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Pedepat. BBegeHue. NMpuobpeteHHan remopunus A — peakas popma TsHKenow koaryrnonatum ¢ ayTOMMMYHHbIM
MexaHn3mMoM pa3Butusi. OHa BO3HUKAET BCreAcTBUe 06pa3oBaHus HMMoupyowmx aHtuten k daktopy VI (FVIII), yto
NPUBOAMT K HapyLLUEeHWIo akTneBaumum daktopa X 1 NOSIBIEHMNIO CMOHTaHHbIX KpOBOTEYEHUI Y 60MbHbIX 6e3 NpeaLlecTsy-
IOLLIEN NaTONornM cuCTeMbl reMocTasa B aHamHese. [1prmepHo B nonoBuHe criydaes aytoaHTutena k FVIII BosHukatoT
y naumeHToB 6e3 kakoro—nnbo conyTcTBytoLLero 3abonesaHuns. Cnegyer OTMETUTb, YTO CPeaHUA BO3pacT NauMeHToB
Ha MOMEHT yCTaHOBKM anarHo3a 70—74 roga, No3TOMYy BO3HUKHOBEHME 3aB0NeBaHns Y MOMOAbIX KEHLLMH SBNSETCS
PEAKOCTbIO U MOXET accouMmpoBaTbCsi ¢ 6epeMeHHOCTbI0 U pogaMu. YunTbiBas pegkocTb AaHHOro 3aboneBaHus,
BeeHNe Taknx GOMbHbIX ABNSETCA CNIOXHON KNUHMYeckon 3agadveit. Llenb. MNpeacTtaBuTe cOBCTBEHHOE KIMHUYECKOE
HabrnogeHne ANarHoCTUKM U NeYeHMs MONoaow NauMeHTKU ¢ NpuobpeTeHHon remocunmen A MHIMBUTOPHOM POPMbI.
MaTtepuansi u meToabl. MNMaumneHTtka A., 38 nert, rocnutanuavpoBaHa B reMaTonornyeckoe oTaeneHme ¢ remopparuye-
CKUM CUHAPOM MO reMaToOMHOMY Tuny, NPOSBASIOWMUIACSA KPYNHBIMK reMaToMaMu Ha pa3Hbix obnactax Tena. 3a Bpems
HaxoXaeHuns GonbHOW B CTauMoHape B AMHAMMKE NPOBeAEHbl OOLLEKNMHMYECKME, CTaHAapTHble nabopaTopHbie 1
MHCTPYMeHTarnbHble MeToAbl nccnegoBaHus. Pesynbratbl U ux o6cyxaeHue. BoigBneHHbI B Xo4e AWarHOCTUKU
TUMNWYHBIN FTEMaTOMHBIN TUN KPOBOTOUYMBOCTYU, YOANMHEHNE KOarynsuMOHHbIX NoKasaTenen, Hanmyune BbICOKUX TUTPOB
nHrmbuTopa cakrtopa VIII (605 BE) n cHuxeHne yposHs daktopa VIl (o 0,5%) nossonunum ycTaHOBUTL AMarHo3
npuobpeTeHHon remodunmmn A. HasHauyeHHoe nauueHTke MIMMYHOCYNPECCUBHOE NEYEHUE C UCTIONb30BaHNEM FE€HHO-
WHXEHePHOro npenapara oKa3ano NoNoXuTenbHoe BIUSHNE Ha KIMHMYeCKoe TedeHre 1 nabopaTopHble nokasaTenu,
BMMOTb 0 NOMHOro Ux perpecca. lNocne npoeeAeHHON TepanuyM 060CTPEHUIA COCTOsIHUSA He Habntoganocsk. MauneHTka
Ha CeroAHsILLHNIA AeHb HaXoaMTCs NoA HabngeHneM y remarornora no MecTy xutensctea. BeiBogbl. Takum o6pasom,
CBOEBPEMEHHO AMAarHOCTUPOBaHHOE 3aboneBaHue M NpaBUIbHO BbIOpaHHAs TakTUKa NMEYEeHUss C UCMONb30BaHUEM
3aMeCcTUTENbLHOWM U UMMYHHOCYNPECCUBHOWM Tepanuy NO3BONMAW KyNupoBaTb reMmopparnyecknii CUHOPOM U yCTpaHUTb
nHrmbuTopsl k FVIII. Hawe knuHu4eckoe HabnogeHne 4EMOHCTPUPYET OCOBEHHOCTM TEYEHUS, anropuUTM AUarHOCTUKM
1 BefeHUs NaumneHToB C npuobpeTeHHon remodunnmen A 6e3 kakon—nmbo conyTCTBYIOLLEN NaToNornm, B aHaMmHe3e
COMpPOBOXAaBLUENCS NULLb ANUTENbHBIM MOCNEPOAOBLIM MaTOYHbLIM KPOBOTEYEHUEM, C OTCYTCTBMEM ayTOMMMYHHbIX
1 3roKa4yeCcTBEHHbIX 3aboneBaHui.

KnroueBble cnoBa: npnobpeteHHasi remodunus A, remounms MHrMbuTopHas dopmMa, koarynonartusi.
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Abstract. Introduction. Acquired hemophilia Ais a rare form of severe coagulopathy with an autoimmune mechanism
of development. It occurs due to the formation of circulating inhibitory factor VIII (FVIII) antibodies, which leads to
impaired activation of factor X and the occurrence of spontaneous bleeding in patients without previous hemostasis
system pathology. In about a half of the cases, FVIII autoantibodies appear in patients without any comorbidities. It
should be noted that the average age of patients was 74 years at the time of diagnosis. However, the occurrence of the
disease in young women is rare and may be associated with pregnancy and childbirth. Given the rarity of this disease,
the management of these patients is a challenging clinical problem. Aim. To describe a clinical case of diagnosis and
treatment of a patient with the inhibitor form of acquired hemophilia A (AHA). Materials and Methods. A 38—year—old
female patient had acute hemorrhagic syndrome of the hematoma type, manifested by large hematomas in different areas
of the body. During the patient’s stay in the hospital, standard lab tests were made, the test results were evaluated over
time, and instrumental diagnostics was performed. Results and Discussion. The typical hematoma type of bleeding
detected during diagnosing, prolongation of coagulation parameters, presence of factor VIII inhibitor (605 BU), and a
decrease in factor VIII level down to 0.5%) verified the AHA diagnosis. Methods of substitution, immunosuppressive
therapy, and monoclonal antibodies were successfully used to treat AHA in this patient. The patient is followed up by a
hematologist at the place of residence. Hematomas did not recur. Conclusions. This clinical observation demonstrates
the peculiarities of the course, diagnostic algorithm, and management of patients with AHA without any concomitant
pathology, with a history of only prolonged postpartum uterine bleeding, and with no autoimmune or malignant diseases.
Keywords: acquired hemophilia A, hemophilia inhibitor form, coagulopathy.
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B BepaeHue. [NpnobpeteHHas remodomnma A (MIFA)
SIBMSIETCA KpanHe peakon hopMon TsKeromn
KoarynonaTtuu, Kotopasi OTHOCUTCS K rpynne rmnokoa-
ryNAUMOHHBIX HapyLUEeHW Mrna3mMeHHOro remocrasa ¢
NpeumyLLecTBEHHO ayTOMMMYHHbIM MEXaHU3MOM pas-
BUTUSA. DTO COCTOsIHME oBycrnoBneHo obpaszoBaHNEM
MHIMOMTOpPHLIX ayToaHTuTen kK daktopy VI (FVIII),
npueosillee K HapyleHuto aktuBaumm gaktopa X
(FX) [1,2]. NMrA xapakTepusyeTca pasBUTMEM FreMop-
parm4eckoro CMHApoOMa pPasnNNYHON CTENEHN TSXKECTU Y
nauMeHToB, KOTOPble B CEMEWHOM U INYHOM aHaMHe3e
KpoBoTeYeHun He oTmedanu. OcobeHHocTbto MIMA aB-
nseTcsa To, YTO MHIMBMTOPLI HE NOMHOCTBI UHAKTUBK-
pytoT FVIII, coxpaHsas ee pe3vayanbHY0 aKTUBHOCTb.
B cooTtBeTcTBMM C MHpopMauuen, NpeacTaBneHHOM B
EBponeickom peructpe npunobpeTeHHon reModunum
(European Acquired Haemophilia Registry, EACH2),
M3BECTHO, YTO YacToTa NOosiBNeHUs npuobpeTeHHon
remocpunum A coctaensiet ot 1 go 1,48 cnyyasa Ha 1
MWIIWOH HaceneHusi B rod. 3To pacnpegeneHune 3abo-
neBaHWs OAUHAKOBO XapaKTePHO Kak ANA MY>XXYMH, TaK U
Ans xxeHwuH. CpegHuin BO3pacT NaLMeHTOB HA MOMEHT
NnocTaHOBKM AuarHosa coctaensdet 73,9 net [3, 4].
OTnonorusa npuobpeTteHHon remodpmnum A Ha ce-
rOOHALWHMI AeHb AOCTOBEPHO Hem3BecTHa. CornacHo
AaHHbiM EBponerickoro peructpa npuobpeTeHHom
remocpunumm, y 50,9% naumentoB c MNIA He yaanocb
YyCTaHOBUTb OCHOBHOE 3aborneBaHve, KOTOpoe MOro
Obl cnocobcTBoBaTh hopmupoBaHuto aHtTuten kK FVIII.
Tonbko B HEKOTOPLIX Cry4asx yAaeTcs YyCTaHOBUTb
COCTOSIHUS, MOCNYXuBLUME NpudnHon passutua MrA:
MOHOKIOHarbHble rammanaTn HesicHoro reHesa — 13%,
onyxonesble 3abonesaHus — 11,8%, ayTOMMMyHHble
3aboneaHnst — 11,6%, 6epeMeHHOCTb— 8,4%. Takke
WHpeKUunn, NprueM HeKOTOpbIX NEKapCTBEHHbIX npe-
napaToB MOryT CNpOBOLMPOBaTh BbIpaboTKy aHTUTEN
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K dakTopy VIl [3,4,5]. CnegyeT oTMETUTb, YTO cpeamn
XXEHLLIMH eCTb eLLie 0AWH Nk 3aboneBaemMocT, KOTOPbIN
npuxoamnca Ha Bo3pact 33,9 roga, 4to 6bino cBA3aHo
¢ nosieneHnem mHrnbutopa FVIIl Bo Bpemsi 6epemeH-
HOCTW U B nocrnepogosom nepuoge (8,4% 60onbHbIX
Mnra) [2,4,6].

Mpu npnobpeTteHHom HegocTaTodHocTu FVIII, Takke
KakK 1 npu BpoxaeHHon dopme remodounum, Habmo-
[aeTcs remopparMyeckuini CUHAPOM NO reMaToOMHOMY
TUMY, YTO KIMMHUYECKN NPOSABNSAETCS KPOBOUNNAHUSAMU
B CNN3MCTble 060M04KK, 3a6PIOLLIMHHOE NPOCTPaHCTBO,
NOAKOXHO—KMPOBYIO KrneTyaTKy, MbillLbl U FONOBHOW
mMo3r. OfHaKo B OTNMYME OT HacreacTBEHHOW hOpMbI
reMounun remapTposbl BCTPEYAOTCH 3HAYUTENBHO
pexe [4,7].

XapakTepHbIMW OCOBEHHOCTAMM U3MEHEHUS B
koarynorpamme gns A, B nepsyo ovepenb, ABns-
I0TCA yANMHEHWE aKTUBMPOBAHHOIO napuuanbHOro
TpombonnacTuHoBoro BpemeHu (AlMNTB) n BpemeHun
CBepTbiBaHUS KpPOBU. [1pn 3TOM BaXxHO OTMETUTD,
YTO MokasaTtenu TPOMOGUHOBOrO U NPOTPOMOUMHOBOIO
BpPEeMEHW, KOHLeHTpauuun dubpuHoreHa, BpeMeHu
KPOBOTEYEHWNSI U KONMYECTBO TPOMOOLIMTOB OCTaloTCH
B npegenax HopMbl. CHuxeHne ypoBHs chaktopa VI
1 oBHapyXeHne MHrMbuTopa K HeMy crnyat JOMOMNHM-
TenbHbIM noaTeepXxaeHnem guarHosa MrA. OcHoBHoM
uenbto neveHns MIA sBnseTca KynuposaHue reMoppa-
rM4eCcKoro CMHAPOMa, apagmKaLms NHrMbuTopa, a Takke
rneveHne oCHOBHOro 3abonesaHus, KOTopoe Morno 6Obl
cnocobcTBoBaTb POPMUPOBAHNIO MHIIMOBUTOpPOB [8,9].

YunTbiBasi peakocTb AaHHoro 3abonesaHus, Beae-
HVe Taknx GOmbHbIX SBMAETCS CIIOXHON KIMHUYECKOW
3agaden. MNprnBoanm knuHMYeckoe HabrniogeHve na-
umeHTkun ¢ MNMIMA, npoxoauBLLEN NeYeHne B reMaTosno-
rMYyecKkoM oTaerneHun pecnyobrnmMKkaHCKON KNMHUYECKON
oonbHuubl (PKB) 1. KasaHb.

N3 NPAKTUYECKOIO OMNbITA




Lenb. Onucatb KNMHWYECKWIA Criyyqam AUarHOCTUKK
N Ne4YeHUst NaLMeHTKN C NPpMobpeTEHHO reModmnmen
A VHIMBUTOpPHOM hOPMBbI.

Martepumanbl u MeToabl. Y nauneHTkn 38 net Obin
obHapyxeH remopparnyeckuini CMHLPOM MO reMaToMm-
HOMY TUMy, NPOSBASIOWNACSA KPYNHBIMU reMaTtomamu
Ha pasHblx obnacTax Tena. 3a BpeMs HaxoXneHus
GonbHOM B CTauuoHape B AMHAMUKE OLEHEHbl CTaH-
AapTHble nabopaTopHble MccneaoBaHusl, NnpoBegeHa
WHCTPYMEeHTanbHasa AnarHocTuka

OnucaHue cny4as. [NaumeHTtka A., 38 ner, nocrty-
nuna B remaronorunyeckoe otaenexHne PKB r. Kaszanu
8 HosA6psa 2022 roga ¢ xanobamu Ha CNOHTaHHoOe
NosiBNEHNE KPYMNHbIX remaTtoM, 6onsmMmn B Mblluax u
BblpaxkeHHoM obLen cnabocTblo.

Anamnesis morbi. A3 aHaMmHe3a N3BEeCTHO, 4YTO 3a
ABa mecsua oo noctynnexus (5 ceHtabpsa 2022 r.)
nosiIBUNMCb HotoLme 6onu B Horax, aanee B pykax. lNa-
LuueHTKa obpaTtnnach k TepaneBTy 7 ceHTabps 2022 r.,
raoe 6bino npoBeaeHo obcrenoBaHme. B koarynorpamme
obpatnno Ha cebs BHUMaHue yanuHeHnune AMNTB go
99 cek (npv Hopme 23-35 cek). Heckonbko AHel cnycTs
naumeHTKa ctana otMmeyarb NosiBfieHre 1 pacnpocTpa-
HEeHne remaToMm CuHe-(pMoneToBOro LBeTa Mo BCEMY
Teny, ¢ NocnegyroLlmM yBenmiyeHneMm mx B obbeme u
ycuneHnem 60ne3HeHHOCTU, CKOBbLIBaKOLLMIA ABMKEHME
B KOHEYHOCTSAX. B cBA3M ¢ nosiBNeHneM faHHbIX anob
B ceHTA6pe 2022 roga Gbina rocnuTannsvMpoBaHa B
cTaumoHap no MecTy xuTenbcTBa. BeicTaBneH gua-
rHo3: «[emaTtoma neBoW rofeHn 1 NeBOro Npeansieybs.
BropuyHasa numdenema ne.biX KOHEYHOCTENY, N Ha-
3Ha4YeHbl HECTEePOUAHbIE MPOTUBOBOCNANUTENbHbIE
npenapatbl. [1py BbINMCKE reMaToOMbl YMEHbLUWUMUCh,
HO MOSTHOCTBLIO HE Mc4e3nu. AMOYNaTopHO NpogomKkmna
npvem HUMecynuaa. B cBs3u ¢ ysennyeHmem remaTom
B HOsI6pe 2022 roga Gbina rocnutanuanpoBaHa B reMa-
Tonornyeckoe otaenexHne PKB r. KaszaHb.

Anamnesis vitae. [Npyn nogpo6HOM n3y4eHnn aHam-
He3a XW3HW, N3BECTHO, YTO HacneacTBEHHOCTb Mo
KoarynonaTusiM He OTsroLleHa. ANuaeMmnonornyeckui
aHamHe3 6e3 ocobeHHocTel. NMepeHeceHHble 3abo-
neBaHus, TpaBMbl, onepauuy oTpuuana. Anneprono-
rMYecKUn N NeKapcTBEHHbIN aHaMHE3 He OTArOLLEHbI.
M3 ruHekonornyeckoro aHamHesa: 6epemeHHocTb 1,
poabl 1. bepeMeHHOCTb NpoTekana 6e3 0cobeHHOCTEN.
Mocnepoposon nepuog conpoBoXaanca ANUTenbHbIM
MaTOYHbIM KpoBOTeUeHneM. MeHCcTpyaumnm obuneHbIe.
lemoTpaHcdysun oTpuuana.

OOBEKTUBHO MpW MOCTYNMEHNA COCTOSIHUE cpep-
Hel CTeneHu TSHKeCTW, Co3HaHne sicHoe. Tenocnoxe-
HWe rmnepcrteHudeckoe, Bec — 91 kr, poct — 168 cwm,
MMT=32,2 kr/m?, Al 110/60 mm prt.cT, YOO — 18 B
MUHYTY, HCC — 80 B MuHyTY, catypauus — 98%. MNpwn
OCMOTPE KOXHbIX MOKPOBOB OBOHapY>XeHbl KpyrnHble
NAOTHbIE reMaToMbl Ha BEPXHEN NEBON KOHEYHOCTH,
XMBOTE, B BEPXHEM HApY>XHOM KBagpaHTe NeBow Aro-
AVupl (B MecTe NpoBeAEHNS BHYTPUMBILLEYHOW NHBEK-
Luun), Ha CuHe B NpoeKkLumn obrnactu noyek (reMaTombl
nosiBUNMCcb nocne nposegexHnsa Y3WU nouek), n yxe
ucyesawlime He3HayuTenbHblE reMaToMbl Ha MpaBoW
HWXHEN KOHEeYHOCTM (Ha BCeW MOBEPXHOCTU FONEHMU,
ctone) (puc. 1-3).

Bugumble cnnsmcTtble — po3oBble, YncTble. Jlumda-
TUYeCcKue y3nbl U LUMTOBKUAHASA xenesa 6e3 natonornu.
IpyoHble xenesbl 6e3 ocobeHHocTen. Cuctema opraHoB
OblXxaHus, cepaeyHo—cocyaucTas, nulleBapuTensHas,
MOYEBbIAENUTENBHAA Y KOCTHO-MbILLEYHAsA CUCTEMBI
6e3 B1nanmon naTonorunu.

Pe3ynbraThl 4ONONHUTENLHOIO NabopaTopHoro
nccneaoBaHuUA.

Ha MOMeHT mocTynneHus B cTauuMoHap KIu-
HMYECKUN aHanu3 KpoBu M moum ot 08.11.2022:
6e3 natonoruun. dputpountbl — 4,3x10'%/n, remo-
rmobuH — 119 r/n, rematokput — 41%, TpomboO-

Puc. 1. Bug cnepeaun. lematoma nesou
BEpPXHEN KOHEYHOCTMU.
Fig. 1. Front view. Hematoma on the upper left limb.
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Puc. 2. Bug cnepegu. lematoma npaBou rorieHn u cTonbl.
Fig. 2. Front view. Hematoma on the right leg and foot.
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Puc. 3. Bua c3agn. lematoma Ha cnivHe.
Fig. 3. Rear view. Hematoma on the back.

unTbl 348x10°%n, neunkountbl — 9,0x10%n, COJD
— 15 mm/4, nenkodgopmyna: 6e3 ocobeHHOCTEN.
B obweM aHanuse mMoyn nokasatenu B npegenax pe-
¢epEHCHbIX 3HaYEHUN.

B koarynorpamme ot 08.11.2022 BbiSIBNEHO: n30-
nupoBaHHoe yanuHeHune AMNTB — 103,7 cekyHg (npu
Hopme 23-35 cekyHf), yBenuyeHne BpeMeHU CBep-
TbiBaHWA no Cyxapesy 7,2 MUH (Npu HOpME 2—3 MUH).
MpoTtpombuHoBoe Bpems (MB) — 10,2 cek, MNpoTpom-
ouHoebIn nHaekc (MTK) no Kemky — 98%, MHO — 0,94,
dubpuHoreH — 3,9, N—ammep — 0,26 mr/n.

Broxumuueckuii aHanus kposu ot 08.11.2022 6e3
ocobeHHoCTeN: rmtoko3a — 5,8 mmonb/n, obwun Gunupy-
OuvH — 5,8 MKMonb/n, kpeaTUHUH — 84 MKMOrb/N, 06LLMIA
6enok — 84,8 r/n, ANT — 15,1 ea/n, ACT — 13,5 ea/n,
nar — 194 epn/n, xeneso — 6,9 Mkmonb/n.

dakTopbl cBepThiBaHMA kpoBu 08.11.2022: cHmxe-
Hue aktuBHocTn daktopa VIl — go 0,5 %, akTMBHOCTb
akTopa Bunnebpanga —150 % (50—150 %); Bricokune
TUTPbI MHIMBUTOpa K cbaktopy VIII — 604 BE. Takum 06-
pa3om, 6bIro BbisiBNEHO pe3koe cHkeHune VI dhaktopa
n nosiBneHue nHrnbutopa VIl daktopa ceepTbiBaHMS.

B uenax andpdepeHuynansHOM gMarHOCTUKKA Npo-
BEOEHO NCCNnefoBaHne KpOBM Ha BOMYAHOYHbIN aHTU-
KoarynsiHT (TecT ¢ sgom 3meun Paccena unu Tavinana):
ot 08.11.2022 — He obHapyKeH.

Pe3ynbraTthbl MTHCTPYMEHTaNbHbIX METOA0B Ana-
rHOCTUKM.

O63opHas peHTreHorpamma opraHoB rpygHOW KreT-
kv 6e3 natonoruu.

Mo anektpokapgunorpamme (3KI): CnHycoBbIn
putm 75 ygapos B MUHYTY. HopmanbHoe nonoxeHue
anekTpuyeckon ocu cepgua (30C) +68°. MaTonorun
He BbISIBMEHO.

Mo gaHHbIM axokapguorpadumn (Oxo—KI') pasmepsl
nonocTen 1 cokpaTuTenbHas MyHKLUUA M1MoKapaa neso-
ro xernygoyka B Hopme. MutpanbHas v Tpukycnmgans-
Hasi peryprutaunsi nepBomn CTENEHMU.
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YnbTpa3sykoBoe uccriegosaHme (Y3M) BEH HKHNX
KOHEYHOCTEN naTonorun He BbIIBUNK. ViccnegoBaHue
COCy[0B BepXHel KOHEYHOCTM 6e3 naTonorum.

B xoge rocnvtanu3auum npoBoAMIICA OHKOMOMCK.
Mo aaHHbIM Y3W opraHoB GpHOLLHOM MOMOCTH, NoYvek
W HaAno4ye4yHMKOB, OPraHOB Maroro Tasa [aHHbIX 3a
naTonoruo He BbisierieHo. [Npu nposegeHun Y3U wmuto-
BUAHOW Xenesbl 1 NapalMToBUAHbIX Xerne3 Obinu Bbl-
SIBMNEHbI NPU3HaKM y3roBoro 06pasoBaHns LWMTOBUOHOM
xenesbl TIRADS-2. Y3U uccnegosaHne MONOYHbIX
Xenes naronorun He BbigBUNO. Mo gaHHBIM 330¢a-
roracTpogyogeHOCKONMM — NOBEPXHOCTHbLIN racTpuT,
KornoHockonusa 6e3 naTonorum.

YuuTbiBasi KNMHUKY U pe3ynbTaTtbl NPOBEAEHHbLIX
nccneaoBaHUN, NaLMeHTKe BbICTaBNAETCA ANarHo3s:
MprobpeTeHHas remodunus A nHrMbuTopHas dopma.
ConyTcTBYHOLWNIA AnarHos: Y3noBoe obpa3oBaHue Ln-
ToBuaHow xenesbl TIRADS—2. [oBEPXHOCTHbIV racTpuT.

MpoBeneHHoe neyeHne. C MOMeHTa NOCTYNNEHNA
onbHoM B cTauMoHap bbina npoBeaeHa TpaHchy3us
pekombuHaHTHoro FVIII — Ontakor-aneda, Nlemate 18
CTaHOapTHOM JO3NPOBKE B Ka4eCTBE 3aMeCTUTENbHOMN
Tepanuu B CBA3W C BblpaxeHHbIM geduuntom FVIII.
Ha doHe npoBoanMON Tepanmm COCTOsTHUE NaUUEHTKN
YNy4yLnIoCh, YMEHbLUMNCH reMaTtoMbl U OTEYHOCTb
KoHe4HocTen. Nocne ynyyleHus KNMHUYeCKOW KapTu-
Hbl NS peLleHnss Bonpoca O AanbHENLWEM fNeYeHnMm,
naumeHTka 6bina koHcynstupoBaHa B ®IbY «HMNLY
lematonornn» M3 P®, roe, cornacoBaB neveHue co
cneuunanuctamu, Obino MPUHATO pelleHne HadvaTb
MMMYHOCYNPECCUBHYIO Tepanuio Ans NUKBMaaumnm
MHrMbnTopa akTopa cBepThiBaHUSA kposu [13,14,15].
MauneHTKka Ha4yana Tepanuio ¢ Nnpuema NpeaHU3onoHa
no 60 Mr/cyT ¢ noCTeNneHHbIM YMEHbLLUEHNEM A03bl Ha
5 mr kaxable 3 gHs. 1o Mepe CHWXeHNS 003bl NpeaHu-
30r10Ha 6bin AobasneH uuknodochamug no 50 mr/cyT.
[anee 6bina npoBefeHa Tepanusa putykcumabom
375 mr/m?, kypcom 4 Hegenu. B cOBOKYNMHOCTW AaHHas
Tepanusi NpMBena K NoCcTeneHHoM anMMmMHauumn TuTpa
MHrMbuTopa, ysenuyeHuto aktmeHoctu FVIII B nnasme
0o 83% (Hopma 50-150%). Ha ¢doHe npoBogumon
Tepanun (c Hosibps 2022 no anpenb 2023) oTMeyeHa
NonoXntenbHas AMHamuKka B BMAE YNYYLUEHUA COo-
CTOSIHWUSI NAUMEHTKM, MOMTHOMO UCHE3HOBEHUSA remMaTtom,
OTCYTCTBUSA BO3HMKHOBEHMUSI MOBTOPHbIX reMaToM M
HOpManusauumn aHanuaoB kposwu. MNMokasatenu AINTB n
aktmBHocTb FVIII npywnu B Hopmy, uHrnoutopsl k FVIII
He onpegensinuchb.

O6cyxaeHue. [laHHbIA KNUHUYECKUN Npumep
nokasblBaeT, YTO MpW MOCTaHOBKE AMarHosa CcTouT
obpawiatb BHMMaHMe He TONbKO Ha crneumduveckyto
KITMHWKY reMaTOMHOro TUMna KpOBOTOUMBOCTU, HO TaKKe
n Ha nabopaTopHble nokasaTtenu, NoAaTBepXxaatoLmne
naTonorno KoarynsumoHHOro 3BeHa remocTasa.

M3 nabopaTopHbIX JAaHHBIX HA MOMEHT rocnuTanu-
3auun Halen NauMeHTKM BbiBEHa rmnokoarynauus —
3a CYET 3HAYUTENbHOIO YANMHEHUS akTUBMPOBAHHOTO
YacTU4Horo TpombonnacTMHoBoro Bpemenu (AMTB) oo
103,7 (23.0-35.0 cek), yBenumyeHne BpeMeHN CBepThbI-
BaHusA no Cyxapesy — 7,2 (3,0-5,0 MuH), 3HauntensHoe
CHwKeHue aktusHocTu VIl dpakTopa.
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B uenax anddepeHymnansHOM AnarHOCTUKK Npu no-
CTaHOBKE AMarHosa HeobxoanmMo NOMHUTL, YTO yBENu-
YeHHble nokasatenu AMNTB moryT 6bITb NpK pa3nUYHbIX
naTonornsix, a UMeHHo, BO-MEpPBbIX, — NPU Hannyum
ONUTENbHOro Npuema aHTUKoarynsHToOB B aHaMHe3e;
BO-BTOPbIX, — NPW pasBUTUE OCTPOro CMHAPOMA AUC-
CEMVHUPOBAHHOTO BHYTPUCOCYAMUCTOrO CBEPThIBaHUSA
kposu (COBC); B-TpeTbux, — Npu NUCTUHHOM eduunTte
0OHOro 13 akTopoB, y4acTBYIOLUX BO BHYTPEHHEM
nyTW CBepPTbiBaHWS KPOBU, a uMeHHO ¢haktopos XlI,
X, IX wnu VIII; B-4eTBEpPTbLIX, — NPWU NPUCYTCTBUN B
nnasme 60MbLHOrO BONMYAHOYHOrO aHTUKOarynsHTa, a
Takke npu Hanuymm nHrméuTopa npotue nboro m3
YNOMSIHYThIX Bbllle (PpakTOPOB CBEPTbIBAHUS KPOBM,
KaK Hanpumep y Hallen NaumeHTKW, y KOTOpoW Obinu
BbISIBNIEHbI BbICOKWE TUTPbI MHIMOUTOpa K dhaktopy VIII.
MoBbILEHWE aKTUBMPOBAHHOMO YaCTUYHOTO (Napuuanbs-
Horo) TpombonnacTuHoBoro BpeMenn (AMNTB) B Takmx
yCrnoBuax MoxeT ObiTb 06yCnoBrNeHO pasnuyHbIMK
MexaHM3Mamu, BKIIOYas XMMUYeCKne BO3OENCTBUS U
ayTOMMMYHHbIE NpoLecchl. OTO NOAYEPKUBAET CIOX-
HOCTb AnddepeHumnansHoOM uarHocTukn u Tpebyet
KOMIMEKCHOro aHanu3a Taknx U3BMeHeHWN B KOHTEKCTe
KNUHMYeckomn kapTuHel naumenTa [10, 11]. NMoatomy ons
TOYHOW BepuduKkaumm gnarHosa Heobxogumo npoBo-
OnTb TWaTenbHyo anddepeHumnansHyo AMarHoCcTUKy
MeXxay 3TMMK NaTonornsamu.

Y Hawen nauMeHTKM BO34ENCTBUE aHTMKOarynsH-
TOB, OTpaBfneHne saamu, natonoruio nedexun n COBC
ObINM UCKIOYEHBI B X0A4e cOopa aHaMHe3a U Ha OCHOBE
pe3ynsTaToB NPOTPOMOMHOBOIO BpEMEHM, HAX0ASLLEero-
Cs B nepefenax HopmarsnbHbIX 3HadyeHun. [lanee Hamu
Obln NpoBefeH TECT CMeLUMBaHUA ANSA BblISCHEHUSA
npu4nHbl yBenuveHus AlNTB, KOTOpbIN NO3BOMSET Bbl-
ABWUTb UCTUHHbIA Aedmumnt ogHoro m3 dpaktopos (XII,
X, IX van VI [1, 8, 10, 12]. Hopmanusauua AMNTB
nnasmbl nayneHTa npu gobaBneHnn KOHTPOSIbHON
nnasmbl (TECT CMELUMBaHUS) CBUAETENLCTBYET 006 UC-
TUHHOM AeduunTe 0gHOro U3 hakTopoB CBEPTLIBAHUS
(X1, XI, IX unm VIIT). OgHako y AaHHOW naumeHTKun Jo-
6aBneHve HopmarnbHOM Mnas3mbl K nrasme 60MnbHOro
B paBHbIX nponopumsax (1:1) npakTnyeckn He okasano
KoppekTupytoLlero achdpekra. 3To NnpMBeno K npeano-
TNOXXEHMIO O BO3MOXHOM Hanuyuu B nrasme 60nbHoOro
BOITYAHOYHOTO aHTMKOArynsHTa unv nHrmbutopa npoTue
OOHOrO 13 PaKTOPOB BHYTPEHHEro NyTN CBEPTbIBaHWS
kposu (XII, XI, X unu VIII). TecT Ha BON4aHOYHbIA aHTK-
KOarynsHT gan otpuuarenbHbli pesynbsrar. Pesynsrathbl
onpeaeneHns akTMBHOCTM KoarynsumoHHbIX hakTopoB
ABUMMCb JOKa3aTeNbHbLIMU — OOHAPYXXEH MHIMOUTOP K
FVIII — 604 (Hopma <0,6 BE). Ha ocHoBe 3Tux AaHHbIX
M CTYNEHYaToro AUarHoCTUYECKOro Noncka naumeHTke u
ObIn NOCTaBMneH guarHos: npuobpeTeHHast MHIMBUTop-
Has dopma remodounum A.

JleyeHune npunobpeTeHHON MHIMBUTOPHOW hopMbI
reMounnm y AaHHOW NauueHTKM ObIno HanpaeneHo,
BO-NEpPBbIX, — Ha KOHTPONMUPOBAaHME PacnpPOCTPaHEHNS U
BO3HMKHOBEHMNS HOBbIX FrEMaTOM W CHKEHWE pucka pas-
BUTUSI CMOHTAHHOIO KPOBOTEYEHUSI HA (POHE CUNBHON
rMNoKoarynsummn; Bo-BTOPbIX, — NMKBMOALUIO UHTMOK-
Topa K dhakTopy ceepTbiBaHuA kposu VI [12, 13, 14].

Tak kak 3aboneBaHne pasBUIOCb CMOHTAHHO Y
MOSOAO0N XEHLMHbI, Npu 06CneaoBaHUN KOTOPOWN He
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6b110 BbISIBNEHO Kakon-NnnMbo conyTCTBYOLLEN NaToso-
rmn (ayTOMMMYHHbIE N OHKOSIOrM4eckne 3abonesaHus
ObINM UCKMOYEHbI NO pe3ynsTatam UCCNegoBaHni), To
1 9TUOMOrMYeCcKoe fiedeHre He NpegycMaTpuBanoch.
BbiBoAbl. [lnarHoctupoBaHHoe y 6onbHoM 3abone-
BaHWe — MHIMOUTOPHas hopma NPUOBPETEHHON reMo-
dunumn A, OTHOCUTCA K YACTY peakux 1 onpegensiercst
KaK OCTPO pa3BMBLLEECS NaToNorMyeckoe CoCTosHuE,
XapakTtepuayloleeca HapylleHMeM CBepTbiBaHUSA
KpOBW B pe3yrnbrate nosieneHus nHrmbutopa k FVIII,
CMOHTaHHLIMW KPOBOTEYEHNSIMM TEMaTOMHOrO Tuna, 6e3
NPeALeCTBYOLNX HAPYLLEHWI reMmocTa3a B aHaMHe3se.
B npuBegeHHOM KknuHu4eckom HabnogeHun MNrA
0ebloTupoBarna CoHTaHHO NP OTCYTCTBUMU Kaknx-nnbo
nposoumpyoLwmnx daktopos. B Hawem HabnogeHum ot
nepBbIX CMMNTOMOB 3aboneBaHns 40 BepudrKauum
AnarHosa npouno 2 mecsua, TodHyto stnonorus NrA s
OaHHOM KITMHNYECKOM NprMepe BbISICHUTb He Y4anoch.
OnarHo3 6bin 3anogo3peH Ha OCHOBaHUWM M30NUPO-
BaHHOro yanuHeHua AlNTB n pa3BepHyTOW KIMHMKK
remMaToMHOro Tuna KpoBoToumMBocTu. Kpome Toro, Bos-
pacT, nos, OoTCyTCTBME NMOAOOHOro reMopparm4eckoro
cvHOpoMa B aHamHese, OTCYTCTBUE remapTpo30B OT-
puuanu BpOXAeHHY0 opMy reModunmm, n Tak xe
YCHNOXHANU AndpepeHumansHyto guarHoctuky. Ho
Hannumne BbICOKUX TUTPOB UHrMbutopa k caktopy VIl
B KpOBM, MO3BONUIM NOCTaBUTb AnarHos MNMrA.
Takum 06pa3om, MPaBUIbHO NOCTABMNEHHbIV ANarHo3
1 BbIbpaHHasi TakTUKa UMMYHOCYMNPECCUBHOW Tepanvm ¢
MCMONb30BaHNEM FrEHHO-NHXEHEPHOTO BUONOrMYECcKoro
npenapata Putykcumaba, no3sonuna nonHOCTbIO Ky-
nMpoBaTb CUMMTOMbI 3a60MeBaHnsl U NNKBUAMPOBATL
UHrM6uTopsl kK daktopy VIl B KpOBY NaLMEHTKU.
lpo3payHocmb uccnedoesaHus. ViccriedosaHue
He umero crioHcopckol ModdepxKu. Aemopbl Hecym
MoNIHYt0 omeemcmeeHHOCMb 3a rpedocmasreHue
OKOHYamesibHOU eepcuu pyKornucu 6 nev4ams. bbino
ro1y4eHo nucbMeHHoe coenacue nayueHma Ha uc-
rnonb308aHue e2o uzobpaxkeHusi 8 daHHoOU rybrukayuu.
Heknapayusi o gpuHaHco8bIx U Opy2ux 83auMo-
omHoweHusix. Bce asmopsi npuHumanu yyacmue 8
paspabomke KoHuenuuu u du3aliHa uccredosaHusi u
8 HanucaHuu pykornucu. OKOHYamesbHasi 8epcusi py-
Kornucu 6bina o0obpeHa scemu asmopamu. A8mopbl
He nony4yanu 2oHopap 3a uccredosaHue.
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