3bIBasl, TAKUM 00pa3oM, MBIIIEYHYIO CIa00CTb.
[Tpu Gone3nu I'peiiBca aHTHTENA MPOTUB PELENTOPOB TUPEOTPOITHOTO TOPMOHA CTUMYJIUPYIOT
AIUTENNAIBHBIE KIETKH IIUTOBUIHOM JKENE3bl, YTO IPUBOAUT K TUIIEPTUPEO3Y .

PEAKIIMU I'NMITEPYYBCTBUTEJIBHOCTHU THUIIA 111

Peakiuu runepuyscrButensHocTy THNa 1 (peakiyst HemeIeHHOM MOBBIIIEHHON
YYBCTBUTEJILHOCTH, 00YCIIOBIIEHHAs B3auMo/eiictBrueM IgG-aHnTuTen U pacTBOPUMBIM
HK30T€HHBIM aHTUT€HOM). Pa3BuTHE TakuX peakuuii 00yCIOBIEHO HAIMYMEM KOMITJIEKCOB
"aHTUT€H-aHTUTENO", 00Pa3yIOLIMXCS B pE3yJIbTaTe CBSA3bIBAHUS AHTUI€HA C aHTUTEIIOM B
KPOBEHOCHOM pYyciie (IUPKYJIUPYIOIIMe MMMYHHbIE KOMIUIEKCHI) WJIM BHE COCY/IOB Ha
MOBEPXHOCTU WJIM BHYTPHU KJIETOYHBIX (UM BHEKJIETOUHBIX) CTPYKTYp (MIMMYHHBIE
KOMIUIEKCHI 1N Situ, cM. puc. 6-3).

Puc. 6-3. Peaknus runepuyBcrButebHocTH 111 THNA, onocpenoBaHHASI HMMYHHBIMH
KOMILIEKCAMH.

[upkynupytronire uMmmyHHbIe KoMmIriekcsl (LK) BbI3bIBaIOT MoBpexk1eHUE MIPH MONATaHUU B
CTEHKY KPOBEHOCHBIX COCYJIOB UJIU B QMIIBTPYIOIIKE CTPYKTYpPhI (KITyOOUKOBBIN (GUIBTP B
noykax). MI3BecTHBI JiBa TUIIAa MMMYHOKOMIIJIEKCHBIX TOBPEXICHUH, KOTOPbIE (POPMUPYIOTCS
IIPU MOCTYIUIEHUH B OpTraHU3M IK30I'€HHOT'0 aHTUTeHa (4y>KepoAaHbIN OenoK, OakTepusi, BUPYC) U
npu 00pa30BaHUM AaHTHUTEN IPOTHB COOCTBEHHBIX aHTUTEHOB. 3a00sIeBaHUs, 00YCIOBICHHbBIE



HAJIMYMEM UMMYHHBIX KOMILIEKCOB, MOTYT OBITh T€HEPATM30BAHHBIMHU, €CITH STH KOMILIEKCHI
00pa3yroTcs B KPOBH U OCEAIOT BO MHOTHUX OPTaHaX, WU CBS3aHHBIMH C OT/ICTHbHBIMU
OopraHaMu, TAKUMH KaK IMOYKHU (TIIOMEPYJIOHEDPHUT), CyCTaBbI (APTPHUT) UITU MEJKHE
KPOBEHOCHBIEC COCYIBI KOXKH.

Kak TosbKO IMMYHHBIE KOMILIEKChI OCEAAI0T B TKAHIX, OHU HHULUUPYIOT OCTPYIO
BOCTIAJIUTENBHYIO peakiuio. B Ty a3y Habmoga0TCa KIMHUYECKHE TPOSBICHUS O0JIe3HN
(Jmxopaska, KpanMBHULA, apTPAIITUHU, YBEIUYCHHUE TUM(ATHUECKUX y3JI0B, IPOTCHHYPHUS).
Bcenen 3a ocaxxieHueM MMMYHHBIX KOMILIEKCOB IIPOUCXOIUT aKTUBALUS CUCTEMbI KOMILJIEMEHTA
¢ oOpa3zoBaHUEM €€ OMOJIOIMYECKH AKTUBHBIX KOMIIOHEHTOB. DarouTo3 KOMIUIEKCOB "aHTUT€H-
aHTUTENO" JTEUKOLIUTaMU MPUBOJUT K BEIOPOCY MM 00Pa30BaHUIO PA3IMYHBIX JOMOTHUTEIBHBIX
IIPOBOCIHAIIUTENIBHBIX BELECTB (ayTOKOUA0B), BKIIIOYAsl IPOCTArNIAHAMHBI, COCYI0PACIIUPSIOLIIE
OenKu ¥ XeMOTaKCHUeCKue BeecTBa. [IoBpexaeHne TKaHel OMoCcCpeIyeTcs: Takke CBOOOTHBIMU
pajuKasaMu KUciIopoa, NpoayLlupyeMbIMU aKTUBUPOBAaHHBIMU HelTpopuinamu. UMMyHHBIE
KOMIIJIEKCHI BBI3BIBAIOT arperamuio TPOMOOIMTOB U aKTUBAIHIO (pakTopa Xaremana, uTo
IPUBOJUT K YCHIJIEHUIO BOCHAIMTENILHOTO Ipoliecca 1 00pa3oBaHUI0 MUKPOTpoMOOB. B
pe3ysbTaTe pa3BUBAIOTCS BACKYJIHUT, TIIOMEPYIOHEPPUT, ApTPHUT U APYTHE OOJIC3HH.

B Mopdonoruueckoil kKapTuHe IMMYHOKOMILIEKCHOTO TIOBPEXKACHUS JOMUHUPYET OCTPBIN
HEKPOTH3UPYIOIMUI BacKynuT. Hampumep, mopakeHne KiryOOYKOB IMTOYEK COMPOBOXKIACTCS
TUIIEPKIETOYHOCTHIO (0OJIBIINM KOJMUYECTBOM KIIETOK) W3-3a HaOyXaHUs U nposindepanuu
SHJIOTEIHAIBHBIX U ME3aHTHAIBHBIX KJIETOK, a TaKXKe WHQWIbTpanueil HeUTpopunamMu u
MoHouuTtamu. [Ipy uMMyHO(III0OpECIEHTHONH MUKPOCKOIIMY UMMYHHbIE KOMIIEKChI BUIHBI B
BUJC 3CPHUCTBIX OTJIOKCHUH I/IMMyHOFJIO6YJII/IHOB M KOMILICMCHTA, a oA 3JICKTPOHHBIM
MHUKPOCKOIIOM - B BU/I€ 3JIEKTPOHHOIUIOTHBIX OTJI0KEHUH (JEO3UTOB) BAOJb KIIyOOUKOBOH
OazanbHON MeMOpaHsbl. Eciin 3a0051eBaHue BO3HUKAET 110CIIE OJJHOKPATHOIO KOHTAKTa C
MacCHBHOM /10301 aHTUTeHa, (HarpuMep, IPU OCTPOM IOCTCTPENTOKOKKOBOM
rJIoMepyJioHe(pUTE U OCTPOI CHIBOPOTOUHOM 00JI€3HU), BCE TTOBPEXKICHUSI UMEIOT TEHICHITUIO K
paspelnieHuto 6aaroaaps Karaboiau3My UMMYHHBIX KOMIIEKCOB.

CucreMHass UMMYHOKOMIUIEKCHAsI 00JI€3Hb

OpnHoli u3 €€ pa3HOBUJHOCTEH SBJISETCS OCTPasi CHIBOPOTOYHAS 00/1e3Hb, BO3HUKAIOLIAs B
pe3ynbTare NacCUBHOW MMMYHM3AIMH, BOSHUKAIOIIEH B Pe3yJbTaTe MHOIOKPAaTHOTO BBEACHUS
0O0JBIINX 703 UyKEPOJHON CHIBOPOTKH.

[TepBas ¢aza HauMHAETCs ¢ NONAAAHUS AHTUTEHA B KPOBb M 00pa30BaHUs aHTUTEI.
[Tpubnu3uTenbHO yepes3 S qHel mocie BBeIeHUs ChIBOPOTKH 00pa3yIoTCs aHTUTENA IPOTUB €€
KOMITOHEHTOB, KOTOpPBIE, €Ille HaX0/IACh B KPOBOTOKE, 00pa3yr0T KOMIUIEKCHl aHTUTEH -
anTuTeno. Bo Bropyto a3y 3T KOMIUIEKCHI OCEAIOT B pa3IMYHBIX TKaHAX. JlanpHelliee
TedyeHue 0OJIe3HU ONPEAETAIOT /1Ba (pakTopa: pa3Mepbl UMMYHHBIX KOMIUIEKCOB M COCTOSIHHE
CUCTEMBbI MOHOHYKJI€apHBIX parorutoB (CM®). [Ipu 3HaunTEeIHHOM U30BITKE AHTUTEN
00pa3yIoTCsl OYeHb KPYITHbIE KOMILIEKCHI, KOTOPBIE OBICTPO YAAISIOTCS U3 KPOBOTOKA KIIETKAMH
CM® u otHOCHTENBHO Oe3BpeHbl. Hanbonee maToreHHbI KOMIUIEKCHI MEJIKUX U CPETHUX
pa3mMepoB, KOTOpbIe 00pa3yroTcs PpU HE3HAUYUTETbHOM H30bITKE aHTUTEN U J0JIT0€ BpeMs
ocTaroTcs B KpoBoToke. B cBs3u ¢ Tem, uto CM® u B Hopme punbTpyet LIUK, e€ neperpyska
WK AUCHYHKIMS YBEIMYMBAIOT BO3MOXKHOCTh EPCUCTEHIIMH UMMYHHBIX KOMITJIEKCOB B
KPOBOTOKE U X OCaXJCHHUE B TKAHSX.

XpOHI/ILICCKaH CBIBOPOTOYHAA 00JIe3Hb



Coneprkanne pasaena "XpoHUUYECKast CBIBOPOTOYHAsS O0JIE3HB" CMOTPHUTE B KHUTE.
Peakuus Aptroca

MecTHast HIMMYHOKOMILIIEKCHAs! 60J1€3Hb (peakuus ApTioca) BhIpakaeTcs B IOKATbHOM HEKPO3e
TKaHU, BO3HUKAIOIIEM BCJIEJICTBUE OCTPOTO MMMYHOKOMIUIEKCHOTO BACKYJIUTA.

DTOT IpoLEecC MOKHO BbI3BAaTh B AKCIIEPUMEHTE IYyTEM BHYTPUKOXKHOTO BBEJICHUS AaHTUI€HA
MMMYHHOMY )KMBOTHOMY, KOTOPO€ YK€ UMEET UUPKYJIHUPYIOIIHNE AaHTUTEIA IPOTUB AHTUT€HA.
W3-3a n30bITKa aHTUTE MIPU TMOMAJAaHUK aHTUT€HA B CTEHKY COCYJIOB 00pa3yloTcs KpyIHbIE
MMMYHHbIE KOMIUIEKCHI, KOTOPbIE BBI3bIBAIOT BOCHIAIIMTEIBHYIO peakluto. Peakuusa ApTioca
pa3BUBAETCs B TEUCHHUE HECKOJIBKUX YacOB U JOCTUTaeT nuka yepes 4-10 4 nocie uHbeKIuu,
KOT/Ia MOSIBJISIETCS 30HA BUAUMOTO OTEKA C KPOBOMZNUSHUSMU. [Ipyn MMMyHO(II0OpECIIEHTHOM
OKpAaIllMBaHUU yJAETCS BBIABUTH KOMILIEMEHT, UMMYHOTJIOOYIHHBI M PUOPHUHOTEH, OCAKIEHHBIE
B CTEHKax cOCyAO0B. [Ipy CBETOONTHYECKOM MCCIIEAOBAHIH OMHUCHIBAIOT (PUOPUHOMIHBII HEKPO3
cocy10B. Pa3pbIB cOCy10B IPUBOAMT K Pa3BUTHIO MECTHBIX KPOBOM3IUSHUMN, HO Yalle
HaOJr01aeTcst TPOMO03, CIIOCOOCTBYIOMIMNA PA3BUTHIO MECTHBIX UIIEMHYECKUX MOBPEKICHHIA.

PEAKIIUU T'NIIEPYYBCTBUTEJIbBHOCTHU THUIIA IV

Peakuuu runepuyBctBuTenbHOCTH THHA [V (3aMeasIeHHOr0 THIA) pa3BUBAIOTCS C y4aCTUEM
cnenupuiIecky CeHCUOMIM3npoBaHHbIX T-1uMdpounToB. Paznuuaror kiaccuueckue
3aMe]iIeHHble peakuuu runepuayscrButenbHoctd (I'3T), Bei3biBaeMble Ti-Xenmnepamu, v NpsMyro
KJIETOYHYIO IIMTOTOKCHYHOCTD, onocpenoBannyo CD8" T-kinerkamu (puc. 6-4). D10 0CHOBHOM
TUI IMMYHHOTO OTBETa Ha PAa3JINYHbIC BHYTPUKIETOYHBIE MUKPOOHNOIOTHUECKUE areHTHI,
0COOCHHO MUKOOaKTepuu TyOepKy€3a, a Takke Ha MHOTHE BUPYCBHI, TPUOBI, IPOCTEHIINE U
napasuThl. Jpyrum sipkuM NpuMepoM SIBISIETCS peaKLusi OTTOPKEHUS - TPAHCIIJIAHTAT [IPOTUB
XO3s5IMHa.

Puc. 6-4. Kiierouno-onocpeaoBaHHas peakumsi runepuyyBcTBUTeabHOCTH IV THHA.
['MnepuyBCTBUTENBHOCTD 3aMEAJIEHHOTO THIIA

['unepuyBcTBUTENBHOCTH 3aMeanieHHoro tuna (I'3T) cknaapiBaeTcs U3 HECKOJIbKUX 3TAIOB!

1 - mepBUYHBIN KOHTAKT C aHTUT€HOM OOecleuynBaeT HaKomieHue crneunduyeckux T1-Xeanepos;
2 - TIpH TOBTOPHOM BBEJICHHH TOTO )K€ aHTUT'€HA TIPOMCXOIUT €r0 3aXBaT PErHOHATLHBIMHU
Makpogaramu, KOTOpbI€ BBICTYIIAIOT B POJIM aHTUT€H-TIPE/ICTaBISIONUX KIETOK, BBIBOIS

(dbparMeHThl aHTUTEHA Ha CBOIO TTOBEPXHOCTD;

3 - anTUreH-crnenuduueckue Ti-Xenmnepsl B3aUMOACHCTBYIOT C aHTUT€HOM Ha MOBEPXHOCTH
Makpo(aroB ¥ CEKPETUPYIOT Psii HUTOKHHOB;

4 - cexpeTupyeMble IMTOKUHBI 00ecrneunBaoT (HOpMUPOBaHHE BOCIAIUTEIHLHONW peaKIii,
COITPOBO’KIAIOIIEHCS] HAKOTUIEHHEM MOHOIIMTOB/MaKkpodaros, MpOAYKThl KOTOPBIX Pa3pylIalOT
OJIM3JIEKaIe KIETKH XO3sMHa.

Buonornyeckas pons ['3T Beipaxkaercs, Mpexae BCEro, B 3alIUTE OT YCTOWYMBBIX HH(PEKIUH 1
MHKPOOOB, CIIOCOOHBIX Pa3MHOKATHCSI BHYTpH (aroiaunzocom makpodaros. [Ipumepom I'3T
CIIy>KUT peaKkiysl Ha BHYTPUKOKHO BBEAEHHBIN TYOEPKYJIUH - KOMIIOHEHT U3 CTEHOK
MHUKOOAKTEpUH TYOepKyJ€3a. Y CeHCHOMIM3UPOBAHHOTO MalueHTa yepe3 8-12 4 Bo3HUKaeT



MMOKpPAaCHEHHWE W YIUIOTHEHNUE B MECTE BBEJICHHMS, a MK PEaKIUM HAacTymnaeT yepes 24-72 4. Y
CHJIBHO CEHCUOMIIN3UPOBAHHBIX OOJIBHBIX B 30HE MHBEKLUHU pa3BuBaeTcs Hekpo3. [ 3T
XapaKTepU3yeTCsl HAKOIIJICHHEM MOHOHYKJICAPHBIX KJIETOK B IMOAKOKHOM TKaHU U JepMe,
IIPEUMYIIECTBEHHO BOKPYT MEJIKUX BEH U BEHYJI, C 00pa30BaHUEM XapaKTEPHBIX
MEPUBACKYJISIPHBIX MAHKETOK. Y BEJIMUYEHHE COCYAUCTOM MPOHUIIAEMOCTH CBS3aHO C
00pa30oBaHUEM I1OP MEXAY IHI0TENINATbHBIMU KJIETKaMU. BpIxo1 O€IKOB IU1a3Mbl 32 IIPEIEibl
COCYAMCTOTO pycClia yBEJIMYUBAET OTEK JEPMbI U COMPOBOKIACTCS oceianneM (pubpuHa B
UHTEepCTUIMHU. B yyacTkax moBpexaeHus npeodianaror CD4" T-kinerkw.

[Ipu nmepcucteHMN aHTUreHa Makpodaru TpaHCHOPMUPYIOTCS B SITUTEITHOUIHBIE KIETKH,
OKpY>KEHHBIE BAJIOM U3 TUM(OIHTOB, - popMupyeTcs rpanyinéma. Takoe Bocnanenue
XapaKTEepHO ISl TUIIEPYYBCTBUTEIBHOCTH TUMA [V 1 Ha3pIBaeTCs TpaHyIeMaTO3HBIM.

[Ipu IUTOTOKCHYHOCTH, onocpeaoBanHol T-mumoruramu (CD8'-kieTku), peakiust
HalpaBJieHa IPOTUB aHTUT'€HOB THCTOCOBMECTUMOCTH, (PUKCUPOBAHHBIX HAa MOBEPXHOCTU
KJIETOK, U UTPAET BAXKHYIO POJIb B OTTOPKEHUU TpaHCILIaHTaTa. Takas peakuus y4acTByeT U B
3alIMTe OT BUPYCHBIX UH(EKIMHA. B ki1eTkax, opakéHHBIX BUPYCOM, BUPYCHbIE NENTH/IbI
cBsa3bIBatoTCA ¢ Mojiekynamu HLA knacca [ v B BUie KOMIUIEKCOB TPaHCIIOPTUPYIOTCS K
IIOBEPXHOCTH KJIETKU. DTOT KOMIUIEKC pacno3HaroT nurotrokcuyeckue CD8" T-kietku. Jusuce
3apaX€HHBIX KJIETOK 3aBEPILAETCS /10 PEIIMKAllU BUPYCa, YTO IPUBOJUT K €r0 YHUUTOKEHHUIO.
[TosararoT, YTO MHOTHE OITyXOJIEBBIE AHTUIE€HBI ITPEICTABIICHBI HA IIOBEPXHOCTH KJIETOK, a
UTOTOKCHYECKHE T-TUMQOIUTHI YIaCTBYIOT B TPOTHBOOITYX0JIEBOM HUMMYHHUTETE.

OTtTOp:KEHNE TPAHCIIJIAHTATA

Peakmus OTTOPKCHUSA TPpaHCIJIaHTAaTa CBA3aHa C PaClIO3HABAHUCM XO3IMHOM HepecameHHoﬁ
TKaHH KaK HY)KCPOHHOﬁ. OTBETCTBEHHEI 3a TAKOE OTTOPKCHUC aHTUT CHBI HLA. OTTOp)I(eHI/Ie
TpaHCIIJIaHTAaTa - CIIOKHBIN mponecc, BO BpeMA KOTOPOTO UMEIOT 3HAYCHUEC KaK KJICTOYHBIN
HUMMYHUTCT, TaK 1 TUPKYJIIMPYIOIIUC aHTUTCIIA.

Nuuuuanms peakuuii, onocpeoBaHHbIX [ -TUM(OUMTAMM, IPOUCXOIUT IPU KOHTAKTE
auMdonuToB perunuenTa ¢ antureHaMmu HLA nonopa. Ilonararot, 4ro Hanbosee BaXXHbBIMU
MMMYHOT€HAMH SBJISIOTCS JEHAPUTHYECKHUE KIIETKU JOHOPCKUX OpraHoB. T-KJIEeTKH X0351Ha
BCTPEUAIOTCS C ICHAPUTUYECKUMU KIETKaMH B IIEPECAKEHHOM OPraHe, a 3aTEM MUTPUPYIOT B
pervonapusle umparryeckue y3ibl. [pemmectsenankr CD8™ HUTOTOKCHYECKHX JTUM(OIUTOB,
oOnanaromue perenropamu k kinaccy | HLA-anTurenos, nuddepenunpyrorcs B 3penbie
UTOTOKCHYECKHE TUM(DOIUTHI, IM3UPYIOIINE NIepecakeHHYI0 TKkaHb. Kpome cnenuduyeckux
IIUTOTOKCUYECKHUX JIUMPOIUTOB, 00pasyrorcs CD4*-1uMponuThl, KOTOPHIE HTPAOT
UCKJIIOYMTENIbHO BaKHYIO POJIb B OTTOPKEHUU TpaHciutantata. Kak u npu I'3T,
aktuBUpoBaHHble CD4"-KJIETKU BBIIEISIOT IIMTOKAHBI, BHI3BIBAIOIIUE MOBBILIEHUE COCYAUCTOM
MIPOHUIIAEMOCTH U MECTHOE CKOIIJICHUE MOHOHYKJICAPHBIX KIETOK (JIMM(OIMTOB i MaKpodaros).
Cuwnratot, uto ['3T, npossistomascs NOBpeKIEHUEM MUKPOCOCY10B, UILIEMUEH U 1€CTPYKLIUEH
TKaHEeH, SBJseTCs HanboJee BaXKHBIM MEXaHU3MOM OTTOPKEHHS TPaHCIUIaHTaTa.

Peakuun, 06yCJ’IOBJ’IeHHBIe AHTUTEJIAMHU, MOT'YT IIPOTEKATh B IBYX BapHaHTax.

» CBepxocTpoe OTTOPKEHHUE Pa3BUBAETCS TOT1A, KOT/Ia B KPOBH PELUITUEHTA €CTh aHTUTENA
IIPOTHUB JOHOpA. Takue aHTUTeIa BCTPEYAOTCS, HAIIPUMED, Y PELIUIIMEHTOB, Y KOTOPBIX YXKE
OBLIIO OTTOpPKEHUE MOYEUHOT0 TpaHCIuTanTara. [IpeamecTByromue nepenuBanus kposu ot HLA-
HEHJIEHTU(ULIMPOBAHHBIX JOHOPOB TaKKe MOTYT IMPUBECTH K CEHCUOMIIN3AIINH, TaK KaK



TPOMOOIIUTHI M JIEUKOUTH 0co0eHHO O6oraThl HLA-anTturenamu. B Takux ciydasx oTTOp)KeHHE
Pa3BHUBACTCA HCMCAJICHHO IMOCJIC TPAHCIJIAHTAIIUU, TAK KaK HUPKYJIIMPYIOIIUC aHTUTCIIA
00pa3yroT UMMYHHBIE KOMILJIEKCBI, OCEJAIOIIE B SHIOTEINHN COCYJIOB MEPECaKEHHOT'0 OpraHa.
3areM mpPOUCXOIUT (PUKCAIUS KOMIUIEMEHTA M Pa3BUBACTCS Peakius Aprroca.

* ¥V peuunueHToB, KOTOPbIe HE OBUTH MPEIBAPUTEIIEHO CCHCUOMITH3UPOBAHBI K AaHTUTCHAM
TpaHCIUIaHTaTa, SKkcno3utus JoHopckux HLA-anturenoB kiaccoB I u I MokeT BbI3bIBAThH
oOpa3oBaHHNe aHTUTEN. AHTUTENA, 00pPa30BaAHHBIC PEIUITMCHTAMH, BBI3BIBAIOT MIOBPEXKICHUE
TKaHU TIOCPEJICTBOM HECKOJIBKHX MEXaHU3MOB: KOMILIEMEHT-3aBUCUMOM IIUTOTOKCHYHOCTH,
AHTHUTENI0-3aBUCUMOT0, 00YCIIOBICHHOTO KJICTKAMU IIUTOJIM3a U OTJIOKECHUS KOMIUICKCOB
"aHTUreH-aHTUTeN0". MI3HaYaIbHOM MUIIIEHBIO JUISl TUX aHTUTEN CIIYKAT COCY/IbI
TpancmianTara. [loatomy (heHOMEH aHTUTEN0-3aBUCUMOTO OTTOPKCHHS B IIOYKE
TUCTOJIOTMYECKH IPEJICTABIICH BaCKYJIUTOM.

I/IMMYHOJIOFI/I‘ICCKaH TOJCPAHTHOCTD. B ocnose 3aI0UTEI OpraHru3Ma OT arpe€CCuu CO CTOPOHBI
COOCTBEHHOI I/IMMYHHOI71 CHUCTCMBI JIC)KUT UMMYHOJOT'MYCCKAaA TOJICPAHTHOCTD - COCTOAHUEC, ITPH
KOTOpOM HMMYHHbIﬁ OTBCT Ha CHGLII/I(l)I/I‘leCKI/Iﬁ AHTUI'CH HC Pa3BUBACTCs, U KOTOPOC CIIC B
3M6pI/IOHaJII)HOM NeprUoAC MO3BOJIACT NPOU3SBCCTH HETATUBHYIO CCIICKIMIO - SJIMMUHUPOBATD UJIN
MNOoAaBUTh ACATCIIbHOCTD IIOTCHUUAIBHO ayTOPCAKTUBHBIX KIIOHOB, HCCYIIIUX Ha cBocH
MMOBEPXHOCTHU AYyTOAHTHUICHHBIC JCTCPMUHAHTHI.

AYTOUMMYHHBIE BOJIE3HHU

Hapymenuss “MMyHOJIOTHYECKOM TOJIEPAaHTHOCTH NMPUBOJAT K CBO€OOpa3HOM
MMMYHOJIOTHUECKOM peakiuu Ha COOCTBEHHbIE aHTUI€Hbl OPraHu3Ma - ay TOUMMYHHOM arpeccun
1 GOPMHUPOBAHUIO COCTOSHUS AyTOMMMYHUTETa. B HOpMe ayToaHTHTENa MOTYT OBITh HaiiIeHBI B
CBIBOPOTKE KPOBH MJIM TKAHSAX Y MHOTHX 3/I0OPOBBIX JItOJIEH, 0COOEHHO B CTapIlel BO3paCTHOMN
rpynmne. OTH aHTuTeNNa 00pa3yroTcs MOCie MOBPEKICHHS TKaHU U UTPaAIOT (PU3HOIOTHUECKYIO
poJIb B yaneHuu e€ octaTkoB. KpoMe Toro, HopMalibHbI HMMYHHBIH OTBET HEOOXOAUM /ISt
pacro3HaBaHUsl COOCTBEHHBIX aHTUT'€HOB TMCTOCOBMECTUMOCTH.

PaznnyatoT Tpu OCHOBHBIX MpPU3HAKA AyTOMMMYHHBIX 3a00JI€BaHUI:
V Hajnu4ue ayTOMMMYHHOH peakllnuy;

V HaJIM4yue KIMHUYECKUX U SKCHICPUMCHTAJIbHBIX JAHHBIX O TOM, YTO TaKas pCaKIusa HE
BTOpHUYHA K ITOBPECKACHUIO TKAHU, a UMECT NEPBUIHOC MATOI'CHETUYCCKOC 3HAUCHUC,

V OTCYTCTBUE UHBIX ONpPEEIEHHBIX IPUUMH O0JIE3HU.

B 10 X)e BpEMs BCTPCUAKOTCA COCTOAHUSA, ITPU KOTOPBIX }IeﬁCTBHe AYTOAHTUTECJI HAITPABJICHO
POTHB COOCTBEHHOTO OpraHa WM TKaHH, B Pe3yJIbTaTe Pa3BUBACTCS MECTHOE MOBPEXKICHHUE
TkaHu. Hanpumep, npu tupeounute XamumMoTo (300 XammuMoTo) aHTUTEa a0COIIOTHO
creurUYHbI U HIUTOBUAHOM *kene3bl. [Ipu cucTeMHON KpacHOW BOJTYaHKE Pa3sHOOOpa3HbIE
AYTOAHTHUTECIIA pCArupyroT ¢ COCTAaBHBIMHU YaCTAMU AJCP PA3JIMIHBIX KJIICTOK, a IIpU CUHAPOME
['yamacuepa aHTHTENA IPOTUB Oa3aIbHOM MEeMOpaHbI TETKUX U MOYEK BBI3BIBAIOT MOBPEKICHUS
TOJIBKO B OTUX OpraHax. O‘IGBI/I}IHO, YTO ayTOMMMYHUTET MMOAPAa3yMEBACT MOTEPIO
ayTOTOJIEPAHTHOCTH.

IlyckoBble ctumy.bl. [Ipu popmMupoBaHur ayTOMMMYHHOTO CHHIPOMA M TPOIPECCUPOBAHUM B
JabHENIIEM ayTOUMMYHHOTO 3a00JI€BaHMsI CYIIECTBEHHYIO POJIb UTPAIOT HACIEICTBEHHAs
IPEIPACION0KEHHOCTh U TECHO CBSI3aHHBIE C TeHETUUYECKUMH (PAKTOPaMU HAPYIIEHUS



MMMYHOJIOTHYECKOM peakTUBHOCTH. Ha ¢oHe HaclieICTBeHHON MTPEAPACIIONOKEHHOCTH IS
MHIYKIIUH 8y TOUMMYHHOH arpeccHu JOJKHBI OBITh ITyCKOBBIE CTUMYJIbI, K HanOoJee BaKHBIM
U3 HUX MOHO, B YaCTHOCTH, OTHECTH:

V aKTUBAIMIO AyTOPEAKTUBHBIX | -THM(OIUTOB CyNIEpaHTUTCHAMU (KPYITHOMOJICKYJIIPHBIMHU
0EIKOBBIMU KOMIUIEKCAMH, COCTOSIIIUMH U3 aHTUT€HOB MUKPOOHOIO MPOUCXO0XKICHUS U
AQHTUT€HOB UH/IUBUIyyMa-HOCUTEJS);

V BBICBOOOXICHHE N3HAYAILHO CCKBECTPUPOBAHHBIX ayTOAHTUICHOB, YTO OCOOCHHO Ba)KHO Ha
MO3HHUX CTAIUSIX Ay TOMMMYHHOTO TIPOIECCa, IPUBOISA K PACIIPOCTPAHEHHIO WITH
nuBepcudukaimu (spreading) snurona;

V pa3BUTHE ayTOArPECCUM B PE3YJIbTATE IyCKOBOIO BIUSHHUS MUMUKPUPYIOIIUX J€TEPMUHAHT,
T.€. UHBIMH CJIOBaMH, MOJIEKYJIIPHON MUMHKPHH.

Ycaosus AJd HHAYKIMA QY TOUMMYHHOI'O 3a200/1eBaHus. I[JI?I WHAYKOWW ayTOUMMYHHOTI'O
33.6OJ'ICB3.HI/I$I, OCHOBY IIATOI'€HE3a KOTOPOI'0 COCTABJIAOT ,Z[e(l)eKTBI Y3HaBaHUs ayTOAHTUI'CHA
AKTUBHUPOBAHHBIMUA T-n B-KJICTKaMI/I, H€06XOIII/IMBI, KaK MUHHUMYM, YCTBIPEC YCJIIOBHA.

* Hannume y naanBuyymMoB u3 rpymnn pucka no HLA-reHotuny ayropeakTuBHbIX T- mim/u B-
KJIETOK, 00JIa1at011X MaTOr€HHBIM TOTEHLIUAJIOM.

 IIpucyrcTBHE ayTOAHTUIE€HA B KOJIMYECTBE, JOCTATOYHOM JUIs €TI0 IIPE3EHTALUN
ayTOpEaKTHBHBIM T-KJI€TKaM U 3aIycKa MOCIEIHUX B MPOLecchl MU HEepeHIIUPOBKU U
CO3pEBaHUs.

» Cekpenus TOMOJHUTEIbHBIX (BCIIOMOTATEIbHBIX ) CUTHAIOB, HEOOXOAUMBIX ISl akTUBaIMK T -
U B-knertok.

M YTpaTa PEryjIsiTOpHbIMU T'J'II/IM(i)OI_[I/ITaMI/I CIIOCOOHOCTHU KOHTPOJIMPOBATH MEXaHNU3M
AYTOUMMYHHOTO BOCIIAJICHUA U aCCOHHHPOBaHHOfI C BOCIAJICHHUEM JICCTPYKIUU TKaHEH.

MouJgexyasipaass MUMUKPHUsi. OCHOBHOM TPUTTEPHBIA MEXaHU3M ayTOMMMYHHOMN MaTOJIOTHH -
(eHOMEH MOJIEKYJIIPHON MUMHUKPHH, B OCHOBE KOTOPOT'O JISKUT aKTHBALIMs ayTOPEaKTUBHbIX T-
U B-kieTok nepekpécTHO-pearupyomyuMy SIUToNnaMu HHPEKIIMOHHOTO BO30Y IUTENS, -
peanu3yeTcs Ha CTauy UHIYKIUH IIPU PACIIO3HABAHUU U NPE3EHTALMU KaK KPUIITHYECKUX
(BHYTPHUMOJIEKYJIIPHBIX ) STUTOIIOB MUKPOOHON MPUPO/IbI, TAK U TKAHEBBIX ayTOAHUTOIOB, B
pe3yJbTare 4ero Mol Habmo1aeM popMupoBaHUE KAPTUHBI TOCTUH(PEKITUOHHOTO
ayTOMMMYHHOI'O CUH/IPOMA, @ B 1ajIbHEHIIIEM - pa3BUTHE U IPOrPECCUPOBAHNE Ay TOUMMYHHOTO
3a00J1eBaHNs, OTPAXKAIOIIMX HAPYIIEHUS] MEXaHU3MOB TOJIEPAHTHOCTH. B oTimuune ot craaun
WHAYKIHUH, CTaNs Pa3BUTHUS U MPOTPECCUPOBAHUS ayTOUMMYHHOTO 3a001eBaHusl 3aBUCUT OT T-
TUMQOIUTOB, a TOYHEE, OT KoonepaTUBHOTo 3¢ dekra T-kneTok, ormocpeyeMbIX Ha ypOBHE
HLA-cBsi3aHHOH Npe3eHTaluy aHTUTeHa U 00YCIIOBIMBAIOLINX MOSIBIEHHE BbICOKOAa(hGUHHBIX
ayTOaHTUTEI.

Kpurtepun ayronMmmyHHo# npupoasl 3a6o1eBanus. ChopMmynnpoBaHbl 6a30Bble KPUTEPHH,
oTpeeNsole ayTOMMMYHHYIO IpUpOTy 3a00seBaHuii. B umciio Takux KpuTepreB BOILIU:

V MOBBIIIEHHOE COJIPKaHNE IIUPKYIUPYIOIINX ayTOAHTUTEI HITH ayTOCEHCHOMIN3NPOBAHHBIX
T-nmumdoruToB;



V HalIn4re ¥ BO3MOKHOCTD BBIICIICHHUS ayTOAHTUI'€HA, BBI3BABIIECTO ay TOMMMYHHU3AIIHUIO;

V pa3BUTHE MOp(bOJ'IOFI/I‘IeCKI/IX HM3MEHEHUH M CHHTE3a aHTUTEN H/HUIIH CCHCI/I6I/IJ'II/I3I/Ip0BaHHI)IX K
COOCTBEHHBIM TKaHIM J'II/IM(i)OI_II/ITOB IIpu MOACIINPOBAHUN aYyTOMMMYHHOI'O 3a6OHeBaHI/IH;

V BO3MOXHOCTh IACCUBHOT'O NIEepCHOCA MATOJIOTHYCCKOI0 IMMpouecca ¢ IOMOIIBIO aYyTOAHTUTCIT
Ui aYTOCCHCI/I6I/IJII/I31/Ip0BaHHBIX HI/IM(bOI_[I/ITOB SKCIICPUMCHTAJIbHBIM KUBOTHBIM.

Knaccuduxanms. AyrouMMyHHbIE 00JI€3HH TOAPA3AEISIIOT HA CHCTEMHBIE
(opranonecrnenuduyecKue), TMCCEeMUHUPOBAHHbBIE B opraHocrenuduueckue. [Ipu atom
OYEBHJIHO, YTO NPH OpraHocnenn(GuIeckux (MOHOIMUTOIIHBIX) Ay TOUMMYHHBIX 3a00JI€BaHUAX
(ayTOMMMYHHBIE TUPEOUANUTHI, MUOKAPIUTHI, YBEUTHI U Jp.) T-KIETKH pearupyror Ha
oprasHocrnenupuuecKue aHTUT€HBI, a CIIEKTP (HOPMUPYEMBIX ayTOAHTUTEN 1OCTaTOYHO Y3KUii;
IIPU CUCTEMHBIX ayTOMMMYHHBIX 3a00neBanusax (CKB, peBMaTonaHbIi apTpUT U J1p.) - Ha
ayTOAHTUT€HBI IMPOKOH CIIEU(PUYHOCTH W/ UM HA UTUOTOIIBI AaHTUTEN (AHTUTCHHbIE
JeTePMHUHAHTHI B V-001acTH IMMYHOTTIOOYTHHOB). OCOOBIN MHTEPEC BHI3BIBAIOT MPUPOIHEIC
ayTOaHTHUTeNa, 00HApy)KMBaeMble B KPOBU KJIIMHUYECKHU 37J0POBBIX JIMIL[. Takue ayToaHTUTENa,
oOagaromue crenupUIHOCTHIO B BEChMa IMIMPOKUX MPENIeIax U 3a4acTyro He
PEaTM30BbIBAIOIINE CKPBITHIX TATOI'€HHBIX CBOMCTB, COXPAHSIIOT Ha ONPEIeIEHHOM IIPOMEKYTKE
BPEMEHHM CBOET0 poja "HeiTpanurer”, "yckoiab3ad" OT BHUMaHUS KIMHULIKACTA.

CUCTEMHBIE AYTOUMMYHHBIE 3ABOJIEBAHUSA

CucreMHble ayTOUMMYHHbIE 3a00J1€BaHus (cucTeMHast KpacHast BoadaHnka - CKB, cucremnas
CKJIEPOAECPMUS U JIP.) XapaKTePU3YIOTCS MOSBIECHUEM ayTOAHTUTEN K IIUPOKOMY KPYTY
AHTUTECHOB C HEOTPAaHUYCHHBIM JTNANIa30HOM CIEU(PUIHOCTEH, a8 UMEHHO, K BHYTPUKIICTOUYHBIM
(smepHBIM) ¥ MEMOpAaHHBIM O€JIKaM, a TaKXke OeJIkaM MUKPOOHOTO MPOUCXOXKaeHus. Tak,
natorenernueckoit ocHoBoit CKB siBrisieTcs cucTeMHOe OpaykeHne COeAMHUTEHHOM TKaHH, TJIe
B KaU€CTBE OCHOBHBIX ayToaHTUTreHoB BeicTynatoT JJHK, HykineonporenHsl, KOMIIOHEHTHI
[IUTOTUIa3MbI M IIUTOCKEJNIETA, a TAKXKE OT/IETbHBIE MUMUKPUPYIOTHE OCIIKH MUKPOOHOTO
npoucxoxaeHus. Muorue siaepHsle ayroanturensl npu CKB ciy:kat MuleHsMu kacras,
Y4acTBYIOUIMX B IIpOLIECCaxX anonTo3a.

OPTTAHOCIIEHN®PHUYECKHUE AYTOUMMYHHBIE 3ABOJIEBAHUSA

K opranocnenupuyeckum ayToUMMYHHBIM 3a00JIEBAHUSM, IPU KOTOPBIX IPOUCXOTUT
o0pa3oBaHUe ayTOAHTUTEI IPOTUB AHTUTCHOB, JIOKAJIM30BaHHBIX Ha KJIETOYHOH MOBEPXHOCTH,
OTHOCSTCSI, B YaCTHOCTH, Ay TOMUMMYHHBIE TUPEOUUTHI I MUOKAPUTHI, YBEUTHI, a

Taroke myasthenia gravis. AyToaHTUreHaMH TIPH OPraHOCIeH(PUIESCKIX ayTOMMMYHHBIX
3a00JIEBaHUAX SBJISIOTCS BHYTPUKIIETOUHBIE OCTIKU: IPU TUPOUJUTAX - TKAHU IIUTOBUIHOM
xKene3bl (TUpeorIoOyIMH U MEPOKCH/1a3a); PH MUOKAPUTAX - TKAHH CEPASUHON MBIIIIIBI
(KapIMOMMO3HH); IPU YBEUTAX - TKAHU YBEAPETUHAIBHOIO TPaKTa (S-aHTUT€H, POJOICUH U Ip.).

Myasthenia gravis (Tsxénas nceponapalnTuyeckasi MUaCTeHUs) - ayTOUMMYHHOE
3a0oJIeBaHNe, CONPOBOXKIAIOIIEECs HApyICHUEM Tiepeiadl HEPBHOTO UMITYJIbCa U MBIIIEYHON
cabocThio, 00YCIOBIEHO HAKOIUICHHEM ayTOAHTHTEI, B3aMMOICHCTBYIOMINX C
alleTUIXOJUHOBBIMU PELENTOPAMHU.

JUCCEMMUHHUPOBAHHBIE AYTOUMMYHHBIE 3ABOJIEBAHUA

HpI/I‘{HHOﬁ AUCCEMHUHUPOBAHHBIX aYTOUMMYHHBIX 3a00JIeBaHUM SBIISIOTCS HE opraHo-, a
TKaHeCHeHI/I(l)I/I‘-IeCKI/Ie AYTOAHTUI'CHBIL. K Takoi aYTOI/IMMYHHOfI IaToJIOTUM OTHOCHUTCA,



HaIpuMep, pacCesHHBIN CKJIEPO3, - NEMHEITHHU3HPYIOIIee 3a00JICBaHNE C BRIPAKCHHOU 1
pa3sHo0Opa3HOi HEBPOJIOTHUECKOW CUMIITOMATUKOM, 00yCIOBICHHOE ayTOMMMYHHBIM
MPOIIECCOM C YYaCTUEM ayTOPEaKTUBHBIX T-KIETOK M aHTHMHEIHMHOBBIX ayTOAHTUTEIL.

HMMMmyHOI0THY€ECKast TOJIEPAHTHOCTD - COCTOSIHUE, P KOTOPOM MMMYHHBIN OTBET Ha
crenupUIECKUii aHTUTECH He pa3BuBaeTcs. COCTOSIHUE TOJICPAHTHOCTH OOBSICHICTCS HATHIUEM
TPEX MEXaHU3MOB: KJIOHAJIHOM JIelelNH, KIIOHAJIbHOM aHepruu U nepudepruueckoil Cyrnpeccuu.

» KionanbHas aenenusi: OTCyTCTBYIOT camoperynupytomiue T- u B-numboruTs.

» KinonanbHas aneprusi: HaOIr01aeTCs MPOJIOHTUPOBAHHASA WIIM HeoOpaThMasi GyHKIIMOHAIbHAS
MHAKTUBALUA JIUM(OLUTOB, BbI3BaHHAsE KOHTAKTOM C AHTUT'€HOM.

* Ilepudepuueckas cynpeccust 00yciaoBieHa CylipeccOpHbIMU T-mumbonuTaMu.

KionanbHbIE Aeienus U aHeprys SBISIOTCS EPBUYHBIMU MEXaHHU3MaMH ayTOTOJICPAaHTHOCTH
(T.e. TOIEPAaHTHOCTH K aHTHUT€HaM COOCTBEHHOTO opranu3ma). OJJHaKoO CyIIeCTBYIOT U
JIONOJTHUTEIbHbIE MeXaHn3Mbl. Hanbonpmuii nHTEpec npeacTaBisioT cynpeccopHbie T-
muMdorutel. CynpeccopHbIe KIETKH MOTYT TOPMO3HUTH ayTOPEAaKTHBHOCTD, CEKPETUPYSI
IIUTOKHHBI, CHW)KAIOIINE HHTCHCUBHOCTh IMMYHHOT'O OTBETA.

B marorenes ayTouMMyHHM3alUH BOBJIEYEHbl IMMYHOJIOTUYECKHUE, TCHETUYECKUE U BUPYCHBIE
(dakTopbl, B3aUMOJICHCTBYIOIINE TOCPEACTBOM CIOKHBIX MEXaHU3MOB, KOTOPbIE IIOKA MaJjlo
U3BECTHBI.

CUHAPOMBI UMMYHHOI'O JE®PUIIUTA

NMMmyHOI0THY€ECKast HEJOCTaTOYHOCTh (MMMYHOJE(PUIUT) - TaTOJIOIMYECKOE COCTOSIHUE,
00ycIOBIeHHOE Je(PUIIUTOM KOMIIOHEHTOB, (PAKTOPOB WJIU 3B€HHEB HMMYHHOM CHCTEMBI C
HEN30€KHBIMU HapYIICHUSIMI HIMMYHHOTO Ha130pa W/WJIM UMMYHHOTO OTBETA Ha 9yKEPOIHBIH
aHTures. Bece uMMyHoaepUIIMTBI MOAPA3AENAIOT Ha HEpPBUYHbIE (IOYTH BCEria
JIeTePMUHUAPOBAHBI TEHETHYECKH ) U BTOPHYHBIE, CBSI3aHHBIE C OCIIO)KHEHUSIMH WH(QEKITMOHHBIX
3a00JeBaHN, HAPYLICHUAMHU MeTaboIn3Ma, TOOOUYHBIMU AP PEeKTaMU UMMYHOCYTIPECCHH,
00JTy4eHneM, XUMUOTEpaIuei Mpu OHKOJIOTHYECKUX 3a00ICBAHUSX.

HEPBUYHBIE UMMYHOAE®PUIINTHI

[TepBru4HbIE UMMYHOAE(DUIIUTHI - TE€TEPOT€HHAs! TPYIa BPOKIAEHHBIX, TEHETHUECKU
JI€TEPMUHUPOBAHHBIX 3a00J1€BaHUM, 00YCIOBIEHHBIX HAPYIIEHUAMU AUPPEPEHIUPOBKHU U
co3peBanus T- u B-numdornutos (puc. 6-5). [To nanasim BO3, cymmectByet 6onee

70 mepBUUHBIX IMMYHOIe(UITUTOB. HecMoTpst Ha TO, 4TO OOIBITUHCTBO HMMMYHOIE(DUITUTOB
BCTPEYAETCs IOBOJIBHO PEKO, HEKOTOphIE U3 HUX (Hampumep aeduuut IgA) nocraTogHo
pactpocTpanéH, 0coOeHHO y AeTeil. [lepBrudHbIe UMMYHOAEPHUITUTHI TOAPA3ACISIIOT Ha
KJIETOYHBIE, TYMOpPaJIbHbIE U KOMOWHUPOBAHHBIE.

Puc. 6-5. [lepBuuHble HMMYHOAE(PUIUTHI.

* IMMyHOJIE(HUIUTHI KJIIETOYHOTO NMPOUCXOXKICHUS (HEJOCTATOYHOCTD KJIETOYHOTO 3BEHA
MMMYHHTETA) MPOSIBISIIOTCS HApYyLIeHUsIMU Tponudepanuu, muddepeHuupoBKy U GyHKIHM T-
JTUM(OIUTOB M UHBIX KJIETOK HIMMYHHOM CUCTEMBI, @ TAKXKE COMPOBOXKIAIOTCS BTOPUYHBIM
HapylLIeHUeM cuHTe3a aHTUTeN. K Ki1eTouHbIM UMMYHOAe(pUIIUTaM OTHOCSITCS, HallpuMep,



TSKENBI KOMOMHUPOBAHHBIA UMMYHOIE(QHIINUT, HACIECTBEHHAS aTaKCUs-TeJICaHTUIKTa3Hs,
curapomsl u Jxopmxu u Buckorra-Onapuya, XxpoHUUecKast TpaHyJIOIUTapHast O0JIe3Hb,
HEI0CTATOYHOCTH TIIOK030-6-(ocharaerunporenassl, cuaapoms! Illeauaxa-Xuramm, Hopa,
"JIeHUBBIX" JICHKOLMTOB, HEAOCTATOYHOCTH aJIe¢3UU JICHKOIMTOB.,

* MMyHOE(UIUTEI TYMOPAIbHOTO MPOUCXOKICHUSI (HEAOCTATOYHOCTh T'YMOPaIbHOIO 3BEHA
UMMYHHTETA) BKIIOYAIOT H30JUPOBAHHBIC U COYETAHHBIE (OPMBI eUITUTA UMMYHOTIIO0YJINHOB
C HapylmeHusAMH nposudepanuu, 1updepeHIupoBky U GyHKINUNH B-1muMponuToB u
TYMOPAJILHOTO OTBETA B 1eJIoM. K ryMopanbHbIM UMMYHOIE(UITUTAM OTHOCATCS X -CIeTUICHHAS
araMMarioOyiauHemus (CHHAPOM bpyToHa), TpaH3UTOpHAS TMIIOraMMario0y IMHEMHUS,
CCJICKTHBHBIC ACPHUIMTHI Pa3HBIX KJIIACCOB HIMMYHOTJIO0YJINHOB, TUTICPUMMYHOTJIOOY THHEMHSI
(IgM), o6mmii BaprabenbHbIH UMMYHOIC(PHUITUT, 1e(UITUTH KOMITOHEHTOB KOMILJIEMEHTA 1
cucrembl HLA.

» KomOunupoBaHHble (HOpMbl UMMYHOIEPHUIMTOB (IEPBUYHOE ITOPAKEHNE BCEX 3BEHBEB
MMMYHMTETA) IPOTEKAIOT HauOoJiee TSHKENI0 U OTIIMYAOTCS BBICOKOM CMEPTHOCTBIO.

NUMMYHOIE®UIUTDHI KIETOYHOI'O NTPOUCXOXIEHUA
[TpunsTo pasnuyate UMMyHOAEPULIUTH! T-KJI€TOYHOTO U (HaroUTapHOIo 3BEHHEB HMMYHUTETA.
NmmyHonepuuThl T-KIETOYHOTO 3BEHA

Tak KaK TyMOpaJbHBII IMMYHHBIH OTBET 3aBUCHUT OT ()YHKIMU T-3B€Ha MMMYHHUTETA, -
KJIETOYHBIH HUMMYHOIe(UIIUT COITPOBOXKIAETCS HAPYLIEHUSIMHU B COCTaBE I'yMOPaJIbHOIO 3BEHA
MMMYHMTETA U BEAET B UTOre K KOMOMHUPOBAHHON HEIOCTATOYHOCTH BCEX 3BEHHEB
UMMYHOJIOTHUECKOM peakTUBHOCTU. IMMyHOAepULnTHI T-KI€TOYHOTO 3B€HA MPOSBISIIOTCA, B
OCHOBHOM, HapylIeHUsIMU nposndepanuu, tupdepeHInpoBKU U GyHKIMHA T-1MMPOLNTOB U B
OOJIBIIMHCTBE CITyYaeB COMPOBOXK/IAIOTCS BTOPUYHBIM HAPYIIEHUEM CHHTE3a aHTUTelN. T-
KJIETOYHBIE UMMYHOJE(PHUIIUTHI MOTYT OBITH CJIE/ICTBUEM I'€HETHUYECKUX AEPEKTOB TUMYyCa U/WIN
CTPYKTYPHOH apXUTEKTOHUKHU U pruznosnoruu T-nmuM¢ponnuToB, a Takke HaCIEICTBEHHOM
natosiorud HLA-cuctemsl. K ummynonedunmram T-k1eTO4HOTO 3B€HA OTHOCSITCS, HAITPUMED,
TSOKENBIH KOMOMHUPOBAHHBIA UMMYHOIE(UIINUT, HACIECTBEHHAS aTaKCUs-TeICaHTUIKTa3Hs,
cunapomsl Ju Ixopmxu u Buckorra-Onjpuda, XpoHUYecKas TpaHyJionuTapHasi 00Jie3Hb,
HEI0CTATOYHOCTH TIIOK030-6-(pocharaerunporenassl, cuaapoms! Illeauaxa-Xurarmm, Hopa,
"1eHnBbIX" JIEHKOIMTOB, HETOCTATOYHOCTH aAre€3UH JIEHKOIIMTOB.

* Tsxénbiii komOuHUpoBaHHbIM nMMyHoIeduuT (TKM /). Hanbonee riry6okuit nedpunut
KJIETOYHOT'0 3B€Ha UMMYyHUTeTa HaOmonaetcs y aereid ¢ TKU /I, mpu KoTopom yke B caMoM
paHHEM BO3pacTe BO3HHUKAIOT TSHKENbIE peluInBUpyomye nHpekunu. KiodeBsiM oTandnem
TKHW/I ot Apyrux UMMYyHOJAE(PHUIIUTOB ABISETCA KpaitHe noauMopdHas raMma HH(EKIINOHHBIX
BO30OyauTENEH, yaacTByrOMMX B pa3Butun TKW/[-accoruupoBaHHOI MaTONOTHH, U BEChMa
IMIMPOKUNA aCCOPTUMEHT KJIETOUHOM MMMYHOIIaTOJIOTHH, @ UMEHHO: KPOBb M JTUM(a O0IbHBIX
TKU/ cogep uUT 04eHb Majo TUMQPOLUTOB (MPH 3TOM (ParoiUTapHbId U UTOTOKCUYECKHIM
NOTEHIMAJIbl MMMYHOKOMIIETEHTHBIX KJIETOK CBEIEHBl K MUHUMYMY); TUMYC UMEET
SMOpPHOHANILHOE CTPOEHUE, MPUUEM CTBOJIOBBIE KJIETKU JIUMQPOII033a MOMPOCTY OTCYTCTBYIOT, U
TUMYC, €CTECTBEHHO, HE MPHOOPETAET MOJ0KEHHOTO €My CTaTyca 3pesioro JTMMQOUIHOTO
oprana. B 6onpmmncTBe cimydaeBs TKU L oOycnoBnen nedekrom X-ClETIEHHOTO TeHa,
KOJAMpYIOLIero y-1emnp peuentopa k MJI-2, u no sToif npudnHe CTBOIIOBBIE JIUM(POUTHBIE KIETKU
HE MOT'YT IOJIy4aTh CUTHAJIbI, HEOOXOAUMBIE /1JIs TToceayoueit nuddepeHupoBKy u



npeBpaiieHus B 3penbie T-mumborutel. B npyrux cinygasx TKU]] cBszan ¢ nedexramu B
PEIeCCUBHBIX T€HAX ayTOCOM (B OCHOBHOM, B IeHaX, KOAUPYIOMIHUX (PEPMEHTHI ITyPHHOBOTO
oOMeHa - aJIcHO3MH/Ie3aMUHA3Y U ypUHHYKIIe03u1(ochopriiassl).

* HacnencTBeHHas aTakCUsA-TEICAHTMIKTA3Hs IEPENAETCS KAK ayTOCOMHO-PELIECCUBHBIM
NPU3HAK, CB3aHHBIN C pa3pbIBAMU XPOMOCOM B 00JIACTH T'€HOB, KOAUPYIOMUX (QYHKIIMOHAIBEHO
Ba)KHBIC IPOAYKTHI SKCIIPECCUU CPa3y B JABYX MOMYJIALHUAX JIUM(OIUTOB - IPOAYKTHI CEMecTBa
T-kneTounbIx perentopoB B T-nmuMponuTax u TsHKENbIE EMH KIMMYHOTJI00YIMHOB - B B-
aumbonuTtax. Y gerei ¢ 3Toil GopMoil IMMYHOIIaTOJIOTUH B BO3pacTe MOJIyTOpa JIET
Pa3BUBAIOTCS TSKENBIC PEUANBUPYIOLTHE HHPEKINH, TIOSBIISIOTCS TBUTATEIIbHBIC
paccTpoicTBa, a K 6 ToJaM pa3BUBACTCS TEICAHTUIKTa3UsI KOHbIOHKTHUBBI U KOXKHU.

* Cunapom [u xopmxu, kak 1 TKU/I, cBsizan ¢ BpoKAEHHBIM HApYyIICHUEM PAa3BUTHUSI TUMYCA
B SMOpHOHaIBFHOM Tiepuojie. O6 0CHOBaX MaToreHe3a U3BECTHO JIUIIb TOJIBKO TO, U4TO K
BO3HHUKHOBEHHUIO CHHpPOMA MPUBOAUT COUCTAHHBIN Ae(PEKT pa3BUTHSI cpa3y IBYX OpraHOB
(TUMYyca ¥ apalMTOBUIHBIX JKeJE3), MPOUCXOAAIINX U3 TPETHEr0 U YETBEPTOTO TIIOTOYHBIX
KapMaHOB.

* Cunapom Buckorra-Ongpuua - CHEIUIEHHBIH ¢ X-XpOMOCOMONW UMMYHOIEHUIUT Y
MaJIbYUKOB, XapaKTEPU3YIOIIUNCS YHUKAITBHBIM T-KIIETOUHBIM JEe(EKTOM - HApYIICHUSIMH
nuTockenera T-1uMQpOLUTOB - U COUCTAaHHBIMU aHOMAIUAMHU B-KkieTouHoN (QyHKIUH -
BBIPXCHHBIMHU JUCIIPOTIOPIHSIME B COCTABE CHIBOPOTOYHBIX HMMYHOTIIO0YTHHOB.

Knerounsie *MMYHOIE(HUIIUTE MOTYT OBITH TAKXKE CIEICTBHEM (YHKIIMOHATLHOU
HEI0CTaTOYHOCTH (parouuTapHON CUCTEMBbI /UM MEXAaHU3MOB IIUTOTOKCUYHOCTH C
IIOBBIIIEHHON YyBCTBUTEIBHOCTBIO K THOEPOJHBIM MUKPOOPTaHU3MaM U BUPYCHOW HIIN
OILyXOJIEBOW MHBA3HSM.

NmmyHOIEPUIUTHI (haroluTapHOTO 3BEHA

Hapymenus garonurapHoil akTHBHOCTH, UMEIOIIIME TUIEHOTPOIHYIO IPUPOY, BEAYT, KaK
IPaBUJIO, K PA3BUTHIO THKENBIX OaKTepUaNbHbIX HH(PEKIMH, 100 UMEHHO (parouThl
00€ecTeunBarOT NEPBYIO JTMHHUIO 3aIIUTHI - "0acTHOH" HecTIeMPUISCKUX MEXAHIU3MOB
ummyHuTeta. K Hanbonee pacnpocTpaHeHHbIM (hopMaM MaTOJIOTMU (HaroruTo3a OTHOCATCS:

V XpOoHHYecKas IpaHyJIoLuTapHas 00Je3Hb, 00YCIOBICHHAs PECIUPATOPHBIM B3PHIBOM B
HelTpodumiax U Mmakpodarax;

V HEIOCTATOYHOCTH rmo1<030-6-Q)oc@aTz[eer[poreHa:;H, HMeroIasa CXOAHBIC C MMPEAbIAYIIUM
3a00JIEBAHUEM 3BCHBS IaTOrcHesa,

V cunapomsl lennaka-Xuramm u MoBa, maToreHe3 KOTOpbIX HEU3BECTEH;

V CHHAPOM "JIEHUBBIX" JEHKOLUTOB, B OCHOBE KOTOPOTO - HAPYIIEHUS XEMOTaKCUCa
JEUKOILUTOB, COMPOBOXKAAOLINECS TSDKEIBIMU U PELUANBUPYIOIIMMH OaKTepHaIbHBIMU
UHEeKIHUIMHU;

V CHHAPOM HEAOCTATOYHOCTHU aAre3un HeﬁKOHHTOB, 0COOEHHOCTBIO KOTOPOro ABJISICTCA
OTCYTCTBUC Ha (baFOI_II/ITaX MeM6paHHBIX OCJIKOB HUHTCTPHUHOB, B CBA3U C UCM (I)al“OI_II/ITLI HC
MOT'YT y4aCTBOBATh B JIOKAJIU3aIllMKW O4Yara BHCAPCHUA I/IHCbeKHI/IOHHOFO B036y,Z[I/ITeJ'I$[ Hu, TEM
CaMbIM, B COIIPOTHUBJICHUU PA3BUTUIO THOMHO-BOCHAJIMTEIIFHOTO rnpomnecca.



I/IMMYHOI[G(I)I/IL[I/ITLI B COCTaB€ MCXaHU3MOB HUTOTOKCHYHOCTHU

B Hacrosiee Bpems KiacCUpHUKAIHS STHX GOPM UMMYHOIS(DUITUTOB HAXOJUTCS B CTATUH
pa3paboTKHu.

NUMMYHOIE®UIUTHI I'YMOPAJIBHOI'O IPOUCXOXKIEHUA

Jeduut nMMyHOTIIO0OYJTMHOB M aHTUTEII caM 110 ce0e, B M30JIMPOBAHHOM BapHaHTE, B OTINYNC
oT T-KJIeTOYHOM HETOCTATOYHOCTH, HUKOT/Ia HE IPUBOJIUT K (POPMHUPOBAHHUIO TIOPOKOB
pasButus. [IpogomKUTENBHOCTD )KU3HH NALMEHTOB ¢ B-KJIIETOUYHON HETOCTATOYHOCTHIO
JIOCTAaTOYHO BEJIMKA, TPHUEM (B OTJIMUKE OT T-KJIETOYHOM HEIOCTATOYHOCTH) OOJIBHBIC C
TYMOPAJTbHBIM UMMYHOIE(UITUTAME HE MTOABEPKCHBI MHPEKIINSIM O OKOHYAHUS TIEPBOTO Toa
JKU3HU, T.€. 10 T€X MOp, NOKA YPOBEHb NPEACYIIECTBYIOIIUX MATEPUHCKUX aHTUTEN HE
OIYCTUTCS HUKE 3AIUTHOTO.

» X-cuerieHHas aramMarioOyinHemMus (CuHApoM bpyToHa) conmpoBoxkaaeTcs (BCIeACTBUE
BbIpaXeHHOTO JeduiuTa B-ki1eTok) BpoxKAEHHBIM OTCYTCTBUEM CIIOCOOHOCTH K CUHTE3Y
anTuTel. B mMQonHON TKaHN OTCYTCTBYIOT HE TOJIBKO aHTUTEI000pa3yIoNIne KISTKH, HO U
aumbounHbie HoTUKyIbl. BMecTe ¢ TeM KOCTHBII MO3T y OOJBHBIX ¢ cuHApoMoM bpyToHa
COJIEPXKUT HOPMAJIbHOE YHMCIIO B-KileToK-TIpeAmecTBeHHUI] TemMoriod3a. OcHOBOM nmaTorexnesa X-
CIICTUICHHOH araMMaryio0y TMHEMHH SBJIICTCS MyTalus reHa Tupo3uHkuHassl (btk), redexTo
KOTOPOTO MPUBOJIAT K HAPYIICHUIO paHHETo dTana auddepeHunpoBku B-kineTok.

* TpaH3uTOpHAs rMIIOraMMarioOyIMHeMus. Y HEKOTOPBIX JeTe MOXKET HabI0AaThCs TOJIBKO
BpEeMEeHHasl 3a/IepyKKa HOpMaJIbHOTro cuHTe3a IgG - TpaH3UTOpHAS THIIOTaMMario0yInHEMHUS,
MEXAaHU3M KOTOPOH HEU3BECTEH.

» CenextuBHbIi nepuuut cyoknaccos IgG. O cenektuBHoM neduuute cyoknaccoB IgG rosopsr
B CJIy4ae, €CJIM ChIBOPOTOYHBIE TUTPHI TOJIBKO Ig(G 3HAYMTENbHO CHUKEHBI IO CPABHEHMIO C
BO3PACTHON HOPMOH. Y HEKOTOPBIX OOJIBHBIX CENEKTUBHBIN AeduuT cyOkiaaccoB IgG He
MPOSIBIISIETCS, YTO MOXKET OBITH CBA3aHO C KOMIIEHCATOPHBIM YCHIIEHUEM BbIPAaOOTKH aHTUTEIL,
OTHOCSIIMXCS K APYTHM cyOKiaccam, T.€. MeXaHU3Mbl KOMIICHCAIIUH B CITy4ae CEJICKTUBHBIX
nepuIuTOB CyOKIaccoB BechbMa 3()(PEKTUBHBI.

* CenektuBHbIN Aepuuut IgA - Hanbosnee yacTo BeTpeyaromascs (opMa ryMopagbHOTO
UMMYHOJIE(UIINTA - TO OTCYTCTBHE WIIM PE3KOE CHUYKEHHE CBIBOPOTOUYHOTO ypoBHs IgA, T.H.
CEEeKTUBHBIN I[C(l)I/IHI/IT IgA, TCYCHHUE KOTOPOTO BO MHOTHX CJIydasaX SABJIACTCA 0EeCCUMIITOMHBIM.

* CenekTUBHBIN 1e(PUINUT aHTUT€H-CIELM(PUUECKUX aHTUTE BCTPEYAETCS, B OCHOBHOM, y JIeTel
JIOILKOJIBHOT'O BO3PACTa, OAHAKO, CIIBUTY TAKOT'0 POJA IIPUBOIAT K 3a1€PKKE CO3PEBAHUS
TYMOPAJIbHOTO 3B€HA B IIEJIOM.

* UmmyHoneduuut ¢ runeprnpoaykuueii IgM HaGmronaercs, B OCHOBHOM, Y MaJTbYUKOB U
KJIMHUYECKH MPOSBISAETCS TSHKENBIMU PELUIUBUPYIOIUMHI OaKTepUATbHBIMU HHPEKIUSIMU - B
KPOBH oTpeiensercs 1e(UIMT OCHOBHBIX KJIACCOB MMMYHOITIOOYJIMHOB B COUETAaHUU C
noBbIIEHHBIM ypoBHeM IgM. [Ipu nannoit popme nedpunura B B-kinerkax He MPOUCXOAUT
IPOTPaMMHOTO MEPeKIIoYeHus ¢ cuHTe3a I[gM Ha obpazoBanue IgG, IgA u IgE, uto 06br4HO
uMeeT MecTo npu B-kneTounoit auddepeHmpoBke.

* Onucansbl U Apyrue GopMbl TUCraMMarioOyIuHEMUM, IPH KOTOPBIX BbIPA0aThIBAIOTCS
aHTHTENa, BOOOIIE JTUIIEHHBIE CIICIU(PHUYHOCTH.



» OOmuit BapuabenbHbii nMmyHoaehunut (OBU/T) - camas Tsxénas dopma
KOMOMHHPOBAHHOTO TYMOPaIbHOTO0 UMMYHOIe(UITUTA - B-KIIeTOUHOM HETOCTaATOUHOCTH,
accoruupoBaHHoi ¢ nedektom T-kimerounon Gpyukuu. Takum oo6pazom, OBU/J] - rpymima
CHHJIPOMOB C HapylleHueM QyHKuui kak B-, Tak u T-mum¢pounTos, HO

MAaTOTHOMOHUYHBIM CUMIITOMOM SBJII€TCS A€(PEKT ryMOpPaJIbHOTO 3B€Ha UMMYHHTETA, a
UMEHHO, - T€HEPATN30BaHHBIC THIIOTAMMATIO0YTUHEMHUS WM araMMariooynuaemus. TepMuH
"BapnalenbHBINA" 03HAaYaeT, YTO 3a00JIeBaHNE MOXKET MaHU(ECTUPOBATh B Pa3HOM BO3paCTe, PU
9TOM CTETICHb BBIPAXKEHHOCTH U THII TUTIOTaMMAario0yJIMHEMUN WHAUBUIYATbHBI [T KAXKIOTO
nanuenTta. Y 6onpiuHcTBa 007bHBIX ¢ OBU ] B-kiteTku, Oyayun HE3peabIMU U HE UMEIOIIIMMH
CTPYKTYPHBIX Je(EKTOB, POCTO HE MOIYIAFOT HEOOXOIUMBIX JJIsSi AKTUBAIMU CUTHAJIOB OT T-
KJIETOK.

JlepunuTel KOMIOHEHTOB KOMILJIEMEHTA

V uenoBeka BCTPCHACTCA I'CHCTUYCCKH 06YCJ'IOBJ'ICHHBII7I ,I[e(bI/II_[I/IT Pa3JIMIHbIX KOMIIOHCHTOB
KOMIIJICMCHTA, 4 UMCHHO!

V 1e(UIUT KOMIIOHEHTOB KJIACCUYECKOTO ITyTH aKTHBAIIMA KOMIUIEMEHTA, BEAYIITUH K
HapyUICHUSIM B (POPMHUPOBAHUH U KIIMPEHCE MMMYHHBIX KOMITJIEKCOB (Harpumep, npu CKB);

V IeQHIUT KOMIIOHEHTOB JIbTEPHATUBHOIO IIYTH aKTUBAIMM KOMIUIEMEHTA, YTO CO3/1aET
0COOYIO MPEAPACTIONOKEHHOCTD K TSKEIBIM THOMHBIM HHQPEKITUSIM.

Hedextst B cucreme HLA

Henocrarounocts skcnipeccun antureHoB HLA knacca Il anTUreH-npeacTapisionmmMu
KJIeTKamMu (Makpodaramu u B-kineTkamu) HacneayeTcst Kak ayTOCOMHO-PEIIECCUBHBIN MPU3HAK.
Taxoro pona aegunut monekyn HLA Bea€T Kk CHIDKEHHUIO YPOBHS KIETOK-XENINEPOB, YTO, B
CBOIO OYepe/lb U B CUITy OCOOCHHOCTEH MEKKIIETOYHOM KOOTepaIuy MPUBOIUT K
dbopMupoBaHuio TUCHYHKIIUU B-KIETOK U, B UTOTe, K HEJJOCTATOYHOCTH MPOIYKIIUN aHTUTEN.

BTOPUYHBIE UMMYHOAE®PUILINTHI
MPUOBPETEHHBIE (BTOPUYHBIE) UYMMYHOJIE®UIINUTHI

Ecnu uMMyHOA€(DULIMT CTAHOBUTCSI OCHOBHOM IPUYMHOM pa3BUTHS MIEPCUCTHPYIOIIETO HITH
4acTO PELUIUBUPYIOLIEr0 HHPEKIIMOHHOTO WIH OIYyX0JIEBOr0 MPOIIecca, MOKHO TOBOPUTH O
CHUHJIpOME BTOPUYHON UIMMYHHOM HEOCTATOUHOCTH (BTOPUYHOM UMMYHOIE(UIUTE), KOTOPBIH
OTpeAENSAI0T KaK "HapylIeHHs] MIMMYHHOW CHCTEMBI, pa3BUBAIOLIUECS B 1O3/IHEM OCTHATAIbHOM
HEepUoJIe MU Y B3POCIIBIX 0CO0EH U XapaKTepU3yIOIUecs XpPOHUYECKUMH HHPEKIIMOHHO-
BOCHAJIUTENBHBIMU WM OIYXOJIEBBIMU 3a00JI€BAaHUSAMU, TOPIUIHBIMH K TPAJAUIIMOHHON
Tepanun'.

Knaccuduxanus. Bropuunsie (mpuoOpeTéHHbIe) UMMYHOISPHUIUTH KIACCU(DUITUPYIOT 1O
BPEMEHH BO3ZHMKHOBEHHMSI, [10 3TUOJIOTUHU U 1O KIMHUYECKOH dopMe.

* Bpewms Bo3HUKHOBeHUs. Paznuyarot aHTe-, epyu- U OCTHATAJIbHBIE BTOPUYHBIE
UMMYHOIEPUIUTHI.

0 AHTeHaTanbpHbIe (HapUMep, HeHACIeICTBEHHbIE (DOPMBI CHHIPOMOB IIEPBUYHOTO
UMMYHOJIC(UIINTA).



¢ IlepunaranpHble (HapUMep, HEUTPOIICHUSI, TEMOJIUTHYECKAs: 00JIE3Hh HOBOPOXKIEHHBIX ).
¢ IlocTHaTanbHBIE.

¢ Ilo aTnonoruun BBIACIIAIOT CICAYIOIHUE BTOPUYHBIC I/IMMYHO,He(bI/IHI/ITBI.

¢ IMoctuH(pEKIIMOHHEIE.
¢ Ilpu HapylIeHUAX MUTAHUSA U OOJIE3HSIX OOMEHA BEIIECTB.

¢ Ilpwu 3110KaYeCTBEHHBIX HOBOOOPA30BAHUSIX (OITyXO0JIEBOACCOIIMUPOBAHHBIE
UMMYHOAC(UITUTHI).

¢ CrnencrBue akKyMYJIHPOBAHHOTO CTPECca W/WJIH Y JIUII, AaKTUBHO 3aHUMAFOIIIUXCSI CIIOPTOM.
¢ Tlpu noHu3MpyroIel paauanuy (MoCTPaIHaluOHHbIE UMMYHOIC(UITUTHI).

¢ MuayuupoBaHHBIE MPUEMOM JICKAPCTBEHHBIX CPEJICTB.

» Kimmangeckue Gopmabi.

¢ KommencupoBanHasi popma, COMPOBOKIAAIOMIASCS MTOBBIIICHHON BOCTIPUMMYUBOCTBIO K
UHQEKIUAM U/UIM HEBBICOKON YaCTOTONH BO3HUKHOBEHHSI OIYyXOJIEBbIX 3a00J1€BaHUH.

¢ CyOkromneHcupoBaHHas (popma, COMPOBOKIAONIASICS BRIPAKEHHON XpOHU3aUCH
UHQPEKIIMOHHBIX MTPOIIECCOB M BHICOKOI YaCTOTON pa3BUTHUS HEOTIA3UH.

¢ JlekomneHcupoBaHHas (popMa, MPOSBISIOIIASACS T'eHePATN30BaHHBIMU U PELUANBUPYIOLIMMH
MH(EKINUSIMH, UHAYLIUPOBAHHBIMH YCIOBHO-TIATOI€HHOMN (IIOPOI.

Cunnpom npuobperénnoro ummynoaeduuuta (CITHU)

K nauvany XXI B. CIIN/] 3apeructpupoBan B 6oisiee ueM 165 crpaHax Mupa, a Haubosblee
KOJIMYECTBO MH(UIIMPOBAHHBIX BUPYCOM UMMYHOAeuiuTa yenoeka (BUUY) naxonurcs B
Adpuxe u Azuu. Cpean B3pOoCibIX JIH0/IeH HICHTU(DUIUPOBAHO 5 TPy PUCKa:
TOMOCEKCYyaJIbHbIE U OMCEKCYyalbHbIE MY>KUMHBI COCTABIISIOT Hanboiee KpynHyIo rpynmny (10
60% OONBHBIX); JIMLA, KOTOPBIE BBOJSAT BHYTPUBEHHO HAPKOTUKH (110 23%); OONbHBIE
remodunueit (1%); penunuenTs KPoBU U €€ KOMIOHEHTOB (2%); TeTepoceKCcyaabHbIe KOHTAKThI
YJICHOB JIPYTHX IPYII MOBBIICHHOTO PHCKa, PEHUMYIIECTBEHHO HAPKOMAHOB - (6%0).
[Tpubmm3uTensHO B 6% cimydaeB GakTopsl pucka He onpenenstorcs. Oxoso 2% O00abHBIX
CIIMdom - getu.

Itunoiorus. Bo3oynurens CIT1/]a - Bupyc uMMyHoAe(DUIIUTA YETIOBEKA - pETPOBUPYC
ceMelCcTBa JICHTUBHPYCOB. Pa3miyaroT 1Be TeHETHUECKH pa3Hbie (JOPMBI BUPYCa: BUPYCHI
ummyHoaeumTa yenoseka 1 u 2 (HIV-1 u HIV-2, unu BUY-1 u BUU-2). BUU-1 naubonee
pactipoctpanéHHnsblii Tum, Betpedaercs B CILIA, Espone, LlentpansHoit Adppuke, a BUY-2 -
rJIaBHBIM 00pa3oM B 3anajHoi Adpuke.

ITaTorenes. CyuiecTByoT 1B€ OCHOBHbIE MUILIeHU 111 BUY: nMMyHHas cucrema u
LeHTpanbHas HepBHas cucteMa. immyHnonartorenes CIIM/[a xapaktepusyercs pa3BuTreM



IyOOKONH MMMYHOJETIPECCHH, YTO TJIaBHBIM 00pa30M CBSI3aHO C BHIPA’KEHHBIM YMEHbBIICHUEM
xoauyecTBa CD4" T-kieTok. iMeeTcss MHOXKECTBO JJOKA3aTeNILCTB TOro, 4yTo Mojiekyaa CD4
dakTudecku sBiseTcs BeicokoadGuHHBIM perienrtopoM it BUY. DTo 00bsSICHAET CENeKTUBHBIN
Tpornu3M Bupyca k CD4" T-kieTkam.

BUMY npeumymectBeHHO HHGUIMPYET TUMPOLUUTH M Makpodaru, a mporpeccupoanne BUY-
UH(EKIMH CBA3aHO € TPOIMU3MOM BHpYca K KJIETKaM-XeJrepaM U ClIOCOOHOCThIO BUPYyCa
UHIyIMPOBaTh 0OpazoBanue cuHuUTHEB. [Iponecc nnpuumposanus kinerok BUY u ero
pEIIMKAIMY BKII0YAeT HECKOJIBKO IIOCIIEOBATEIIbHBIX CTAIHM:

V cBsa3biBanre BUY ¢ noBepXHOCTBIO KieTKU-Mulenu (peuenius BUY) ¢penoruna CD4™;

V cnussare Mmemopan BUY 1 orpomMHO#M Macchl COCETHUX KIIETOK-MHIIICHEH ITyTEM DHIAOINUTO3A C
npoHukHOBeHHeM BUY BHYTpH KIIeTKH (TIeHeTpanus) 1 00pa3oBaHUEM CUHIUTHUS, OOpEYEHHOTO
Ha OBICTpYIO THOEID;

V UHTerpauus reHoMoB KileTku-mumeny u BUY nox neiictBuemM o6paTHOMN TpaHCKPUNTA3bI
JAHK-npoBupyca (npu 3ToMm yacts BupycHoil JIHK Bcé ke coxpansieTcss B HEMHTETpUPOBaHHOM C
xo3siickoit JJHK dopme u camoctossTenbHO (yHKIIMOHUPYET KaK PEIUIMKOH, B CBSA3H C UEM Y
BupycoHocurenss BUY cymecTByer B JByX N'€HETUYECKUX BAPUAHTAX, YTO UMEET CYLIECTBEHHOE
3Ha4YeHUe JUIsl KIIETOYHOI o LIMKJIa BUpUoHa U hopmupoBanus BUY);

V aKTUBaLMs TPAHCKPUIILUHU U TPAHCIIALIUMU IIOCIIE JIATCHTHOT'O IIEPUOJIA;
V perikanus Bupyca (Mopgorenes);

V nutonatoreHHsiii 3¢ dexr BUY ¢ BrICBOOOKIEHIEM 3pETbIX BUPHOHOB U3 KJIECTKU-MHIICHA U
IIOCTYIUIEHUEM HUX B KPOBOTOK.

OCHOBHBIM MEXaHM3MOM T'HOeNN KJIeTOK, HH(uIpoBanHeix BUY, apnsercs HeKpo3,
00yCIIOBJIEHHBIN IUTONATOIeHHBIM 3 eKkToM BUpyca. B To jxe Bpems 3HauuTeabHas yacTh -
IUM(OIUTOB MOrubaeT B pe3ysbTaTe anonTo3a, MHAYLUPYEMOTO B Pe3ysIbTaTe B3aUMOACHCTBHS
MeMOpPaHHBIX PEIENTOPOB Ha TIOBEPXHOCTH KJIETKU-MHIIEHH MoJieKynamu BITU-6enka gpl20.
Haxonern, TpeTuit MexaHu3M KJ1eTo4HOI cMeptu npu BUY-undexunn cs3zan ¢ o0pa3oBaHueM
TUTaHTCKUX CHUHIIUTHEB.

Cy1iecTBYIOT B€ OCHOBHBIE CUCTEMHbIE MUILIeHU A1 BUYU-uH}exumn: uMMyHHas 1
neHTpanbHas HepBHasd. ImmyHonaTtorenes BUY-ungexuu u CITNM/la xapakrepusyercs
pa3BUTHEM TITyOOKOM MMMYHOCYIIPECCHH, UTO CBsI3aHO ¢ ucue3noBenneM CD4" T-kieTok u
COKpAIIeHHEM YHCIICHHOCTH CYOIOMyIIANN HMMYHOITUTOB B 1ieioM. Takum o6paszom, CD4™ T-
KJIETKHU U pAJ APYTMX HMMYHOLIMTOB SIBJISIFOTCS TJIaBHBIMU pe3epByapamu Bupyca. Y BUU-
uHuMpoBaHHbIX U 60bHBIX CITH]{oM pa3BuBatoTcs riry0oKue HapyIIeHus! PyHKIHOHAIBHOM
AKTHBHOCTH UMMYHOIIUTOB (B YaCTHOCTH, B-KJeToK), uTo nposiBisieTcs B GOpMUPOBAHUH
TUIEepraMMarioOyIMHEMHUH U TIOSBJICHUN B KPOBU LIUPKYJIUPYIOIIUX UMMYHHBIX KOMIUIEKCOB
(IUK). [Tpu aTOM, HECMOTPS Ha MOJUKIOHAIbHYIO akTUBaLMIO B-numMdornuTos, 601bHbIE
CIINIom He ciocOOHBI TOJIEPKUBATh aJIeKBATHBIN YPOBEHb I'YMOPAJILHOTO OTBETA HA
MUKpPOOHBIE aHTUTEHBI, B CBSI3U C Ye€M OOJIBIIMHCTBO MALUEHTOB MOABEPKEHBI
JTMCCEMUHHPOBAHHBIM MHPEKIUAM OaKTepUaIbHON U Mapa3suTapHON MPUPO/IbIL.

Teuenne CIIM/la ckiaapiBaeTcs U3 TpEX (a3, OTpaKaIOUINX AUHAMHUKY B3aUMOJICHCTBUS BUpYyCa
C XO3IMHOM: paHHel ocTpoit (a3bl, cpeiHEeH XPOHHUUECKON 1 (UHAIBHOM KpU3UCHOM ¢as3.



* Ocrtpas daza. PazBuBaercs nepBoHaYaIbHbIM OTBET MMMYHOKOMIIETEHTHOTO MHIUBUyyMa Ha
BUpYC. JTa ¢a3a XxapaKTepu3yeTcs BEHICOKMM YpOBHEM 00pa3oBaHUs BUPYCa, BUPEMUEH U
pacnpocTpaHEHHBIM oOceMeHeHreM TUMGONIHOM TKaHHU, HO UH(EKIHS elé KOHTPOIUPYETCs C
[IOMOUIbI0 aHTUBUPYCHOI'O UMMYHHOI'O OTBETA.

* Xponuueckas ¢aza - mepruoJi OTHOCUTEILHOTO CIIEP>KUBAHUS BUPYCa, KOTIa MMMYHHAasI
crcTeMa MHTaKTHA, HO HaOJro/1aeTcst ciiabasi peruinKalus BUpyca, IPeUMYIIeCTBEHHO B
nuMpOUIHON TKaHH. JTa daza MOKET MPOAO0IKATHCS HECKOJIBKO JIET.

» OuHanpHas (aza xapaKTepU3yeTcs HAPYyIICHHUEM 3aIIUTHBIX MEXaHU3MOB X035IMHA U
Oe3yaepxHoit peruukanyei Bupyca. Cuuxaercs copepxkanne CD4" T-kieroxk. ITocie
HEYCTONYHMBOTO NIEPHUOA MOSBIISIOTCS CEPhESHBIE OMMOPTYHUCTUICCKUE HHPEKITUHU, OMyXOJIH,
nopakaeTcs HEpBHAs CUCTEMA.

AMUJIONJ03

PanbIlie aMHII0OM103 OTHOCHIIM K CTPOMAIIbHO-COCY IUCTHIM OEIKOBBIM TUCTPODUIM. AMUIIONI03
(ot mat. amylum - kpaxmai) - rpyrma 3a00JeBaHNi, XapaKTEPU3YIOIIMXCS TOSBICHUEM
aHOMAJILHOTO (PUOPMILISIPHOTO Oelika U 00pa30BaHUEM B MEXKYTOYHOW TKAHH U CTEHKaX COCYJIOB
CJIO’KHOTO BEUIECTBA - aMIJION1a. AMUJIOU IIPEJCTABISET CO0O0M OETOK, OTKIIAABIBAIOIIANCS
MEX/y KJICTKaMU B pa3IMYHBIX TKaHAX U opraHax. Ero pacro3HaBaHue B KIIMHUKE 3aBUCHT
UCKITIOYUTEIILHO OT OOHapyKeHUs B Ouornrartax. [Ipy cBeTOONITHYECKOM UCCIICIOBAHUH C
UCIIOJIb30BAaHUEM TPATUIIMOHHBIX OKPACOK aMUJIOU]T BBITJISITUT Kak aMop(dHOe, 203uHO(HUIBHOE,
THATTMTHONIOJOOHOE MEKKJIETOUHOE BEIIECTBO, B PE3YJIbTATe MPOrPECCUPYIONIETO HAKOTUICHHS U
JIABJICHUS] KOTOPOTO pa3BUBAeTCs arpodus KiIeToK. s TOro 4ro0bl OTIUYUTH AMUJIOU]T OT
JIPYTHX JCTO3UTOB (KoJutareH, GuOpHH), UCTIOIB3YIOT PsJT THCTOXUMHUYECKIX METOJIOB
(HampuMep, OKpacKy KOHTO KpacHbIM). B mossipru30BaHHOM CBETE aMHIIOU]] 3€JIECHOBATOTO I[BETA
1 JAET JBOMHOE JTyYENPEIOMIICHUE.

HecMmotps Ha TO, UTO BCE JEMO3UTHI UMEIOT OJJMHAKOBBIA BUJl M THHKTOPHUAJIbHBIE CBOICTBA,
XUMHUYECKH aMUJION] HE OMHOPOJEH. Pa3nyaroT 1B€ OCHOBHBIE X HECKOJIBKO MajbIX
onoxummuueckux ¢popM. OHM 00pa3yroTCs C yHaCcTHEM pa3HbIX NaTOr€HETUYECKUX MEXaHU3MOB.

®usnyeckas npupoaa amuiaouaa. [lpu 3n1eKTpoHHON MUKPOCKOIIMH aMUJION]T COCTOUT M3
HEBETBANMXCS GUOPHILT JUTHHON TpruOm3uTensHo 7,5-10 am (F-koMmoHeHT). OTa cTpyKTypa
aMHIJION]1a OIMHAKOBA MPH BeeX BUIax amuiaono3a. [lpu kpucraminorpadun u nHGppakpacHoi
CHEKTPOCKOIUHU O0HAPYKEHO XapaKTEPHOE CKJIa14aToe CTPOEHHE 000I0YKU. ITa 0COOEHHOCTD
CTPOEHUS U 00BSACHSET NOSABICHUE ABOMHOIO JIydenpenomieHus. Kpome Toro, B MEHBIINX
KOJINYECTBAX BBISIBIIEH M BTOPOW KOMITOHEHT (P-KOMIOHEHT), KOTOPBIi MMEET IIeHTarOHAJIbHOE
CTpOCHHE.

Xumunueckasi npupoaa amuiouaa. [pubmusutensHo 95% amunounna cocrout us F-
KOMIIOHEHTA, OCTalIbHbIE 5% OCTar0TCs Ha JI0JI0 TIIMKONPOTEMHOBOro P-komnonenTta. Cpenu

15 pa3nu4HbIX OMOXUMHUYECKUX BAPUAHTOB aMHJIOMTHOTO OEJIKa BBIJIENICHBI J1Ba OCHOBHBIX:
amuions U3 n€rkux uenei - AL (oOpa3zyeTcs mia3MaTuyecKuMU KJIETKaMHU U COIEPIKUT JIETKHE
LMY UMMYHOTJIOOYJIMHA) U CBSI3aHHBIN aMUIOu] - AA (YHUKaIbHBIM HEMMMYHOTJIOOYTHHOBBIH
0eNIoK, CHHTE3UPOBAaHHBIN MIEYEHBIO).

B neno3urax amunionna oOHapyKUBaroT U Apyrue 0enku. TpaHCTUPETHH - HOpMaJIbHBIA OesToK
CBIBOPOTKH, KOTOPBIH CBA3BIBACT U TPAHCIIOPTUPYET TUPOKCUH U PeTUHOI. MyTaHTHas ¢popma
TpaHCTUPETHHA (M €ro pparMeHThl) 0OHAPYKUBAIOTCS PU TEHETUYECKH JIETEPMUHHUPOBAHHBIX



3a00JIeBaHUAX, KOTOPBIC HA3bIBAIOT CEMEMHOW aMUJIOMTHON TTOJIMHEHpoTiaTied. AMUTIONTHBIN
tpanctupeTHH (ATTR) oTiinyaercst OT HOPMAIBbHOTO €MHCTBEHHONH aMUHOKHCIOTOM. B2-
AMMIION]T - TIETITHT, COCTABJISIFOITUHI SIPO MO3TOBBIX OJISIIIICK TpH 00JIe3HU AJbIreiiMepa; oH
oOpa3yercs u3 HanboJiee KPYIMHBIX TPAaHCMEMOPAHHBIX TTUKOMPOTEHIOB, TAK Ha3bIBAEMBIX
OCJIKOBBIX TIpeAnecTBeHHUKOB aMmmionaa (APP). BerpeuaroTcs Takxke 1emo3uThl aMHIION/A,
00pa3oBaHHBIC U3 PA3HBIX MPEAIIECTBEHHUKOB, TAKUX KaK TOPMOHBI (IPOKATBLUUTOHUH) 1
KEpaTHH.

P-KOMITOHEHT OTJIMYaeTCsl OT aMUIIOUAHBIX (PUOPHILT, HO TIPU BCeX (opMax aMHUIIOUI03a TECHO C
HUMU cBsi3aH. OH 00JIaaeT CTPyKTypHOU roMosiorueit ¢ C-peakTUBHBIM OEITKOM.
ChIBOPOTOYHBIN P-KOMIIOHEHT 0071a/1a€T CPOACTBOM K (pHOpHILIAaM aMUIIOUIa U HEOOXOMM ISt
00pa3zoBaHus JACTIO3UTOB B TKAHSX.

Kiaaccnpukanus aMmuiion103a ocCHOBaHa Ha XUMHUYECKOM cTpoeHun amuionna (AL, AA,
ATTR) u KTMHUYECKUX CHHAPOMaX. AMHIIOUI03 MOXKET OBITh CHCTEMHBIM (T€HEPATU30BAHHBIM )
C IOPaYKEHHWEM HECKOJIbKHUX CUCTEM OPTaHOB UJIM MECTHBIM, KOTJIa ACTIO3UThI OOHAPYKUBAIOTCS
TOJIKO B OJTHOM OpTraHe.

* CucreMHbIH (TeHepaTM30BaHHbIN) aMIIION 103 OBIBAET MEPBUYHBIM, €CIIA CBSI3aH C TUCKpA3UEH
MMMYHOLIMTOB, WJIM BTOPUYHBIM, KOT/1a BO3HUKAET KaK OCJIOXKHEHNE XPOHUYECKOTO BOCHIATICHUS
WIH JECTPYKTUBHBIX IPOLECCOB B TKAHAX. BpoxaEHHBIN (ceMelHbIi) aMHIION103 00pa3yeT
OT/IEJIbHYIO T€TEPOrE€HHYIO TPYIIITY.

 Jluckpa3usi MUMMYHOLIUTOB C aMUJIOM1030M (IIEPBUYHBIN aMUIION103). DTOT THUIT aMHJION103a
0OBIYHO HOCUT CUCTEMHBIN XapakTep, cocTouT U3 AL-amunonsia u coctaBisieT okosio 75% Bcex
HaOroieHui 3Toro 3abos1eBanus. B ocHOBe ero JeXuT pa3BUTHE JUCKPA3HUU IIA3MAaTHUECKUX
kieTok. OH BecTpedaeTcsi y O0JIbHBIX C MHOYKECTBEHHOM MUEIIOMOH, JUII KOTOPOH XapaKTepHBI
OCTEOJUTUYECKHE MOBpEXIeHHs cKkeeTa. HeoOxoaumbIM, (XOTs U HEIOCTaTOYHBIM) YCIOBUEM
pa3BUTHS aMUIION 103 sIBIIsieTCs HannuKe Oenka benc-/IxoHca, 001aAar01ero ToJIbKO JIErKUMU
LETSMU.

* PeakTuBHBIN CUCTEeMHBIN aMuIOn103. J{J1s 3TOr0 BUa aMHUIION 1032 XapaKTepHO 00pa3oBaHUe
AA-amunonza. Ero taxke Ha3bIBalOT BTOPUYHBIM aMHJIOU030M, TaK KaK OH CBSI3aH C
XPOHUUYECKUM BOCHAJIEHHEM, COITPOBOKIAIOIIMMCS pa3pyIlIeHUEM TKaHEeW. AMUIIOUI03
BCTpeuaeTcs npu TyOepKyé3e, OpOHX0IKTaTUYECKOM 00JIe3HH, XPOHUUECKOM OCTEOMHEINTE.
Opnaxo npu 3pPeKTUBHOM aHTUMUKPOOHOM TEeparuu yCIOBUS AT pa3BUTH aMUIIOU]103a MOTYT
MCUYE3HYTh. Yallle BCEro peakTUBHBIN CUCTEMHBIN AMUJIOUI03 OCIIOKHSIET TEUCHUE
PEBMATOUTHOTO apTpUTa U IPYTUX 3a00JIeBaHUN COCTUHUTENLHOM TKaHHU, TAKUX KaK
AHKWIO3UPYIOIIUH CIIOHAMIUT, BOCTIATUTEIbHBIC 3a001€BaHUs KUIIIEUHUKA (OCOOCHHO
pPETHOHANIBHBIN SHTEPUT U SI3BEHHBIN KOJIUT). AMUIONI03 pa3BUBAETCS MPUOTU3UTENBHO Y 3%
OOJILHBIX PEBMATOUTHBIM apTPUTOM.

* AMHIION]103, CBS3aHHBIN C TEMOMATN30M, BO3HUKAET Y OOIBHBIX TOCIE JITUTEITHHOTO
reMo/IMain3a, MIPOBOJIUMOrO B CBSI3U C TOYEUHON HEIOCTaTOYHOCTHIO (BCIIEICTBHE BhINAICHUS
B2-MukporinoOyauHa). ITOT GEJIOK BHISBISETCS B OOJIBIINX KOJMYECTBAX B CHIBOPOTKE KPOBU
HePPOJIOTHUECKUX OOJIBHBIX, TAK KaK HE (PUIbTpyeTCs Yepe3 Auanu3Hbie MeMOpansl. [IpumepHo
y 70% GOJBHBIX UMEIOTCS ACTIO3UTH AMHJIONIAa B CHHOBUAIBHOM KHJIKOCTH, CYCTaBax U
CYXOXHITUSX.

* Bpoxn€HHbIi cCeMeHbII aMIIION 03 - OTHOCUTENIBHO PEAKOE 3a00JIeBaHNE, BCTPEUALTCS B
onpeaenéHHBIX Teorpadudeckux paiioHax. Jlydiie Bcero uccieoBaH ayTOCOMHO-PEIECCUBHBIN



BAPHUAHT CEMEUHOr0 aMUJIOM103a, KOTOPBIM HA3bIBAIOT CEMEUHOM CpeIM3eMHOMOPCKOM
TUXOpaaKoi (mepuoaudeckas 0ose3nsb). Kimuandeckn 3To 3a0051eBaHNe XapaKTepU3yeTcs
MPUCTYNaMH JIUXOPAJIKH, COMPOBOKIAIOIIMMHCS BOCIAIIEHUEM CEPO3HBIX 000JI0UEK, BKIIOYAs
OprolIMHYy, IUIEBPY U CHHOBHAJIbHBIE 000104KH. BeTpeyaercst 00bIYHO Y apMsiH, €BpEeB-
cedaproB 1 apaboB. AMUIION] IIPU 3TOM 3a00JIeBaHuH NpeacTaBieH AA-BapuanToM. B oTinune
OT ayTOCOMHO-PELIECCUBHOI'O BAPUAHTA ayTOCOMHO-JIOMHUHAHTHBINA CEMEUHBIN aMUIIOU103
XapaKTepU3yeTcs BBIMAJACHUEM aMUJIOUa PEUMYIIECTBEHHO B epu(epruyecKux HepBax.
CewmeitHasi aMUJIOH/IHASI TIOJTMHEHPOIIATHS ONMCAHA B Pa3HbIX pernoHax mupa. Hampumep,
HEBpPONATHYCCKUN aMuiion103 oOHapyxeH B [lopryramuu, Anonun, [lIBenuu u CIIA. [Ipu aTux
TreHEeTUYECKUX 3a0oneBaHuax GuOpusuibl amuinonaa coctost us ATTR.

+ Jlokanu3oBaHHBINA aMUIOUA03. J[€eno3UThl aMUIION 12 OOBIYHO MPOSBIISAIOTCS B BUJIE Y3€IKOB,
BUJUMBIX TOJBKO 110 MUKPOCKOIIOM, KaK IIpaBUJIO, TOJIBKO B OAHOM oprane. Onyxoseno1o0Hb1e
JIEMIO3UTHI aMUJION/IA Yallle BCTPEYaroOTCA B JIETKUX, TOPTAHU, KOKE, MOYEBOM I1y3bIPE, S3bIKE U
0Ko0J10 T71a3. YacTo Ha nepudeprur aMUIIONIHBIX MAacC HaXOIST HHOMIBTPALUIO TUM(POIUTAMH U
IJ1a3MaTHYECKUMU KIIETKaMH, KOTOPYIO PaCLIEHUBAIOT KaK OTBET Ha BBINIAJICHUE aMuionaa. B
HEKOTOPBIX CIIydasx aMUJIOU]T COCTOUT U3 AL-Oesika 1 UMeeT UMMYHOLIUTapHOE
IIPOUCXOXKICHHUE.

* DHIOKPUHHBIA aMIIION103. MUKPOCKOIIMYECKHE ACTIO3UTH aMUIIONIa HHOT/Ia
00HapYKMBAIOTCS B HEKOTOPBIX SHJIOKPUHHBIX OMYXOJISX, TAKAX KaK MEIyJUISIpHAs KapIMHOMA,
OITyXOJIM OCTPOBKOB ITO/KEITY TOYHOU KeJe3bl, PEOXPOMOIMTOMA, HIU3KOAU(DPEpEeHITUPOBAHHEIC
KapLUHOMBI JKEITyIKa, a TAKXKe B OCTPOBKax JlaHrepraHca 1o uKeTy109HON JKeJle3bl IpU
caxapHom quabere tuna II. B aTux cinyyasix amMmuionjoreHHbIe OelTku 00pa3yIoTCs U3
HOJIMIENITHAHBIX TOPMOHOB (HAIIpUMeEp, aMIJIOUHBIA NOJIUIENTHL OCTPOBKOB [[APP]
MOJIKEITYAJOYHOM XKeJe3bl).

* Awmmunonn crapenus. [Ipu crapeHu BCTpeyaroTest 1Ba BUIa aMHIIOUTHBIX JACTIO3UTOB.
Crapueckuii cepeuHbli aMUIION103 XapaKTEepU3yeTcs BbINAJeHUEM aMUJIONIa B CEpLe y
npecrapesnbix 001bHBIX (00bIYHO B Bo3pacte ctapuie 80 neT). OH BcTpevaeTcs B ABYX (opmMax:
BBINAJICHUE TPAHCTUPETHHA, BOBJIEKAIOLIETO YKEITyI0UKH, WU BBINIAJ€HUE aTPUAIbHOTO
HATPUHYpPETUYECKOT0 MENTH I, HOBPEXKIAIOIIEro npeacepare. 3adoaeBaHne pa3BUBAETCS 9acTO
0EeCCUMITOMHO, HO MOXKET BBI3BIBATh TSKENbIE HAPYIICHUS CEPJCUHON AEATEIbHOCTH.
OpnHoBpeMeHHO 0OHAPYKUBAIOTCA JAETO3UTHI aMUIION 1A B JIETKUX, MTOIKEITYJOUHOM XkKeese,
cene3éHke. DTO MO3BOJISIET MPEATNOJIAraTh, YTO CTAPUECKUN aMUIION03 SBISETCS CUCTEMHBIM
3a00J1€BaHUEM.

» Crapueckuil nepedpanbHbII aMHIION103 Pa3BUBAETCS B pe3yJIbTaTe OTIOKEHUN AETIO3UTOB
AB2-06enka B MO3roBble KPOBEHOCHBIE COCY/IbI M OJISIIIKK Y OOJIbHBIX O0JI€3HBIO AnbLreiiMepa.

ITaTorene3. HecmoTpst Ha TO, YTO NPEAIICCTBEHHUKHU ABYX OCHOBHBIX aMHJIOMIHBIX O€JIKOB
UACHTU(PUIIMPOBAHBI, HEKOTOPHIE ACTIEKTHI UX MIPOUCXOXKACHUS elle He siIcHBL. [Ipu peakTuBHOM
CHUCTEMHOM aMWJIOU03€ UMEET 3HAaUEHHE JUINTEIBHOE Pa3pyIIEHNE TKaHEH U BOCIIATICHUE,
KOTOpBIE MIPUBOJIAT K MOBBILIEHUIO YPOBHSI CHIBOPOTOUHOTO ammionaa A (SAA). SAA
CUHTE3UpYyeTCs KieTkamu neueHu noj siusgaueM UJI-1 u MJI-6. IloBblennsiii ypoBenb SAA
XapakTepeH NI BOCaJeHus], HO B OOJBIIMHCTBE CIy4yaeB HE MPUBOAUT K aMUIONU103y. SAA B
HOpMeE pa3pyIaeTcs 10 KOHEYHBIX PACTBOPUMBIX NMPOIYKTOB MO AeiicTBUEM (pepMEHTOB
MOHOIUTOB. boJbHBIE, Y KOTOPBIX pa3BUBAETCS AMUIION]103, BUAUMO, UMEIOT Je(EeKT ITOro
(depMeHTa, 4TO MPUBOAMT K HETOJIHOMY pa3pylieHno SAA u GopMUPOBaAHHIO HEPACTBOPUMOM
MoOJIeKyJbl AA, TeHETHUECKH JEeTEPMUHUPOBAHHBIE CTPYKTYPHbIE aHOMAINH B MOJIeKylie SAA



caMH 1o ce0Oe BBI3BIBAIOT €€ PE3UCTEHTHOCTD K pa3pylIeHHI0 MOHOLUTaMu. B ciaydae
UMMYHOLIUTAPHON AMCKpa3uu 0OHAPYKEH U3JIMIIEK JETKHUX 1eTell NMMYHOTJI00YIMHOB, a
aMHJIOU]] MOXKET 00pa30BBIBATHCS B pE3yJIbTaTe IPOTE0JIN3a JIEMKUX Lened HMMYHOIJIO0YJINHOB.
Henonnonennas aerpaganus NpuBOAUT K 00pa30BaHUIO JIETKUX LEMeH, pe3UCTEeHTHBIX K
IIOJIHOMY IIPOTEOJIU3Y.

HpI/I CeMEHHOM AMHUJIONO03€ BBINTAACHUC TPAHCTUPETHUHA B BUJC aMUJIOUHBIX (1)I/I6pI/IJ'IJ'I HE
ABJIACTCA CIICACTBUCM THIICPIIPOAYKIIHNU TPAHCTUPCTHHOB. ITonar aloT, YTO IrCHCTUYCCKHU
JACTCPMUHHUPOBAHHBIC ITOBPCKACHUSA CTPYKTYPBI IOATAJIKMBAIOT K 06p330BaHI/IIO
TPAHCTUPCTUHOB, CKIIOHHBIX K aHOMAJIbHOM arperauvv 1 NpoTCoIn3y.

Knerku, yyacTByroIIHe B IPEBPALICHUN OCIKOB-IIPE/IIIICCTBCHHUKOB B (PHOPHILIBI, HE
MOJTHOCTBIO OXapaKTEePU30BaHbI, HO "OCHOBHBIMH KaHIUAaTaMU'" Ha BBITOJHEHUE STHX (DYyHKIMI
SIBIISIFOTCS Makpodaru.

Makpo- 1 MUKPOCKONMYECKAsl XapaKTePUCTUKA aMHJI0M103a. BHelHMIT BUI OpraHoB mpu
aMUJION103€ 3aBUCUT OT CTETICHH Mpolecca. Eciii 0TIo)eHus aMuiionaa HeOOIbIIe, BHEIITHUMA
BU/JI OpTaHa U3MEHSETCS MaJlo, U aMUJIOU103 OOHAPYKUBAETCS JIHILb TP MUKPOCKOITMYECKOM
uccienaoBanuu. [Ipu BeIpa)keHHOM aMHJIOUI03€ OpTaH YBEJIIMYUBAETCS B 00BEME, CTAHOBUTCS
OUYEHb TUIOTHBIM WJIM JIOMKHM, a Ha pazpe3e uMeeT cBoeoOpa3HbIii BOCKOBUIHBIN MU CATbHBIH,
BH/I.

B cene3énke amuions oTKIagbIBacTCs B IMM(pAaTHUECKUX (DOITHKYJIIaX WM K€ pABHOMEPHO 110
BCeil mynbiie. B mepBoMm ciiyyae aMuIIOnIHO-U3MEHEHHBIE (DOJITHKYJIIBI YBETHUSHHOHN U TUIOTHOM
CEJIE3EHKH Ha pa3pe3e UMEIOT BUJ NTOJIyIIPO3pavHbIX 3€pEH, HATOMUHAIOIIMX 3€PHA caro
(caroBast cene3énka). Bo BTopoM citydae cene3éHka yBelndyeHa, I0THasA, KOpUYHEBO-KpacHas,
IJIajiKasi, UMeeT callbHbIN OJieck Ha pa3pese (canbHas cene3éHka). Caropas U canbHas cene3éHKa
MIPEACTABIISIIOT NTOCIIEIOBATEIbHBIE CTAIUN ITPOLIECCA.

B nmoukax amMmuiIons OTKJIaIbIBA€TCS B CTEHKE COCYI0B, B KaWJIISIPHBIX NETIIAX U ME3aHTUN
KITyOOUKOB, B 0a3aIbHBIX MEMOpaHax KaHaJIbLIEB U B cTpoMe. [1ouku CTaHOBATCS TIIOTHBIMU,
6onbmumu 1 "canbHbIMU". [To Mepe HapacTanus npoliecca KiIyOOUKH ¥ MUPAMUIBI TTOJTHOCTHIO
3aMEIIArTCs aMUAJIONIOM, Pa3pacTaeTCsl COCIMHUTENbHAS TKaHb U PA3BUBACTCS] AMUIOUTHOE
cMmopuuBaHue noyek. [Ipu nopakxeHnu nmovek pasBuBaeTcs HeQppoTuyeckuii cuHIpoM. Cxoxue
M3MEHEHHUs HaOJI0Ial0TCS U B IPYTUX BHYTPEHHUX OpraHax.

Hcxon HebnaronpusTHeId. OyHKIIMOHAIBHOE 3HAUEHUE OIPEIETSAETCS CTENEHbIO Pa3BUTHUS
amuiIon103a. BeipaxkeHHbIN aMUI0MA03 BEAET K aTpohuy MapeHXUMBI U CKIIEPO3y OPraHoB, K UX
(GyHKIIMOHAIBHON HEAOCTATOYHOCTH. [Ipy BhIpaK€HHOM aMIIION103€ BO3MOKHA XpPOHUYECKAsI
[OYEYHasl, IEYEHOYHAs, CEpIeUHas], IErOUHasl, HaATIOYEYHNKOBas1, KNIIeYHas (CUHIPOM
HapyILIEHHOT'0 BCAChIBAHMSI) HEAOCTATOYHOCTb.



