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Annomayua. OOpa3oBaHne IUPKYIHPYIOMNX ayTOAHTHTEN, CIIOCOOHBIX MHTHOMPOBATH (DaKTOPHI CBEPTHIBAIOMIEH CHCTEMBI
KPOBH, COIPOBO’KIAETCS BO3HUKHOBEHNEM CIIOHTAaHHBIX W/WJIM ITOCTTPAaBMaTHYECKUX KPOBOTEUECHHH Yy OONBHBIX 0e3 Mpe/mIecTBYIO-
MUX HapyIMIeHH CHCTEeMBI TeMocTasza B aHaMHe3e. OJHON W3 NMPHYMH Pa3BUTHS TAaKUX COCTOSIHHUH SIBIISIETCS IPHOOPETEHHAsl reMo-
¢mms. Llenas uccieqoBaHus: BHIIBICHHE MEXaHH3MOB Pa3BUTHS NPHOOPETEHHOW MHTHOUTOPHOH (GOpMBI TeMOGUINN A y TTOKHIIBIX
MAI[MeHTOB Ha MpHMepe COOCTBEHHOTO KIMHUYECKOTro HaOmroneHus. Marepuans! u MeToAbl. Pa30op KIMHMYSCKU CIydas W aHAIH3
AKTyaJIbHOU HAay4HOH JuTepaTypsl. Pe3yabTaThl: IpeACTaBICHHBIN KIMHIYECKHI CIIydail MO3BOIMI U3YYHTh ITATOTEHE3, MPHHIINIIEI
JMArHOCTHKH W JICUCHHs IPHOOPETEHHOH KoaryaonaTui. BeIBoABI. 3HaHHE O MEXaHH3Max Pa3BUTHUs, 0COOCHHOCTSIX TEUEHHMS IIPUOO-
peTeHHON MHTHOUTOPHOIT (OPMBI reMOGHUINK A OIDKHO IOMOYb KIMHHIUCTY B PaHHEH AMArHOCTHKE JAHHOW KOAryJONaTHH M, KaKk
CJIC/ICTBUE, CBOEBPEMCHHOM HauaJjle JICUCHHUs], HAIIPABIICHHOM Ha COXPAHCHUE KU3HU MAllUCHTA.

Knrouesvie cnosa: remodunys, nHruOuTOp, hakrop ceepreBanus VIII, spapukarys nHrnOnTOpa, reMopparndecKuii CHHIPOM
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Clinical case of acquired inhibitory form of hemophilia a in an elderly patient
AlsuF. Molostvova'*“, Liliya M. Salimova "2
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Abstract. The formation of circulating autoantibodies capable of inhibiting factors of the blood coagulation system is accompanied
by the occurrence of spontaneous and/or post-traumatic bleeding in patients without a history of previous disorders of the hemostatic
system. One of the reasons for the development of such conditions is acquired hemophilia. Aim: Identification of the mechanisms of
development of the acquired inhibitory form of hemophilia A in elderly patients using the example of our own clinical observation.
Material and methods: Analysis of a clinical case and analysis of current scientific literature. Results: The presented clinical case
allowed us to study the pathogenesis, principles of diagnosis and treatment of acquired coagulopathy. Conclusions: Knowledge about
the development mechanisms and features of the course of the acquired inhibitory form of hemophilia A should help the clinician in
the early diagnosis of this coagulopathy and, as a consequence, the timely initiation of treatment aimed at preserving the patient’s life.
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[NosiBneHne B mose 3peHus KIMHULKCTA MOXKIIIBIX Ma-
[IUEHTOB C TeMOPPAarnyeCKUM CHHIPOMOM CTaBHT ITepest Bpa-
YOM CIIOXKHBIC 33184 1O BBISICHCHHIO MTOTCHIMAIBHBIX MPH-
YWH U TaKTHKE WX BBeICHHUS. [[oMUMO STPOreHHON PUYHHEI
THMOKOATYIISIMKN M3-32 MPHEMa aHTUKOATrYJISIHTOB U aHTH-
arperaHToB 110 MPHYNHE XPOHMYECKNX 3a00IeBaHHH, HE Clie-
JIyeT 3a0bIBATh O PEIKHX TEMOPPArHYeCcKuX JiHare3ax, KoTo-
PpbIe MOT'YT OBITh Y JIUII 3TOH BO3pacTHOU rpymiibl. OHUM U3
TaKWX 3a00JICBaHUH SBISIETCS MPHOOPETEHHAS TeMO(MITHS,
KITMHHYECKUE MPOSIBIICHHS] KOTOPOH BOZHUKAIOT HEOXKHIAH-
HO ¥ TpeOYyIOT CPOYHBIX AUATHOCTUYECKHX M JIe4eOHBIX Mep.
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IIpuobperennas remodumust A (IITA) — 310 pen-
KO€ ayTOMMMYHHOE 3a0O0JIeBaHHE, XapaKTepU3YIOIIeecs
HapyIIEHHEM CBEPTHIBAHMS KPOBU B PE3yNbTATE IOSIBIIC-
Hus uHTHONTOpa (akropa VIII co cnoHTaHHBIME W/WITH
MOCTTPAaBMAaTHIECKUMH KPOBOTECUCHUSIMU, HEPEIKO >KU3-
HEYTPOKAIOUIMMH, Y MAalUeHTOB O€3 MPeIIeCcTBYIOMNX
HapymeHnid remMoctasa [1]. Yacrora muarnoctuku [TTA
ot 0,2 1ol HAa MIJUIMOH HaceleHUs B roxa. B mocnemnue
TOJBl OTMEYAETCS] TEH/ACHIMS K YBEIMUCHHIO YacTOTHI
JI0 2 Ha MWJUTHOH HACEJICHHS B TO/I, KOTOPYIO CBSI3BIBAIOT
c Oompmiell  MHPOPMHUPOBAHHOCTBIO  MEIMIIMHCKUX




BECTHHUK
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pPabOTHHKOB O CyLIECTBOBAaHMU ITOW MAaTOJOTHUH M YITyd-
meHueM ee qUarHocThky [2]. CI0XKHOCTh TUArHOCTUKU H,
Kak CIIe/ICTBHE, HECBOCBPEMEHHbIEC U HEa/IeKBaTHBIE Tepa-
MEBTUUCCKUE MEPHI TPH KHU3HEYTPOXKAIOIINX KPOBOTEUE-
HUSX (BHYTPHUCPEIHBIX, JIETOUYHBIX, JKEIYI0YHO-KUIIECY-
HBIX) SBIISIOTCSI IPUYMHON BBICOKOH JeTanbHOCTH (22 %)
narreHToB ¢ [II'A, 0coOOCHHO B TeUCHHE TICPBBIX 2 HEACTh
ot aebrora 3aboneBanus [3].

Kpurepussmu 111 TOCTaHOBKH JTHAarHO3a MHTHOHTOP-
HOM (hOpMBI TPHOOPETECHHOM TeMOM Y SIBIISIETCS TIOBBIIIIS-
HHe THTpa HHrHONTOpa > 0,6 beresna emunnt /M (BE/mm).
Paznuuaror (GopMbl HHIHOUTOPHOH TeMODHINK ¢ HU3KUM
< 5 BE/Mn (HM3KOpearupyrommm) TUTPOM HHTHOMTOpa U
BBICOKHM (BBICOKOPEArnpyronyM) THTPOM HHIHOMTOpa, TO
ectb > 5 BE/Mi [4].

OcoOeHHOCTH KIMHUYECKUX MPOSIBIICHUH Y 3THX Ia-
IIMEHTOB — MPeo0Iaganue KPOBOM3IMSHUI B MOAKOKHYIO
KJIETYATKY, MBIIIIIBI, 3a0pIOMIUMHHOE POCTPAHCTBO (TemMa-
TOMBI), B CIM3HCThIE 0OOJIOYKH — HOCOBBIC, JKEITyAOUHO-
KUIIIEUHble, MOYeBOH cucteMbl. Hepenko pasBuBaroTcs
BHYTPUOPIONIHBIE KPOBOTEUEHHS ¥ KPOBOU3JINSHUS B TO-
JIOBHOHM MO3T, aTUIIMYHBIE JJIs1 OOJTBHBIX C HACIIEACTBEHHOM
reMouIneil reMapTPO3bl BOZHUKAIOT OYCHB PEIKo [5, 6].

IIpuunnbr pasputus [II'A MHOTOOOpa3Hbl. Tak,
cormacHo mnpoBeaeHHoMy B 2012 1. peructpy EACH2,
y 11,8 % GosbHBIX ObLIH 0OHAPYKEHBI OITyXOJIEBBIE 3200~
neBaHus, y 2,6 % — MOHOKJIOHAJbHasi raMManarust Hesic-
HOTO TeHe3a, y 11,6 % — ayronmMmyHHBIE 3a0051eBaHus (CH-
CTEMHas KpacHasl BOTYaHKa, PEBMATOMIHBIN apTPUT, CHH-
apom Illerpena, aHTH(HOCHOMMMUIHBIA CHHIPOM H AP.),
y 8,4 % — uHrubuTopHast reMouIMs ObLIa aCCOIMUPOBAHA
¢ OepeMeHHOCThIO, ¥ 5,3 % — C IPHEMOM JIeKapCTBEHHBIX
npernaparos, y 3,8 % — ¢ undexuuelt, y 1,4 % — ¢ KOKHBI-
MU 320071€BaHUsIMY, Y 8,2 % — ¢ IpyruMH 3a00JI€BaHUsIMH,
y 51,9 % OonpHBIX HE ynasoCh YCTAaHOBUTH 3a00JIEBaHME,
KOTOpOe TpUBEIIO K BipadboTke anTuten FVIII [7].

ITpunnuns! Tepanuu. [lomMumo aeueHus remopparu-
YECKOTr0 CHH/IPOMa, Y OOJIbHBIX C HHTMOUTOPHOW (hopMoii
IIT'A nomxna npoBoautkes spanukauus FVIIL. B kauectBe
TIepBOM JTMHUM TEPANMH JUIS 3TOTO TPUMEHSIOT TIIFOKOKOP-
tukocteponnasie TopMoHs! (I'KC) [8]. CornmacHo maHHBIM
peructpa EACH2, monnoe ymanenue naruoutopa FVIII
npu tepanuu Tosibko ['KC Obwio nocturnyro y 58 % mna-
LEHTOB, CpEIHee BpeMs JI0 dPajMKalMd HHTHOMTOpa
cocraBuio 34 nHs, oqHako y 18 % OONBHBIX MO3XKE pas-
BWJINCH PELUIUBBI, 3TO 03HAYACT, YTO CTAOMIIbHAS PEMHUC-
cust mpu Tepanmu Toabko ['KC 6b11a Tonbko y 48 % 60mb-
HeiX. JloGaBnenne k I'KC nukmodochamuma mo3BossieT
YBEJIMYUTH YaCTOTY AOCTHXKeHUs peMuccuu 10 60-80 %
Y YMEHBLIUTH 110 12 % yacToTy peuuauBos [9].

HEJb PABOTBI

BelsiBIIeHHE MATOr€HETHYECKUX MEXaHM3MOB Das-
BUTHSl KOAryJOIaTUH y MOKHUIIBIX IALIMEHTOB HAa IIPUMEpE
COOCTBEHHOTO KIIMHUYECKOr0 HaOIIOIeHHUS.

METOAUKA UCCJIEJOBAHUSA

B crarhe mpencTaBieH KIMHAYCSCKUH CITydai mpruoo-
PETeHHO! TSKENON HHIrHONTOpHOU (hopMBI TeModumm A
y MOXKMJIOTO TAlUEHTA.
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PE3YJIBTATBI NCCIIEJJOBAHUS

N UX OBCYKJIEHUE

B mapre 2022 r. manment 3., 1961 roma poxne-
HUSI, OTMETWJI IIOSIBJICHUE CIIOHTAHHBIX MEXMBIIICYHBIX
reMaTroM Ha Teie, HanOoJsiee BBIPRKEHHBIX Ha BEPXHHUX
1 HIDKHAX KOHEYHOCTSX, a TaKKe Ha MOBEPXHOCTH CIIH-
Hbel. OOpaTHiICsS B MPUEMHO-THATHOCTUIECKOE OTACTICHIE
OJTHOTO W3 CTAIlMOHApOB TOpoja C Kajobdamu Ha Ooyn
B MIOJIKOJICHHOM o0nactu. OcTpasi Xupyprudeckas maroso-
rust uckirodeHa. B cBsa3u ¢ yunennem AUTB B koaryso-
rpamme 10 107 ¢ manuenT OblT HalpaBlIeH Ha KOHCYJIbTa-
IIUIO TeMAaToIIora.

B nanpHeieM y nauueHTa nosBUIICS BbIPaKEHHBIN
00I1eBOI1 CHHIPOM B rOpJIe, B CBSI3H C IIOSBIEHHEM I'eMaTOM
TOPTaHOIVIOTKH CIpaBa, TEMaTOMBI ITOJIOCTH PTa, OOKOBOI
MMOBEPXHOCTH IIIEU CIpaBa M TOAOOPOMOYHON 00JacTH;
TOCTIMTAIN3UPOBAH B OTOJAPUHIOJIOTHUECKOE OTJICIICHHUE.
Jlarnee mepeBesieH B TeMaTOIOTHYECKOE OT/ICIICHHE.

OO6mmii anamms KpoBu: reMornoouH 102 1/11; spuTpo-
uThl 3,68 % 10/, nefikouutst 7,73 % 10°/1, TpOMOOIUATHI
177 x 10°/n, neiikorurapHast hopmyina 6€3 0COOEHHOCTEN.

Koarynorpamma: AUTB 126 cexyHn, ocTanabHbIE M0-
kazarenu B HopMe. Daxrop IX —68,3 % (70-120 %) dax-
top VIII menee 6 %, turp uaruduropa x daxropy VIII —
14,2 BE. ITannenTy Ha3Hau€HO BBEICHUE dMTAKOTa abha
BHYTPUBEHHO.

B xonrie 2022 1. manueHT KOHCYIBTHPOBAH reMaTolIo-
roM «l'opoyicKoro eHTpa 110 JiedeHHIo reMO(HIMN roposia
Canxkr IlerepOypra. Bricrasnen amarxos: I'emodums A,
TsDKenas uHruouTopHas opma. Tutp MHTHONTOPA K (hak-
topy VIII —14,2 BE. PexomeH10BaHO TIpOBEACHIE TPODH-
JIAKTUKY AHTUMHTUOUTOPHBIM KOAryJSIHTHBIM KOMILIEKCOM
n3 pacuera 50 e1./Kr TpH pa3a B HE/IEINI0 U OTMEHA 3aMeCTH-
TenbHOM Teparnuu (akropoM ceprhiBanus VIII. Ha onno
BBenenue — 4 000 ex., B menemo — 48 000 e., rogosas 1o-
TpedHOCTH 576 000 e

W3 anaMHe3a TakKe M3BECTHO, YTO MAILlEHT CTpaja-
eT s13BeHHBIM KoimuToM ¢ 2005 1., ObLI Ha3HAUYEH Mecayia3uH,
KOTOpbIE OH TPUHUMAJI TOJBKO TIPU PEIKUX 00OCTPEHHMSIX.
C oktsi0pst 2022 1. HaOMOMaeTCsl yYalleHUe CTyla ¢ BbIpa-
JKEHHBIM OOJIEBBIM CHHJPOMOM, T'aCTPOIHTEPOIIOTOM PEKO-
MEH/IOBaH MOCTOSIHHBIN TIPHEM Mecalla3uHa B 103€ 3 T/CyT.,
OTMeYanach MOJIOKUTENbHAS IMHAMUKA, HO Yepe3 MECHI
MIOBTOPHOE Y4allleHUE CTYJIa; PEKOMEHIOBaH JIOIOIHHUTEb-
HO TipueM mpenHuzonona 50 mr B cyTku. B panbHeiiem
J103a TIPETHNA30JI0HA CHIDKAJIACh BILIOTh JI0 TIOJHOM OTMEHBI.
PexoMeH10BaHO TIPOIOIDKHUTH IIPUEM Mecalla3nHa 3 T/CyT.

Koarynorpamma ot Hosiopst 2023 1.: AUTB 34 c, Bce
TIOKa3aTeny B HopMe. PeKOMEHI0BAHO OTMEHHTB NPOQuIIak-
THUYECKOE BBEJIEHHE AHTHUHIMOMTOPHOTO KOAryJITHTHOTO
KomIuiekca. I1py KOHTPOIEHOM 0CMOTpPE TeMaToIoroM MariH-
eHT K00 Ha KPOBOTEUECHHsS] Y KPOBOM3IIHMSHUS HE MPE/b-
sBisieT.  COCTOSIHME OTHOCHTENHHO  Y/IOBJIETBOPUTEIIHHOE.
KoxxHble TOKpOBBI uMCTBIE. B Koarymorpamme OT HIONs
2024 r.: AYTB 38 cexyHIpI, Bce TOKa3aTeli B HOpMe.

MOKHO NPEeanoNoKUTh, YTO MPUYUHOMN TMOSBICHUS
nHruouTOpOB K (hakropy ceeproiBanus VIII y nanHoro ma-
LUEeHTa cTall Ae(eKkT B MMMYHHOH cHUCTEeMe, BO3HUKIIHUIA
BCJIE/ICTBHE XPOHNYECKOTO HEKOHTPOJIMPYEMOTO BOCTIAIe-
HUSI B TOJICTOM KHIIIEYHHUKE.
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3AKJIIOYEHUE

3uanne ocodbenrocrteit TeueHust [1IA T0DKHO TOMOYB
KIMHULIUCTY NpH AU(depeHInanbHO-11ar HOCTHYECKOM 0~
MCKE TIPHYHH TeMOPPAruyeckoro CHHAPOMA Y MAIUEHTOB 0e3
OTSITOIIICHHOTO 0 KPOBOTEUCHUSIM aHaMHe3a. OOHapyKeHHe
BbICOKHX 3HayeHuil AYTB B koaryiaorpamMme JOJDKHO Halle-
JIUTH Bpava Ha OnpezieieHne YPOBHS (DaKTOPOB CBEPTHIBAHHS
1, TIPA HEOOXOTMMOCTH, HHTHOUTOPOB. CBOEBPEMEHHOE Ha-
4ajo CrerupUUecKoro JICUCHHs MPEIyPEKIACT Pa3sBUTHC
JKH3HEYTPOKAIOIINX TEMOPPArUICCKUX OCIIOKHCHUH.
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KOH(IJJ]I/IKT HHTEPECOB. ABTOpI;I JACKIApUPYIOT OTCYTCTBUE ABHBIX M IOTCHUWAJIBHBIX KOH(I)J'II/IKTOB HUHTEPECOB, CBA3AHHBIX

¢ myOJMKanyeil HacTOsIIeH CTaThu.
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