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KIMMHNYECKOE HABJTKOAEHNE CMHOAPOMA AHTUDOOCOONTUNMNOHBIX
AHTUATENT W TPOMBOOUITNUINY MALUNEHTA C BOJTHAHOYHbIM
HEDPVTOM

K.A. Papaian, S.1. Kapustin, E.P. Fedotova

CLINICAL OBSERVATION OF ANTIPHOSPHOLIPID SYNDROME AND
THROMBOPHILIA IN PATIENT WITH LUPUS NEPHRITIS

'Kadpenpa dakynbtetckoin negnatpum CaHkT-NeTepbyprckoi rocyaapCTBEHHON NeanaTpuyeckoin MeanLmMHCKON akagemmun, 2Poccninckmni
Hay4YHO-UCCNenoBaTeNbCKUA MHCTUTYT reMaTosiornum n TpaHcdyavonorum, *kadeapa natonornieckor aHaToMmum ¢ Kypcom cygebHom mean-
uMHbl CaHkT-MeTepbyprcko rocyaapCTBEHHOM NeanaTprMyeckon MeamUmMHCKOM akagemmmn, Poceuns.

PE®DEPAT

OnwucaH cnyyai passutus CUHAPOMa aHTUOOCHONNNUAHBIX aHTUTEN U BPOXAEHHOV TPOMOODUIMM Y NAUMEHTA C BOTYAHOYHbIM
HedpuToM. [NokasaHa amarHocTnyeckas 3Ha4MMOCTb Pa3BEPHYTOM OLLEHKM CUCTEMbI FreMOoCcTasa 1 anfnefibHoro nonumopdmnama
HEKOTOPbIX FEHOB, aCCOLMNPOBAHHbIX C ANCOHYHKLMEN CBEPTLIBAIOLLEN CUCTEMbI KDOBU U PA3BUTUS TPOMOODUINN, UMMYHO-
JI0rnM4ecKoro, Mop@onorM4eckoro nccnegosanns HeppobnonTaTos NPK BONHAHOYHOM HedpuTe.

KnioueBsbie cnoBa: cMHAPOM aHTUHOCHONMMUOHBIX aHTUTEN, TPOMOODUNNS, BOTHAHOYHLIN HEDPUT.

ABSTRACT

The case of antiphospholipid syndrome and congenital thrombophilia development in patient with lupus nephritis is described.
The diagnostic significance of detailed assessment of hemostasis system and allelic polymorphism of some genes, associated
with dysfunction of blood coagulation system, immunological and morphological analysis of kidney biopsy material in lupus

nephritis is shown.

Key words: antiphospholipid syndrome, thrombophilia, lupus nephritis.

BBEOAEHUE

Cunnpom aHTH(OCPONTUTTHIHBIX AaHTUTEN, I aH-
tudochomunuanslii cuaapom (ADPC) — 310 npuobdpe-
TEHHAsl ayTOUMMYHHast TpoMOoduims, KoTopas y na-
LUEHTOB MMEET CIIeNyIOIIIe XapaKTepHble KIMHUYe-
CKH€ MPOSIBIICHHS: apTepUabHbIe U BEHO3HBIE TPOM-
003bI, TOBTOPHBIE BBIKHIBIIIH, TPOMOOIUTONICHUIO 1
HeBpoJoruueckue ociokHeHus [1]. Antudocdomu-
nuaHele aututena (ADA) SBIAIOTCS NpeaCcTaBUTENs-
mu antuten Ig kmaccoB G u M, peako A, BOZHHKAIO-
LIMe BCIeICTBUE 1e()eKTa B Pery/siiiid IMMYHHOH cU-
CTEMbI BPOXKAEHHOTO WK MPUOOPETEHHOTO XapaKTepa
[2]. AuTudochonunuaHble aHTUTENA TOAPA3ALIISIOT
Ha BOJYAHOYHBIM aHTUKOATYJISIHT, aHTUKApANOIHIIN-
HOBBIC aHTHUTEJIA U AHTHTENA K [3 -IIMKONIPOTEnHY-1.
A®DA cBA3BIBAIOTCA C IUIa3MEHHBIMU Oenkamu (-
[JIMKOTIPOTENHOM- |, IpoTpoMOnuHOM, ipoTeuHoM C u
S w/unu aHHeKcHHOM V) Ha OTPUIATENIFHO 3apshKeH-
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HBIX Qocdonunuaax KISTOYHBIX MeMOpaH, pean-
3ysiCh B TPOMOOTHYECKUX COOBITUSX [3]. Paznmuuator
nepBuuHblid 1 BropuuHbli ADC. [lepBuunbiii AOC
(ITADC) B neTckoii MpaKTUKE MPOSIBIISICTCS PEKE, YEM
y B3pociabix. Bropuunsiit AOC (BADC) yame pas-
BUBAETCs IIPU CUCTEeMHON kpacHO# Boiuanke (CKB)
¢ npeolnagaHieM aHTUKApIUOIMIIMHOBBIX aHTHTEI
Y BOJYAHOYHOI'O aHTHKOAryJsHTA. Y JeTel Mmpu Ha-
mmunn ADPC, Kak OCIIOKHEHHUS, BO3HUKAIOT BEHO3-
HbIe TPOMOO3HI [4, 5]. B mnarnoctuke I[TADC moxer
MIOMOYb MIPABUIILHO COOPAaHHbII aHaMHE3: HAIN4Ke Y
POZICTBEHHUKOB CIIOHTaHHBIX a00PTOB, MH(APKTa MHU-
OKapa, MHCYIBTOB, TPOMO03a IITyOOKHX BeH U JIp. [6].
B 60—-80% BomyaHouHbII HEPPUT SIBISETCS OTHUM U3
OCHOBHBIX IPOSIBIICHUH CHCTEMHOTO ay TOMMMYHHOT'O
BaCKyJIUTa — CUCTeMHOU kpacHo! Bomyanku (CKB) [7,
8], kotopoii yaie 6onetot neBouku (8:1) [9].
[IporpomboTHueckuit MmexaHu3m aeiictBus ADA
3aKJII0YaeTcsl B CIEAYIOIEM: ONOKUPYs KOMIUIEKCHI,
COCTOSIILIME U3 AKTUBHBIX (OCOHOIUNHUIOB U Koary-
JSIIMOHHBIX MPOTEHHOB, OHM NPUBOAAT, IPEX/E BCe-
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ro, K CHIDKCHHIO aHTUTPOMOOTHYECKOI0 MOTEHIINA-
na cocyaucroi creHkd [10]. OObsCHsAETCS 3TO TeM,
YTO OCHOBHBIM OelkOM-MulIeHbl0 ADA sBrsieTcs
B,-mMKonpoTEUH- 1, €CTECTBEHHBIA AHTUKOATYJISHT CO-
cymucroro sHfotenus. In vitro npucyrcreue ADA, a
HMMEHHO BOTYAHOYHOTO aHTUKOATYJISIHTA, IPOSBIIAETCS
yaauHeHueM GocgoIunma3aBUCUMBIX TECTOB FEMOKO-
aryiasiunu. Hanmume B opranmsme ADA MoxeT ObITh
0eCCHUMITOMHBIM, HO OOBIYHO Pe3yIbTHpYyeTCs GOpMU-
POBaHMEM apTepUaIbHBIX W/UITH BEHO3HBIX TPOMOO30B.
M5t TOro, 4T0OBI YCTaHOBUTH AWArHO3 aHTHdOCchonu-
MUIHOTO CUHAPOMa, He0OX0MMO TIOBTOPHOE OOHApPY-
xeHne ADA y naneHToB He paHee yeM uepes 12 Hen
MocJje NepBUYHOTO UX BhIsBieHus [11, 12].

Hns CKB y neteii xapakrepeH noauMophu3M K-
HUYECKUX MPU3HAKOB: CUMIITOMbI HHTOKCUKALMH, JIU-
XOpaJika, CHI)KEHHE MacChl TeJla, KOYKHbIE BBICHITTAHHS
yalle Ha CKyJiax B BHJIE «0a00UKM» MIIH SPUTEMATO3-
HBIX TSITEH, (POTOCEHCHOMIM3aNHUs, TOYESUHbIH CHH-
JPOM, TIOJIMCEPO3UThI, BUCLIEPUTHI apTPUTHI, apTpall-
MM, MHO3HUTBI, KAPAUTHI, HEBPOJIOTUYECKHE HapyIlIe-
HUSL, JIeHKoneHus1, TUM(OTIeHuUs, aHeMus1, TPOMOOLIU-
tonenus. JlocroBepusiM st CKB siBisieTcst Hanmmuue
anTtuHykieapHsix antutesn — AHA (ANA), anturen
k AHK, antudochomumuausie AT u AT k kapauonu-
nuny. Beicokuit tutp AT x JIHK yxa3siBaeT Ha BbIcO-
KYIO aKTUBHOCTB 3a0osieBanus [7, 9].

Heo6rot Bomuanounoro Heppura npu CKB y ne-
TEil BO3HUKAET C TeMaTyPHU U/WIN apTepHaIbHOM TU-
MEPTeH3HUH, C COXPAHHOH MM HapyIIeHHOW (QyHKIH-
ell moueK; ¢ N30JUPOBAHHOIO MOUYEBOIO CHHJPOMA B
BUJIE TeMaTypHH, JCHKOUUTYPHH H/HIU MPOTCHHY-
pun, HeppoTHUECKOro U HePPUTUYECKOTO CHHIPO-
Ma. Jlronmyc-HeppuT HepeaKo MPeAIecTBYeT APYTrHM
MPOSIBIICHUSIM BacKyauTa. KiIMHUYeCKHe CHMITOMBI
[IPU BOJYAaHOYHOM He(pHTE y JeTel: MPOTEHHYpHs
(90-100%), Hepporuueckuii cunapom (68—70%), re-
Marypusi (6onee 80%), aprepuanbHas TUIEPTCH3US
(15-60%), napymenue Gpynxuuu nouek (40-80%) umm
OIIH (5-20%) [9, 13].

[Ipu mepBBIX MPOSBICHUSAX MOYEYHOTO HMOpake-
HUSl y JeTedl ¢ BOJYaHOYHBIM HE(PHUTOM IOKA3aHO
npoBesieHre OMOIICUH TOYKH JJIsl OLIEHKH MOp(oJIo-
TUYECKUX U3MEHEHUI. B MeXIyHapoIHOU U oTede-
CTBEHHOM MPAKTHKE MPUMEHSIOT KJIACCUPHUKALIIO JIFO-
nyc-Hedpura, npeaiokeHnyo International Society of
Nephrology/Renal Pathology Society (ISN/RPS) ¢ BbI-
JeJIeHreM 6 KJ1accoB M IoakiaaccoB International Soci-
ety of Nephrology/Renal Pathology Society [14, 15].

TpomOOTHYECKYIO MUKPOAQHTHOTIATHIO (THUII ITOopa-
JKEHHUS B BUJI€ OKKIIIO3UU apTEepUil Majoro kamuopa,
apTEePHOII U KaITWJUIIPOB KIIyOOUKOB IIOUEK TPOMOaMHU,
cojepkamumMu (GUOPHH, TPOMOOITUTHI) CBSA3BIBAIOT C

HUPKYIALMeH anTHOCHOTUIUAHBIX aHTUTEN, aHTHU-
TeJI K KapAMOJIMITMHY U BOJTYAHOUHOTO aHTUKOATyJISTH-
ta [16-18]. Hedponaruro, accorumpopannyo ¢ AOC
U TPOMOOTHYECKOH MUKpPOAHTHOINATHEH, TUarHOCTH-
PYIOT y TMAIMEHTOB C BOJIMMAHOYHBIM HedpuTom [16,
19]. A®C-acconuupoBannas HeponaTus onucaHa y
peOeHka ¢ BoraHOYHbIM HedpuTom [20].

Jleuenue BomuaHouHOTO HEhpUTA Y ETEH U B3pOC-
JIBIX OMPEAEISIETCSl ¢ Y4eTOM MOP(OIOTUYECKUX U3-
MEHEHUH B OMONTaTe OYKH (COIaCHO MOPQOIoTHYe-
ckoil knaccudukauun). [Ipu monyc-uedpure npume-
HSIOT IPOTOKOJIBI MTYJIbC-TEPATMU METHIIIPETHU30I0-
HOM 1 IUKI0pochaHoM; KOMOMHUPOBaHHOHN MPEAHU-
30JI0HOTEPAMU ¥ LUTOCTATUYECKON (aJIKMIMPYIOIIUE
COEIMHEHHS, HHI'MOUTOPBI KAIBLMHEHPHUHA U CHHTE3a
HYKJICOTHIOB), aHTUKOATYJISTHTHON M aHTHArPEraHTHOM
tepanud [8, 9, 13, 21-24]. Jleuenue A®C npu CKB
BKJIIOYAeT CEaHChl Mia3Madepe3a U aHTUKOAryJsiHT-
Hyto Tepanuto [16, 18-20, 23].

KIIMHMYECKOE HABJIIOAEHUE

Bonsnoii H., 1995 rp., rocnuranu3upoBaH B ClIELUAIH3U-
PpoBaHHbI# Heponoruyeckuii cranmonap kiuauku CIT6I TIMA
2010 r. nocne o6HapyxKeHUs SPUTPOLIUTYPUH U MUKPOIIPOTEU-
HYpPHUH IIPY TIAHOBOM 00CJIE€A0BAHUN B CIIOPTUBHOM JAUCTIAH-
cepe — aputporutsl 110 20 B 11/3p., 6enox — 0,198 r/n. XKanoost
Ha MOMEHT FOCIIUTAIN3ALHIN: YyTOMIISIEMOCTb, AIUTEIbHBIN Ka-
niesnb. B anamMHese J1eToM Toro e rojia rnepeHec aHruuy u ap-
TPaJITHYECKUH CHHAPOM, OTMEYAINCh TUCKOUAHBIC pUTEMa-
TO3HbIE BBICHIIIAHUA B 00JIACTH MPEAIICYUHA, aHEMUS, AIIN30-
JIbI TUTIEPTEPMHUU J10 CyOPeOpruiIbHBIX HU(pp, 00U B KUBOTE.

[Ipu rocnuranu3anuu: Bo3pacT 15 jiet, oTMeYeHbI aCTeHH-
YECKUI TUII TEJIOCIOXKEHH S, OI€THOCTb KOKU ¥ BUAUMBIX CITH-
3HCTHIX 000JI0YEK, SpUTeMa JIUIIa, POTOIepPMATOo3, ITACTO3HOCTD
BEK, YBEJIMUCHUE NIEUeHH. BBIsBICHBI: THIIOXPOMHAsT aHEMHUS
6e3 npusHakoB remonmsa: Hb 90 /i, ep. 3,32x10'%/1, 1B.1IOK.
0,82, yMepeHHbII aHU301IMTO3 U MOWKMIouTo3. O0paiana Ha
ce0st BHMManue yckopenHas COD o 47-50 mm/4. B obmem
aHallu3e MOYM — yMepeHHas nporeunypus (1o 0,3 — 0,5 B pa-
30BBIX MOPIMAX), FeMaTypust 10 25 B 11/3p., €AUHUYHbIE THa-
JTUHOBBIE TMIMHAPEL. CyTOYHasi MPOTEUHYPHsI HE IIPEBBIIIA-
na 1,0 r/cyT.

BrisBiiens! moBeleHrne MOYeBUHBI 10 14,17 MMoOnb/1,
kpeatrHuHa 0,124 MMmous/i, o0uwmit Oenok 85 1/71, ap0yMuH
36,2%, roOymnunsL: o-1 —4,7%, a-2 — 13,6%, B — 14,9%, ram-
Mma — 30,3%. CK® (ckopocTh KiIyO04KOBOW (pribTpamum) mno
KIMPEHCY YHJOT€HHOT0 KpeaTHHUHA Obl1a CHIDKEHa 10 33mu1/
MHUH, IocJie JedeHus B ctanuonape — 57 mii/mus. KOC B npe-
Jenax HopMbl. OTMeqanoch CHUKEHUE YPOBHS CHIBOPOTOYHOTO
xkeresa 110 5,8 mxmons/n. I'pynmna kpoeu B (I1II) Rh (+). Beisie-
JICHBI aHTHTEJa K HATUBHOM U NeHatypupoBanHoii JIHK (6,82
u 6,49 coorBercTBeHHO NpU HOpMe 0—1,1 MHIEKca MO3UTHUB-
HOCTH), K pochonunugam KIeTodHbx meMmopa (2,98, Hopma
0-1,1), yBenmuuenue ANA 1o 2,82, camkenne C3u C4 xomrio-
HEHTOB KOMIIEMEHTa. JIMarHOCTHKA aHTUTEN K KapAHOIHITH-
Hy MeTozioM DA onpenennia pe3koe yBeInYeHne UX yPOBHS
3a c4éT (hpakunuu IMMYyHOIII00yIuHOB Ki1acca M (IgM): 38,05,
B quHamuke 27,67 npu Hopme 0—12 Ex/mit. BeisiBiIeHB! aHTH-
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bochomunuaHbIe aHTHTEa BOTYaHOYHOT'O THITA [[I0 CKPHHUH-
FOBBIM U IOATBEPXKIAIOIIUM TeCTaM aHaau3a Ha anTudocdo-
nunuaabie anTuTena (ADA) BOIYaHOYHOTO THIIA: TECT C Pa3-
BeAEHHBIM sioM raaroku Paccena (ARVVT) HopmanbHble 3Ha-
yeHus <35, y manuenra 45/44; LA-oTHomeHue B HopMme <1,2,
y obcenenyemoro — 1,3].

[pu uccnenoBaHMM CHCTEMBI TEMOCTa3a y MallMeHTa orpe-
JeJSUI0Ch YUIMHEHHE aKTHBUPOBAHHOTO IIapLUAIbHOIO TPOM-
6orutactuHoBoro BpeMenu (ATITB) [62 cekyHbl pu HOpME
110 38 ceKyH/1] U CHIKEHHE TPOTPOMOMHOBOTO TIOKa3aTeJIs 1o
Ksuxky [81% npu Huxaei rpanuie 90%] npu 10cTaTOuHO BbI-
COKOIl aKTUBHOCTHU IIPOBOCIAIUTENBHBIX 0€IKOB — (haKTOPOB
VIII [216% nipu BepxHeii rpanue HopMbl 10 180%] n Buie-
6panna [200% npu 153% cooTBeTCTBEHHO]. YpOBEHb (Gpubpu-
HOTEeHa He TpeBbIai 5,6 1/1. Takue XxapakTepHbIe MPU3HAKA
B BHJEC yUIMHEHHS (HOCHOIHITH3aBUCHMBIX TECTOB, K KOTO-
peiM otHOCcsATCst ATITB 1 mpoTpoMOWHOBBIN MTOKa3aTelb, BbI-
SIBJISIIOT IIPU aHTU(HOCHOIUITUIHOM CHHAPOME.

leneTnueckuii CKPUHUHT OTBETCTBEHHBIX 32 HACIIEICTBEH-
HYI0 TpoMOoduamio reHoB, nposenéuuslii 8 @PI'BY HUU re-
Marojioruu u Tpancdysuonorut ®MBA, BBISBUI CICIYIOIIHEC
M3MEHEHUS: MyTaluto B rere nporpom6buna G 20210A B rere-
PO3UTOTHOM COCTOSTHHHM, TOMO3UTOTHOE HOCHUTEIBCTBO IOJIH-
Mopdusma B reHe TpombonurapHoro perentopa HPA-1 A2/
A2 u rereposurotHoe B reHe PAI-1 4G/5G u ¢ubpuHoreHa
455 G/A, — npeapacnonoKEeHHOCTb K HOBBIIEHUIO IIPOTPOM-
OOTHYECKOTO MMOTEHINAIa U TUIIEPAKTHBHOCTH TPOMOOIIUTOB,
CHIKeHHE (PUOPUHONUTUYECKON aKTUBHOCTH IIa3Mbl KPOBH.

CBeToonTHYECKOE UcciieoBanne HehpoOHronTaTa BbIIOIN-
HEHO € UCIIOJIb30BaHUEM PYTUHHBIX U INATHOCTUUECKUX OKpa-
COK: TeMaTOKCHINH-303uH, PAS-peakmus, Tpuxpom no Mac-
COHY, KOHIO KpacHbI. B MaTepuane mpeacTaBieH KOPKOBbIH
¥ MO3TOBOH CIIOHM TIOYKH; B JBYX THCTOJIOTHUYECKUX Cpe3ax 5
1 7 KJ1yOOUKOB, TIOJTHOCTBIO CKJIEPO3UPOBAHHBIX HET. KiryGou-
K{ 3HAYUTEIHHO YBEIMUYEHBI, T0JBYATOTO BUA C HEPaBHOMED-
HBIM PACIIUPEHUEM ME3aHTHalIbHOTO MAaTPUKCA 3a CUET Oua-
TOBOW Me3aHrHalbHOU (pHC., a) U AudPy3HOH MHTpAKAITHII-
JISIPHOW THUIEPKIETOYHOCTH. B MpocBeTe KamMUIIPHBIX Iie-
TeNb HaOyXIIUH SHIOTENHNH, CETMEHTOSAEPHBIE, MOHOHYKIIE-
apHble KJIETKU KPOBY, KallJli THAIMHONOA00HOIO BELECTBA U
HuTH QudpuHa. [momepynspHas 6azanpHas memOpana (I'bM)
KalMUISIPHBIX TIeTeNb KIyOouKa OTHOKOHTYPHAsI, C 04arOBBIM
yABOCHHEM KOHTYpa (puc., 6-T). [BM B 0TIe/NbHBIX KaITHILISP-
HBIX TETIX yTOJNIICHA, HEPOBHAS, CONCPIKHUT JICHTOBHIHBIC
[NNK-no3uTnBHBIE MacCHI 10 THITY «IIPOBOJIOYHBIX METETb». B
2 kiy0OYKax CerMEeHTapHBIN INIOMEPYIOCKIEPO3 (CM. pHC., ).
TomounTs! rUNEpTPOUPOBAHBI, C TYCUCTOM IIUTOTIIa3MOM. OT-
MeuaeTcst 0cTpoe AU hy3HO-04aroBoe NOBPEXKICHUE KaHAIIb-
1I€B B BHJIE yTPATHI IETOYHON KaiiMbl, 3epPHUCTON U BaKyOIIb-
HOH nucTpoduu U MUKHO3a OTAEIbHBIX saep. B mpocsete ka-
HaJIBIIEB Y)PUTPOLUTAPHEIE, OSTKOBBIE C KJIETOUHBIM JETPUTOM
TUITHHIPBL. B MHTEPCTHIMATBHON TKAaHU OKOJIO KITYOOYKOB H
M3BUTHIX KaHAJIBIIEB 09aroBble MOHOHYKJI€ApHbIe HHOHIBTpa-
Tl (puc., 1). TyOynsapHas 6a3anbHas MeMOpaHa OTJEIbHBIX Ka-
HaJIbIIEB YTOJILEHA, UMEeT «rO(QPHPOBAHHBII» BUII C TIEPUTY-
OyJIsIpHBIM CKJIEp030M. CTEHKHU MEJIKUX apTepUOIl U BEHYI He-
3HAYUTENHHO YTOJIIECHBI 32 CYET MPOIU(EpaIiy KIETOK YHI0-
TEJIHS ¥ MBIIICYHOTO CIIOSL.

3akuouenne: Borganounslit Hepput [1I-A/C knacca (o
Mopdornoruueckoil knaccuduxauu ISN/RPS, 2004 r.) B co-
YETaHUH C TPOMOOTHYECKON MUKPOAHTHOMATUCH.
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OCHOBHOI: CHCTEeMHas! KpacHasi BOJIYaHKa BBICOKOII cTere-
HH aKTHBHOCTH C MOPaKEHHEM KOXH, TI0YeK, CyCTaBoB. Boi-
YaHOYHBIN HEPPUT ¢ IPOTEUHYpHEH, reMaTypuel, HoKaIbHO-
nponudeparusubii [11 kmace (mo ISN/RPS, 2004 1.) ¢ Hapy-
MICHHEeM (DYHKIIMU ITOYEK, C BTOPUYHBIM aHTH(OCHOIUITHI-
HBIM CHHIPOMOM U TPOMOOTHYECKOM aHTHonarneit. BpoxagH-
Has TpoMOoduIus.

ComyTCTBYIOIIMI: CEHCHOMIN3AKs K MUIIEBBIM, OBITO-
BbIM, OaKkTepHaIbHbIM ajuiepreHaM. MHpunuposaHn BUpycoM
reprieca, IITOMETaJIOBUPYCOM, BUpycoM DminreiiH—bapp.

OcnoxxHeHue: TpoM003 KyOUTaNIbHOIl BEHBI ClIeBa.

VYuuTbIBast UarHo3, NaMeHTy Ha3HaYeHa CIeAyIomas Te-
pamus: MyJabc-Tepanusi MeTWINPeTHU30I0HoM Ne 3, mpeaHu30-
JI0H per os 60 mr/cyT 5 Hex, 3atem 40 Mr/cyT B TeueHHE 8 HEL ¢
HOCJIEAYIOLIHUM IIEPEXOIOM Ha aJIbTEPHUPYIOLIUI pexum 30 mr/
CyT uepe3 ACHb 10 HacTosIIee Bpems; mpemnaparsl K, Ca, Bura-
MuHa D npu npeaHu30I0H0Tepanuy; 5 ceaHcoB M1asMadepesa
JULSL CHYDKEHUS! YPOBHS LIMPKYJIAPYIOLINAX aHTUTE; HHTHOUTOD
CHHTE3a HYKJICOTHI0B — MaiidopTrk 450 Mr/M*/CyT B TeueHHEe
12 mec; anTukoarynsHThl: ppakcunapun 0,3 X 2 pa3a B JicHb B
TeueHue 3 MeC MOAKOXKHO € MOCIEAYIOUIUM AIUTESIbHBIM [IPU-
émom Bap(dapuHa B 103€ 2,5 MI' OJHOKPATHO O KOHTPOJIEM
MEXIyHapOJHOr0 HopMaan3oBaHHOro oTHomenus (MHO); an-
THarperaHTHas Tepams: aleTHICAIUIIIOBAs KHCIIOTa B BUC
kapaunomartuia 100 mr/oguH pas B CyTKu.

B pesynbrare jedeHns] JOCTUTHYTA HETIOMHAs PEMHUCCHSL.
B karamuese y nmanueHTa (2 rofa) KOHCTaTUPOBAHBL: BOCCTa-
HOBJIeHUE (DYHKINH MOYeK (YPOBHU MOUYEBHHBI I KPEaTHHNHA B
npezenax BozpacTHoi Hopmbl), CK® no IIBapiry=90 mi/MuH.
IMoka3zarenu remocrasa 06e3 MPU3HAKOB aKTHBALMH, YBEIHYE-
nue nnjaekca AIITB cBsaszano ¢ nannunem ADA: AIITB — 1,36
(mopma B ipenenax 0,8—1,1), akrop VIII - 152% (58-180%),
aKTUBHOCTH (hakTopa Bunedpanna — 110% (54—-153%), npo-
TpoMOHHOBBIH TecT 1o Kuky 114% (86—114), D-mumep (ipo-
IyKT perpagauun puopuna) 500, pudpunoren 2,3 r/i1, akTus-
HOocTh anTuTpoMOmHa 110,6% (80-120%), cHIKEHHE YPOBHS
BOJIYAHOYHOI'O aHTUKOAryJIsiHTa. B aHanM3ax Mouu — poTeu-
nypwust 0,1-0,2 r/m.

OBCYXAEHUE

Kimnnnueckoe HaOmoneHUE JEMOHCTPUPYET Pa3Bu-
THe 1pu BoryanouHoM Heppute BADOC y manmenTa ¢
BpPOXKJIEHHOW TpoMOOopuneli. AHATOTHYHBIE HAOITO-
JICHUs1 OMMCaHbl U y IPyrux aBTopoB [6, 23, 25-27].

AnTHdochoaunuaAHbIEe aHTUTENA IEPBOHAYATIBHO
OMHUCaHbl y OOJBHBIX CUCTEMHOM KPAaCHOM BOTYaHKOM,
B IIOCJIEAYIOLEM CTajlo 0O4eBUAHO, 4TOo ADA BcTpeua-
IOTCS U Y TIALIMEHTOB 0€3 KaKUX-T100 CUCTEMHBIX 3a-
OoneBannii [28]. CortacHO COBpEMEHHBIM TIPEICTaB-
nenusiM, muarnoctrka AQC TpeOyeT HaIM4YHe OTHO-
IO U3 XapaKTEPHBIX KIMHUYECKUX MIPU3HAKOB (TPOM-
003 WM BBIKHIBILT) M OAHOTO U3 Ja00PaTOPHBIX KPH-
TEpUEB, KOTOPBIC BRIABISIIOTCS MIPU ABYX MOCIIEI0Ba-
TEJIHBIX OOpallleHUsIX OOJILHOTO C MHTEPBAIOM B 12
Hen. HecMoTpst Ha TO, YTO 10 cUX IOP HET TOYHBIX
CBEIICHUH, OOBSCHSIOMINX MaToreHe3 TpomM0o03a y JIi
¢ ADC, TeM He MEHEe, HEKOTOPBIEC MPEATIOI0KECHUS
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B,

CTpyKTypHbIE U3MEHEHWS B kKilyboukax npu BonyaHouyHom HedpuTe. LUnk-peakums (npenapar E.M. ®denotosoit).

a — oyarosasi Me3aHrmanbHas nponvdepawms U CErMeHTapHbI rMoMepynocknepos; 6 — GUbpUHOBLIE TPOMObI B MPOCBETE Kanunis-
POB kNy6o4ka; B — Me3aHrvanbHas 1 3HO0KanunnspHas runepkieToO4HOCTb C YABOEHMEM KOHTYpa T'BEM; r — nepurnomepynsipHbie Mo-
HOHYKNeapHble MHOUILTPATLl B UHTEPCTULMANBHON TKaHu. YB.: a, B — 1000; 6, r — 400.

HUMeroTcs. B yacTHOCTH yCTaHOBIICHO, YTO MUILIEHBIO
A®DA SBISAIOTCS IPOTPOMOUH U €CTECTBEHHBIE aHTH-
KOAryJISIHTBI, TAKUE KaK 3,-IJIMKONPOTENH- 1, IPOTEHHBI
Cu S. B3aumoneiicteue ADPA ¢ KOMIIIEKCAMH JaHHBIX
OenkoB 1 pochomunmmaMu TPUBOIUT K PA3BUTHIO TH-
nepkoaryisinuu [29]. lokazan u gpyroi npoTpomo6o-
trdeckuit 3pPexT ADA, KOTOPHI MPOSBISETCS B UX
CIIOCOOHOCTH HAaNpsMYyI0 aKTUBUPOBATh HHIIOTEIH-
aJIbHBIC KJIETKH, BBI3BIBATh AaKTHUBALMIO U arperamnuio
TPOMOOLIUTOB, aKTUBUPOBATh CUCTEMY KOMIIEMEHTA
[17]. Tpom6o3bl y mu ¢ ADA, Kak MpaBuUiIo, Pa3BU-
BAIOTCSI IIPY HAJIMYMU [IPOBOLUpYoLIero (akropa, B
POJIM KOTOPOI'O MOTYT BBICTYIIATh TpaBMa, HH(eKuus,
MMMOOMIIM3aLusl, yCTaHOBKA KareTepa U ap. B sTom
KOHTEKCTE MIPEACTABISACTCS Ba)KHBIM OTMETHUTD, UTO Y
00IBHOTO TPOMOO3 TIepUPEPUIECKUX BEH CIIPOBOIIN-
pOBaH MOCTAHOBKOH Karerepa. OTAromamumm Mo-
MEHTOM B IIPEAPACIIONOKEHHOCTH MALEHTa K TPOM-
003y ciemyer cunuTarh He Tonbko Hammuue ADA Boi-
YaHOYHOTO THITA, HO BPOXKIEHHON TpoMOoduHH, 00-
ycnosneHHoi myTtanueit G20210A B rene nporpoM6u-

Ha B TETEPO3UTOTHOM COCTOSIHUH, @ TAK)KE TOMO3UTOT-
HBIM HOCHUTEIHCTBOM MOJIMUMOP(H3MA B TeHE TPOMOO-
nutapHoro perenropa HPA-1 A2/A2 u retepo3urot-
HbelM B rere PAI-1 4G/5G u ¢ubpunorena 455 G/A.

Jloka3aHo, 4TO HaJM4YHEe HACIIEACTBEHHBIX (aKTo-
POB pHCKa MOJKHO paccMaTpuBaTh Kak TeHETHUCCKHE
MapKEPHI MPOTPECCHPOBAHUS TTIOMEPYIOHE()PHUTOB,
CIIOCOOHBIX MTPOBOIMPOBATH MPOLECCHI MUKPOTPOM-
0000pa30BaHU B KAMAJUIAPaX KIIYOOUKOB MTOYEK, YTO
MIPUBOAMT K MPOTPECCHPOBAHMIO IIIOMEpYyIoHEDpH-
TOB M Pa3BUTHIO IMOYeuHON HeocTatognoctd [30-33].
lopmoHanbHas W/HMIM DUTOCTATHYECKast TEpaIys, Ha-
MIpaBJICHHAs] Ha IMOAABJICHHE ayTOMMMYHHOTO MeXa-
HH3Ma 3a00JIeBaHus, CeaHCH T1a3Madepesa, HeoOxo-
JIMBIE TSI CHYDKSHUS TUTPA HUPKYIHpyromux ADA,
aHTHAarperaHTHas 1 aHTHKOATYJITHTHAS TePAIHs TI0Ka-
3anbl nanueHTam ¢ CKB, BomuanounsiM Hedpurom,
BropuaHbiM ADC [30-33].

JlanHoe HaOIIOAeHHUE HUITIOCTPUPYET pa3BH-
tHe ADC y GOJBHOrO C BOIYAHOYHBIM HE()PUTOM C
BpoxIEHHON TpoMmOodmueit. [Ipencrapnsercs Bax-
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HBIM BHEAPEHHE B MEAMATPUUECKYIO Hedposoruye-
CKYIO NIPAaKTUKY CKPUHUHTA HA TEHETUYECKUE MapKE-
pBl TpOMOODUITHH.
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