NINONATHYECKAA TPOMBOLUUTOIIEHUYECKASA ITYPITYPA,
BOITPOCHI ITATOI'EHE3A

PuzaxkoBa {nsopom IlysnaroBHA-AHAMKAHCKUI
rocyJapCTBeHHbIN MeJULIMHCKUI HHCTUTYT,
Kageapa papmakos0oruu, KIMHAYECKOU

(papmakos0ruu 1 MeAMIUHCKUX OMOTEXHOJIOT Uil

AnHoTaumsi: nuonatuueckas TpomoonutoneHudeckas nypmypa (UTII) -
reMOpparudeckuil auare3, OOyCIOBJICHHBI YKOPOUEHHEM MPOJIOKUTEIHLHOCTH
KU3HU TPOMOOIIUTOB U CHUIXKEHHEM HX KOJIMYECTBA B PE3YJIbTaTe pa3pyILICHUS
antutpoMOonuTapubiMu antutenamu. [larorenes UTII cinoxeH U OKOHYATEIHHO
He pacmudpoBaH. MccnenoBanus ¢ METKOH TPOMOOITMTOB MOKa3ald, YTO y BCEX
o6onpubix UTII pe3ko ykopoueHa MPOAOHKUTEIBHOCTh JKU3HH KPOBSHBIX
IJIACTUHOK JI0 HECKOJIBKUX 4acoB BMecTO 7-10 qHel B HOpMe
KJIK0YeBbIe cjI0Ba: Minonaruueckas TpoMOOIIMTONIEHUYECKas MypItypa,

reMopparuueckuit quares, T-TuM@POIUThI

Anotation: ldiopathic thrombocytopenic purpura (ITP) is a hemorrhagic
diathesis caused by a shortened lifespan of platelets and a decrease in their number
as a result of destruction by antiplatelet antibodies. The pathogenesis of ITP is
complex and not definitively deciphered. Platelet-labeled studies have shown that
all patients with ITP have a sharply shortened platelet lifespan to a few hours instead

of the normal 7-10 days.

keywords: idiopathic thrombocytopenic purpura, hemorrhagic diathesis,

T-lymphocyte

Ponb cenezeHku, kKak MCTOYHUKA BBIPAOOTKH aHTUTPOMOOIIUTAPHBIX aHTUTEI,
MOATBEPKAAIOT HcclenoBanne pocra kojgoHuit MI'KIl mocnme nobGaBneHus B
KylnbTypy TKauu TuiazMbl OonbHbix UTII. Oxasanock, 4TO A0 CIUIEHIKTOMHH,
masMa OOJIbHBIX He ctumysmpyeT pocT kojoHuid MI'KII. Ilocne xe ypaneHus

CEJIE3EHKH OTMEUEHO CTUMYJIHUPYIOIIee JCHCTBUE IUIa3Mbl OONBHBIX HAa POCT
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KOJIOHUH, a Takke Koppemsiuus ux yucia ¢ koiauuectsom MI'KL] u TpomOomuToB.
KonuuecTBeHHBIN aHAN3 yPOBHS aHTUTEN K TPOMOOLIUTAM U MX CHEUU(PHUUHOCTH
MOATBEPKAAET MPEANOJI0KEHHE O TOM, urTo ayroaHturena npu WTII
BbIpa0aTHIBAIOTCS HE MO OTHOIICHHIO K KAaKOMY-THOO OJMHOYHOMY O€InKy, a
o0nafaroT cnenuUYHOCThI0 KO MHOTMM OelkaM U JUNUAaM TpoMOouutoB. B
HACTOSIIIIee BPEMsI U3 MHOTOYMCIECHHBIX TumnoTe3 BosHMKHOBeHHs UTII nHanboinee
BEPOATHBIM CUMTAETCS MHEHHE, YTO BEIYIIUM IaTOT€HETHYECKUM (HaKTOpOM
oonpmmHcTBa WTII siBnsieTcs CpblB MMMYHOJIOTUYECKOW TOJEPAHTHOCTU K
COOCTBEHHOMY aHTUTEHY. JTO 03HaYaeT OTCYTCTBHE UMMYHHOT'O OTBETA OPraHU3Ma
Ha OIpEJENEeHHYI0 rpymny aHTureHoB. CerogHss mpeacTaBieHuss o0
MMMYHOJIOTUYECKON TOJIEPAHTHOCTU H3MEHUIIMCH. Y CTAHOBJIEHO, YTO AHTUTEIIA
BbIpaOaTbIBalOTCs B-nmumdonuramMu ¥ MX NOPOU3BOAHBIMH, a T-TMM(OLUTHI
OCYILECTBISIOT (PYHKIIMIO IIOMOIIHUKOB, 0€3 KOTOPBIX HEBO3MOXEH OTBET
B-kneTok Ha aHTUreH. bpuTo J0Ka3aHO ydacThe B BbIpaOOTKE UMMYHOJOTHYECKON
ToJepaHTHOCTH T-cyrnpeccopoB, KOTOpbIE OJIOKUPYIOT BKItOUeHUE B- mumdonutos
B IIpOLIECC aHTUTeN000pazoBanus. [lpu cHmkeHMM KoiaumuecTBa T- CylpeccopoB
B-numdouuTel MOryT pearupoBaTh Ha pa3IUYHbIE AHTHIEHBI, BbIpaOaThIBAS
aHTUTEJA, BCIEACTBUE YEr0 HAUMHAETCS AyTOMMMYHHBIN Ipouecc. Henp3s Takxe
UCKJIIOYUTh MPEIINONIOKEHNE, YTO ayTOMMMYHHBIE IUTONEHUU OOYCIIOBICHBI
W3MEHEHUEM aHTUIe€Ha TMOJi BIMSHUEM JIEKapCTB, BuUpyca, Oaxrtepuii. Jlaxe
HE3HAYNTEIbHbIE U3MEHEHUSI CTPYKTYPhl ayTOAHTUT€HA MOTYT IIPUBECTU K CPBIBY
TOJEPAHTHOCTH. BepoATHO, Takke BO3MOXKHOCTb IEPEKPECTHBIX HMMYHHBIX
peakiuii, 00yCIOBIEHHBIX CXOJCTBOM AHTUI'€HHBIX JETEPMUHAHTOB OaKkTepuil U
TpomOoI1uTOB. IIporHosupoBaTh 3GHEKTUBHOCTH TIIOKOKOPTUKOCTEPOUIOB Y
TOPMOHOPE3UCTEHTHBIX OOJBHBIX AaBTOPHI OOHAPYXXWJIM  YBEJIMYEHUE J0JIU
HE3peJNbIX KJIETOK, CHI)KEHHE AO0IM T- JIMM(OIUTOB-CyNpeccoOpoB U MPHUPOCT
KOJIMYECTBA MUPKYIUPYIONUX UMMYHHBIX KoMIUTekcoB (LIUK). V Takux 601pHBIX
UCXOJTHOE COJIep)KaHHe KOPTH30Jia B IUIa3Me€ ObUIO TOHMIKEHO, a KOPTHU30II
pe3ucTeHTHON (pakuuu JAuMpouuToB - moBBILEHO. KepumoB A.A. c coaBt

CUUTAIOT, 4YTO OCHOBBIBajCb Ha MMMYHOJOIHYCCKHX IIOKA3aTCIIX MOXKXHO
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MPOTHO3UPOBaTh A(DPEKTUBHOCTH TIIOKOKOPTUKOCTEPOHUIOB. Psn aBTOPOB ¢
MOMOIIIBI0 METOJ]a MaHEeIM MOHOKJIOHAJILHBIX aHTUTEN 0oJiee ACTAIBHO N3YYHIIN
caBuru cucteMbl JIuM@ouutoB y 6osbHbIX UTII. YcTanoBiIeHO yBennueHue A07Iu
B-nmumdornutos, cymmapraoe camkenue T- muM(onnuToB, HapymeHne COOTHOIICHU S
T-xennepsl/T-cynpeccopsl 3a cueT CHIKEHMsI TepBbIX. [lociie cruieHsKkToMuu
yMeHbIIaeTcs: Aoas B-muMdouuToB, 0cOOEHHO aKTUBU3UPOBAHHBIX, CHUXKAETCA
cymmapHasi noyisi T-TuMQOIMTOB W YacTUYHO HOPMAIIM3YeTCS COOTHOIICHUE
T-xennepsl/T-cynpeccopsl, 3a cueT CHMXEHHs noiu T-cympeccopoB. Paboramu
bynanoBoii T.J[. ¢ coaBT. eme B 1978 rogy ycCTaHOBIIEHO, YTO MPOLEHTHOE
conepxxanue T- u B-numdonuToB B nepudepuyeckoil KpoBU 3aBUCHUT OT CTEIIECHU
TspKeCTH 3a0o0seBanust. T-TuM(OLUTEI UTPAIOT POJIb B MPEAOTBPAILIEHUN PA3BUTHSI,
ayTOUMMYHHOTO TIpOIlECCa, MO3TOMY yMEHbIlIeHHE T-KJIEeTOK CBHUAECTEILCTBYET O
HapylIeHUU KOHTpoaupytomen ¢hynkuun B- cucremsl. Casur cootHomenus T/B-
mumporuToB OoJsiee BbipakeH mpu octpoir Gopme UTIL. Yepes 2-3 Henenu
KOPTUKOCTEPOUTHOM Tepanuu ToKa3aTeiab Npuliamxaercs K Hopme. [loaTtomy
uccienoBanue cucrembl T- u B-nmumdonuroB y 6onbubix UTII umeeT HE TOIBKO
JIMarHOCTUYECKOE 3HA4Y€HUE, HO U omnpenenseT 3G(PpeKTuBHOCTh JieueHus. HoBbie
nanaele momyuna Macro K. et al. ¥V Gompabix UTII oH OTMETHI HOCTOBEPHOE
YBEIIMYEHUE COJIEPkKAHUS B IJIa3ME€ KPOBH LUPKYJIHPYIOIIMX HMMYHHBIX
komiiekcoB (LIUK) 4,06 Y 0,44 1/n, a Taxke moBeiieHne KoHeHTpanuu 1gG u Ig
M. Macchi L. et al., ve o6Hapy»xwumm IgM Ha MOBEPXHOCTH TPOMOOIIUTOB OOJIBHBIX
UTII, 3ato coaepxkanue 1gG u IgA, a Taxke anmp0ymuHa Ha TpoMOOIMTaxX B 2 - 3
pa3a MpeBbIlago HOpMalibHbIe Tokasatenu. Macro K. et al., ormerwm, uto ¢
YBEIIUYECHUEM MPOJIOJDKUTEIIBHOCTH TEYCHUS UTII pa3BUBAIOTCS
nporpeccupylomue HapymieHuss (QyHkuuu nedeHu. JlaHHble J1a00paTOPHBIX
aHAJIM30B CBHUJICTEILCTBYIOT 00 yBenuueHun conepxkanus IgM u IgA u cHikeHun
collepKaHusl albOyMuHa, 00 W3MEHEHUSX JUIMUIHOTO OOMEHa, YBEIWYEHUU
CBOOOJHOrO OmiMpyOHMHA, TOBBIIIEHUM AKTUBHOCTH WLIENOYHOU (ocdaTasbl.
[TonoxxutenpHbIE CABUTH OEIKOBO 0Opa3oBaTeIbHON, NMUTMEHTHOM, JIAITHIHON

GbyHKIIUNA medYeHu, U oOMeHa >Kejie3a TIOCEe CIUICHIKTOMHUHU TOJTBEPKIAIOT
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MIPEANOJIoKeHne 00 eTMHOM MEXaHU3ME UX BO3HUKHOBEHMS, a CTCTICHh N3MEHEHUS
3aBUCUT OT JJIMTEIBHOCTH 3a0oyieBaHus. B mons3y mnepBudHOrO gAedekrta
reMOIOATHYECKUX KJIETOK HUMMYHHOTO MEXaHM3Ma KaK OCHOBHBIX (DakTOpOB
NaToreHe3a yKa3aHHBIX pacCcTpoiCTB BbyiBHratoT aprymentel Macchi L. et al.
NMMyHHBIE peakIMM MpU HEJOCTATOYHOCTH KOCTHOIO MO3ra  HEpeaKo
UHTEPHPETUPYIOTCS KaK BTOPUYHBIA OTBET Ha «HU3MEHEHHBII» TI'eMOI033.
Tomiyama et al., oOHapyXHIM ayTOAHTUTENA K TIMKONPOTCHIHOMY KOMILICKCY
Nb/I1a memOpanst TpomOo1uTOB y 14 (58,3%) 13 24 60nbHbIX XpoHuyeckoit UTII
ny4(26,7%) uz 15 - ocrpoit UTII. Ha 3TOM OCHOBaHMM aBTOPHI MOJAraroT, YTO
octpele U xpoHudeckue WTII wuMeOT pasnuyHble MEXaHWU3Mbl PA3BUTHS;
ayTOMMMYHHBIE K€ aHTUTPOMOOIIMTAPHBIE AHTUTEIIA UTPAIOT BAXKHYIO POJIb TOJIBKO
B maroreHe3e xponumyeckon WTII kak nerer, tak m B3pocnbix. Hamnuwne
ayTOAHTHUTEN MPOTHUB MTUKOMPOTEUIOB 000JTOUKH TPOMOOIIUTOB JI0Ka3aHO B paboTe
Proctor S.G. et al., McMillan R. V 6Goapapix UTII OCHOBHONW MEXaHWU3M
TPpOMOOLIMTONEHUH - TOBBIIIEHHBINM pacnajg TpomOouutoB B opraHax POC (B
OCHOBHOM B CEJIE3€HKE W MEYEHU) MOJ BIUSHUEM LHUPKYJIUPYIOMINX aHTUTEN WIH
KOMILIIEKCa aHTUT'€H-aHTUTEIO. v 46 00cIe10BaHHBIX OO0JILHBIX
TPOMOOITUTOTICHUEN ATOT MEXaHU3M TMPOSBISIICS 3HAYUTEIBHBIM COKpAIllEHUEM
KU3HU TpoMOo1uTOB B 20. KpOBOTOKE - 110 2,8 mHel rpu Hopme 8,5. [Ipennonararor,
YTO pa3pylieHUe TPOMOOIIMTOB SIBJIIETCA CKOPEE Pe3yIbTaTOM CEKBECTPALIMH, YEM
IATOJIN3a WM arfifoTHHAIMKA. ABTOPHI Habmogam 3 tuma cexkpectparuu: y 50%
OOJBHBIX TPEUMYIIESCTBEHHBIA pacmaj KJIETOK UMEJI MECTO B cene3eHke, y 25%
OJITHOBPEMEHHO B CEJIE3EHKE U MeYEHU, Y 25% - TOIBKO B NeueHU. [ leueHouHbIi TUl
CEKBECTpAIIUU CBSA3aH C MOBBIIICHHBIM TUTPOM aHTUTPOMOOITUTAPHBIX aHTUTEN. Y
OOJIbHBIX C TICYCHOYHBIM THUIIOM CEKBECTpaAllMd MPOJOKUTEIBHOCTh >KU3HU
TPOMOOITUTOB COCTaBisia B cpenHeM -2,06 mHs, a y OOJIBHBIX C CEIe3CHOYHBIM
tunoMm - 3,71 nua. Knumanckuii B.A., eme paHee BBISIBWI, YTO CEKBECTpalUs
3aBUCUT OT CTEMEeHH TPOMOOIIMTONEHUU: OTHOCUTEIBHO JIerKue (Qopmbl
XapaKTEPHU3YIOTCS MMPEUMYIIIECTBEHHBIM Pa3pylieHneM TPOMOOIIUTOB B CEIE3EHKE,

a OoJiee TsDKeNble B CElIe3¢HKE M II€YECHH WM JK€ TOJIBKO B ITEYCHH. ABTOpBI
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nmokasajau, 4To BHJ cekBecTpauu y OonbHbix WTII ompemenser s¢dekt
cruteH3kTomud. Jlyummii a3hpexT ObuT mosTydeH y OOJIBHBIX C CEJIE3€HOUYHBIM TUIIOM
CEKBECTpPAllUK TPOMOOLMTOB. Y OONBHBIX K€ C BHECEJIE3EHOUYHBIM THUIIOM
cekBecTpaunu 3G(HEeKT CIIICHIKTOMUHU ObUT BpEMEHHBIM; 4YacTO HACTYMaJl PELU/IUB.
[TpumeHeHre B 3TUX Cllydasx MOCIEAYIOIEH Tepanuy UMMYHOJAETPECCAaHTAMU B
TedeHuHu 1-2 Mec, Jano KIMHUYECKYH0 peMuccuto. Ilarorenermyeckoe jeueHue
HUTII B Hacrosmee BpeMs COCTOMT W3 IIPUMEHEHUS KOPTUKOCTEPOMIHBIX
[IPEnapaToB, CIVIEHIKTOMUU U HIMMYHOIEIIPECCUBHOMN TepaIuu.
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