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Summary. Hemophilia is a genetic disorder of coagulation hemostasis,
which is characterized by a deficiency or defect in the proteins of the
blood coagulation system or an imbalance between the coagulation
and anticoagulation systems of the blood. Acquired hemophilia is much
less common than genetically determined. Hemophilia is common in
all ethnic groups. Postpartum acquired hemophilia accounts for 7 to
21% of the total number of cases of acquired hemophilia. There is an
assumption that during childbirth, the mother is sensitized by fetal
factor VIII. Bleeding is extremely severe and often requires immediate
therapy and blood transfusion due to the fulminant development of
anemia.
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AnHomayus. Temodunna — reHeTUYeCKoe HapyLLEeHNe KoarynALMOHHOrO re-
MOCTa3a, KoTopan XapaKTepusyeTca HeOCTaTKOM UK AedeKToM NpoTenHoB
(BepTbIBaloLLet CUCTEMbI KPOBU MW HapyLieHWeM banaHca Mexny CBepTbl-
BalolLeid 1 NPOTUBOCBEpTbIBalOLLE cucTeMamu Kposu. [puobpetenHas re-
MOQUNKMA BCTPEUaeTCA 3HAUMTENbHO ropa3fo pexe, UeM reHeTUuecku fetep-
MeHMpOBaHHaA. femodunua pacnpocTpaHeHa B BCeX STHUYECKUX rpynnax.
MocnepogoBaa npuobpeteHHas remogunna coctaBaset ot 7 4o 21% ot o6-
Lero yucna ctyyaes npuobpeTeHHoil remodunum. ECTb npesnonoxetne, uto
BO BpeMs POA0B NPONCXOANT CeHCUBUNU3aLmMa matepin GeTanbHbIM GakTopom
VIII. KpoBoTeueHna 6bIBaloT KpaitHe TAXeNbIMM 1 4acTo TpebytT HemeaneH-
Hoi Tepanum 1 remoTpaHcy3uii B CBA3UN C MONHUEHOCHBIM Pa3BUTUEM aHe-
mun.

Knioyessle cnosa: nocnepoaoBas npuobpeteHHas remopuana, MHrnoUTOpHas
dopma remodunum, bepeMeHHOCTb, NOCAEPO0BOI NEPUOA.
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BeeaeHne

Kpyrax 60/blUMHCTBA YJIEHOB MEMLMHCKOIO C006-

WecTBa NPUHATO CYMTaTb, YTO JaHHaA MnaTonorua

ABNAGTCA UCKNIOUNTENbHO FeHeTMyeckn aetepmu-
HUpPOBaHHOW MNpobrnemoli. B To Xe Bpems gons npuob-
peTéHHbIX dopm cocTaBnseT 0,5-4 cnyyaes Ha 1 MIH. Ha-
ceneHus B nonynAunn B rog [1-3]. iIMeHHO B CBA3U C TakoM
pefkon BCTPeYaemMoCTblO U YCTAHOBKOW Ha FreHeTUYeCcKun
XapaKTep 3Toro 605e3HN OHO AMArHOCTUPYETCA MO3AHO.
PazButne npuobpeTéHHON GopmMbl remodunumu CBsA3a-
HO C BbIPabOTKON OPraHM3MOM ayTOaHTUTEN K daKTopam
CBEpPTbIBaHMA Nia3mbl KpOBU. Yallle BbIABNAOTCA aHTUTENa
K dakTopy VIl B cny oTHocuTenbHO 60nbLIOK MONEKYNAP-
HOW Maccbl 3Toro 6enka — pa3BMBaeTCA Tak Ha3biBaemas
npnobpeTtéHHaa remodpunusa tuna A (MrA) [4-6]. OgHako
rnyboKre mexaHM3Mbl M cama 3Tuonorua passutua M
Heun3BecTHa. [IpUMepHO B NONIOBMHE CllyyaeB Y H6ONbHbIX
3TM 3aboneBaHMEM COMYTCTBYOLWMX 6ONE3HEN He BbIAB-
nsaetca, a y 20% nauneHToB HabnogaeTcAa ayTOMMMYHHas
naTonorna (CMCTeMHas KpacHasA BOJlYaHKa, peBmaToua-
Hbli apTPUT, repneTndoPMHbIN AepmMaTnT U T.4.) [7-9]. Ewé
y 20% — pak, a y 10%-15% [l'A cBsA3aHa c 6epemMeHHOCTbIO,
pofamu 1 NoCnepoaoBbIM neprmoaom (bepemMeHHOCTb AB-
naetca TPom6odUNNTAYECKM COCTOAHMEM, NPU KOTOPOM
aKTMBaLMA BHYTPUCOCYANCTOrO TpomboreHesa Mponcxo-
OWNT BCNeAcCTBUE NepecTponKn CBepTbiBaloLen, NPOTNBO-
cBepTbiBatoWen n GUOPNHONUTUYECKON CMCTEM OPraHu3-
Ma, HanpaB/IEHHON K YMEHbLUEHWIO KPOBOMNOTEPM B pojax)
[10-14]. leTanbHOCTb NPY reMopparnyecknx OCNIOXHEHN-
AX B rpynne B Lenom coctasnaet 7-21% (cBoeBpemeHHas
BepuUPUKaLMA HANMUYUA MHTMOUTOPOB Y NALMEHTOB C FemMo-
dunven, Kak npaBuno, He npeacTaBnAeT ocobbix 3aTpya-
HEHW, 0AHaKO BaXKHO NogobpaTtb Tepanuio) [15].

Mpn nepsuyHon aunarHoctmke MIFA Ha nepBbii NnaH
BbICTYNalOT W3MeHeHMA B Koarynorpamme: yajnHeHue
aKTUBMPOBAHHOrO NapuuanbHOro TpombonIacTMHOBOro
BpemeHun (AlTB) n BpemeHu CBEPTbIBAHMA MpPU COXpa-
HEHUWN B Npefenax HOpMasbHbIX 3HaYEHU MoKa3aTesnen
NPOTPOMOUHOBOIO Y UTPOMOMHOBOTO BPEMEHN, KOHLIEH-
Tpauun PubPUHOreHa, BpemMeHN KPOBOTEUYEHUS U KOMU-
yecTBa TpombouunToB. OBHapYyKeHMe CHUXEHUA YPOBHSA
¢dakTopa VI 1 BbiABNEeHME ero NHIMOGUTOPA NoATBEPXKAa-
0T AnarHo3. Konnuectso nHrmbutopa onpegenserca me-
Togom bete3spa u BbipakaetcA B beTtesga-eguHunuax (BE)
[16-17]. Mpu NpuobpeTeHHON remoPuINK TaKXKe Bblpa-
GaTblBalOTCA aHTUTENA K ¢dakTopy cBepTbiBaHmA VI co-
yeTaHVe MOJNIMKIIOHAIbHbIX MMMYHOTIO0Y/IMHOB K/AcCoB
G1 n G4, 6nokupytowmx yyactkm A2, A3 n C2 gomeHoB
dakTopa VIll. Hapywatotca cesasb ¢daktopa VIl ¢ dakTo-
pom BunnebpaHga, B3anmogencteme ¢ ¢ocbonmnmaamu,
¢dakTopamu IX 1 X. B npoTMBOMNONIOKHOCTD NHIMOUTOPAM,
KOTOpble CUHTe3UPYIOTCA Y 60NbHbIX C TAXenon dopmol
remobunun A npermMyLLecTBEHHO B AeTCKOM BO3pacTe, ay-

TOAHTWTESA Yalle OTMeYaloTcA Y NIIoAE 3pesioro Bo3pacTa.
Ina auarHocTukm sTon Gopmbl 3aboneBaHuUs onpenensoT
Hanuume nHrnoutopa [18-191.

B cooTBeTCTBMM C o6WENpPUHATON Knaccudukaumen
BbigensAT 2 rpynnbl 6onbHbIX ¢ M ¢ HM3KKMm (10 BE) 1 BbI-
cokum (6onee 10 BE) Tutpom nHrnbmtopa [20]. TeueHue 3a-
6onesaHuA BKoYaeT 6oicTpoobpaTmyto dasy, dasy pas-
BEPHYTbIX KNMHUYECKUX NPOABNEHUN 1 Ga3y OCIIOKHEHNIA.
Mpy nprnobpeTeHHON NHIMOUTOPHOW dopme remodunuu
(4yacTo BO Bpemsi 6epeMeHHOCTU 1 NOCIepOAOBOM Mepu-
ofe) HabnoaalTCA NepCcUCTpyLMe HeKynupylolwmecs
KpOBOTeUeHUs1 Nnocsie onepaTMBHbIX BMeLATenbCTs. s
Tepanuy KPOBOTEUEHWI WCMOJMb3YTCA  aKTUBaTOpPbI
NPOTPOMOMHOBOro Komriekca. Boibop npenapata 1 gosu-
pOBKa onpefenalTca nokannsauunen n TAXKECTbIO KPOBO-
notepwm [21,22].

B pamkax Bonpoca B akyLIepCTBE 1 TMHEKONOrY reHe-
TUYECKU-AETEPMMHUPOBAHHbIE Tpombodunumu ycyrybnsa-
10T GM3NONIOTNYECKYIO TUMEPKOAryNnAunio y 6epemeHHbIX
eHWwmH. OnacHOCTb CBA3aHa C MOBbIWEHHbIM PUCKOM
Pa3NMUHbIX OCJIOXKHEHUI 6epeMeHHOCTH, Co3aBas peasib-
HYI0 Yrpo3y »K13HK, 340POBbI0 MaTePU 1 Nioda, npegonpe-
JenAa pocT MaTePUHCKOW N NepuUHaTaibHON CMEePTHOCTHU
[23]. Mo nocnegHMM AaHHbBIM, B CTPYKTYpe NPUUYUH aKy-
LIEePCKNX OCNOXHEHUI Tpombodunum coctaBnaloT oT 45
00 75%. Mpobnema ABNAeTcA [OCTAaTOYHO aKTyaslbHOWN
B CBA3M C OYEHb BbICOKOW YAaCTOTOM FeHEeTUYECKUX 1 NpU-
06peTEHHbBIX TPOMOOGUANIA B 0OLLEN MONYNALMM, KOTOpas,
Mo COBPEMEHHbIM flaHHbIM, AOCTUraeT okono 20% [23].

MaTepransl ¥ METOALI

B KauecTBe KNMHWKO-NAabOpPaTOPHON KapTWHbI WHIK-
61TOpPHON GOPMbI remodunnn B NOCNEPOJOBOM Nepuoge
npeacTaBneHo onMcaHme KNMHUYECKOTO ClyYas XeHLWNHbI
A., NOCTYNMBLUEN B OTAENIEHME ONEPATUBHOWN NTMHEKONOTN
rBYPL (MPO N2 2 um. Kapmumosa) ot 21 utoHa 2021 roaa.

bonbHaa A., (28 net, 1997 roga) gocTaBieHa B oTaene-
Hue onepaTnBHON ruHekonorun NBYPL («MaxaukanmHCKUn
poaunbHbin gom N2 2 nm. PA. KapumoBay).

M3 xanob npu noctynneHnn otmMeyanmcb obwas cna-
60CTb, a Takxe OOuWnbHble KPOBAHWUCTble BbiAENeHUA
13 NOJIOBbIX NyTEW.

N3 nctopumn 6onesHn cnemyet, UTO HacneACTBEHHbIN
W annepronornyecknini aHamHesbl He OTArOLeHbl, remo-
TpaHcoy3nm oTcyTCTBYIOT. /13 nepeHeceHHbIx 3aboneBaHUi
1 onepauuii: BUPYCHbIA renatut A B geTctee, Tybepkynes;
anneHpsktomua B 2011 roay, pe3ekuusa BepxHen JONAu
neBoro nerkoro (yganeHue Ty6epkynemsl B 2008 rogy).
MeHcTpyanbHaa ¢yHkumA Habnopaetca ¢ 14 neT (MeH-
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CTpyauumn — perynsipHble, yMepeHHble, 6e3601e3HeHHbIE).
Hauvano nonoson *m3Hu B 18 net. [lepeHeceHHble XeH-
CKue 3aboneBaHNsA [0 Hayana NnofoBOM KU3HU: OTPULIAET.
7 wioHa 2021 roga 3aperucTpupoBaHbl Poabl Yepes ecre-
CTBEHHble pofoBble NyTu. PenpogykTtmneHas GyHkuuma: A-O,
P-1. Mpwv nocTynneHun nayneHTKe AMarHoCTUPOBanu cne-
ayowee: «<Mamounoe kposomeuenue (nociepooosoe).
Ocmamxu naayeumapnot mxanu? Aunemusi cpeoweul
msdcecmuy.

YuntbiBas MaTOYHOE KpPOBOTEUEHME W OCTaTKU Mfa-
LEHTAapHOWN TKaHu, 60NbHON 6bII0 NPon3BeAeHO nevyeb-
HO-AMArHOCTMYECKOe BbICKabNMBaHMe CIU3UCTON MoJo-
¢t MaTkn ot 24 uions 2021 2o00a (B acnupate nonyyeHsb
OCTaTKW NnaueHTapHOM TKaHu). CnTyauua yxygwmnach ye-
pe3 Tpu AHA. B 3KCTpeHHOM NopsgKe BbINOIHEHO (B CBA3M
C COXpaHALWMMCA 06UNbHBIM KpoBOoTeueHuem) 24 uiows
2021 200a BbickabnvBaHue CAN3UCTON MNONOCTU MaTKK, Na-
napoTtomus no MNMbaHHeHWTUO 1 ywmrBaHWe nepdopauu-
OHHOro oTBepcTUA. [locne onepaTMBHOrO BMeLIaTENbCTBA
NPUCYTCTBOBaN remMmopparnyecknii CUHAPOM 1 aHEMUS TA-
Xernow cTeneHu, oTAroeHHble $pebprnbHON TINXOPALKON.
Mo3Tomy B cBA3U € OTCYTCTBUEM 3ddEKTA OT KOHCEPBATUB-
HOW reMocTaTuyecKon Tepanuu (reMoTpaHcdysmm spuTpo-
umtapHon B3Becbto, C3[1, KpuonpeumnuTaTta) BbINOJIHE-
Hbl penanapoToMuA Yepe3 HUXKHWUWA CPefMHHbIA JOoCTyn.
Co cnoB cynpyra 60nbHOI BO BpeMs OHOro 13 onepaTus-
HblX BMELIATENbCTB BbiABNEHA NepdpopaLnus MOYEBOro Ny-
3blpsA. YP0s1Iorom 6bis10 BbINMOMHEHO YIWNBAHME CTEHKM.

1 uronsn 2021 200a npuHATO pelleHre NpoBecTy 60/b-
HOWM HaABnaranvWHy0 aMnyTaumilo MaTKM C MaTOYHbIMU
Tpy6amu B CBA3U C BHYTPEHHNM KPOBOTEUEHUEM 1 aHEMU-
en TAXKeNon ctenenn (M3 KNMHNYECKOro aHanmsa: nokasa-
Tenb Hb B npepenax ot 49 po 75 r/n, spuTpounTbl B Npe-
penax ot 1,83 go 2,64*10"/n). Mpun 3TOM naumeHTKe GbiNa
npousBefeHa remoTpaHchy3na S3pUTPOLMTapHON MaCChl.
BbicTaBneH anarHos: «Bhympennee kposomeuenue. Ane-
MUsi mAMCeNol cmenenu U Npou3BoOUmMcs Onepayus.
Penanapomomus. Ilepessaszxka enympeHHUX noo8300ui-
HbIX apmeputl ¢ 08yx cmopon. Pesusus Oprownoil nono-
cmu, Kyiomu wetiku mamku. Jlagaxc u openuposanue
OPIOWHOU NOLOCTUY.

4 wronsn 2021 200a nauneHTke 6bina NposeaeHa one-
pauusa penanapoToMun 1 yaaneHve KynbTu WeiKn MaTKu
N ANYHNKOB C ABYX CTOPOH, @ TaKXKe PeBu3NSA 1 TaMMNOHU-
poBaHMe 6pPIOWHON NONOCTM B CMAY MPOAOSIKaloLWerocs
KPOBOTEUEHUA 1N aHEeMUUN TAXKENIoW CTerneHn C AOMOJHU-
Te/IbHbIM 3MM3040M remoTpaHCcdy3Un SPUTPOLUTAPHON
Maccbl.

bboina 3anopgo3speHa WHrM6UTOpHaa ¢opma remodu-
UK, NO AaHHbIM Koarynorpammbl ot 7 uwons 2021 zooa:
¢dakTop VIl — 0,9%. Buonormnyeckunin matepuan otTnpasneH

Ha uccnegosaHune B HMUL rematonoruu. No gaHHbIM Koa-
rynorpammbl ot 8 uiois 2021 200a daktop VI coctasun
1,2%, uHrubutop — 10 BE. NocTaBneH npefBapuTesNibHbIN
AVarHo3: ureubumopuas gopma zemounuu, npuoobpe-
menHblll depuyum gaxkmopa ceepmuiganus VIII.

B nocnepyowem, 9 urons 2021 2o0a 6onbHas 6bina
SKCTPEHHO [0CTaBNeHa ANA AasibHEeNWero feyeHuns u Be-
nenHua B OPUT OIrbY HMULL FfemaTtonorum M3 PO, Mockea.

Mpwn noctynneHmnn B HMUL lemaTtonorum: «nmuxopaga-
Ka po 39° C, 6ploliHas NosoCcTb TaMMNOHUPOBaHa Mapine-
BbIMY candeTkamy, Koxa Haj KOTOpbIMM YyLWWUTa Kpome
yrnoB paHbl (goctyna no MdaHHeHWTM), U3 KOTOpPOW
BbiBeAeHbl Kpasa Mapnu. CKygHble KPOBAHUCTbIE Bblaene-
HMA 13 NONOBbIX MyTen, rematypua. Mo gaHHbim KT ner-
KX MPUCYTCTBYET YMEPEeHHbIN ABYCTOPOHHUN rMApPOTO-
pakc. TMNoBeHTUNAUMA Nerkux, mManblin rmgponepukapa.
Mo paHHbIM KT opraHoB 6PIOWHON MNONOCTU: MAaCCUBHbIN
remonepmutoHeym. femocTaTMyeCcKnin matepuran B H/KHUX
oTAenax 6PIOLHON NOMOCTY, FeMOPPArNYECKOe NPOMNUTbI-
BaHMe MbIlL OPOWHON cTeHKN, ANdY3HBIA OTEK XKUPO-
BOW KNeTYaTKW, YMEPEHHbIN acLUnT, TMNOTOHNA »KeJTYHOro
ny3bipA, Kenyfaka, Menkne KOHKPEMEHTbl »KelYHOro ny-
3blpA, ABYXCTOPOHHAA KanumKonmenosKrasma». B aHanuse
KpoBu: Hb — 74 r/n, Tpomb6oLmTbl — 229 X 109/n, nenkoyun-
Tl — 13,1 x 10°/n, npokanbuuToHuH 0,48 Hr/n, CPb — 249
r/n. No gaHHbiMm Koarynorpammsbl: TII 1 ROTEM — runoko-
arynauusa, AYTB — 105 cek, geduuut dpaktopa VIl — 1,2%,
ypoBeHb nHrnbutopa FVIII coctasun 51 BU.

HauaTa Tepanua npenapatamu Koarwn, ackanmpoBaHa
aHTubGaKkTepuanbHaa Tepanus, COMPOBOAUTENbHAA UH-
TeHCMBHaA TepanuA. [emocTa3s AOCTUIHYT Ha Tepanuu pe-
KOMOWHAHTHbIM aKTMBUpPOBaHHbIM ¢pakTopom VIl B go3e 30
MKF/Kr/4, Ha 3ToM ¢pOoHe AOCTUTHYT remocTas.

10 uona 2021 200a npoBefeHbl yaaneHne MHGULK-
POBaHHbIX TAMMOHOB 1 CaHAUWA, PEHNPOBAHNE MaJioro
Ta3a. B nocneonepaunoHHom neproge nposoaunach Te-
panva peKoOMOUHaHTHbIM aKTUBUPOBaHHbIM pakTopom VII
B [03UpOBKe 120 MKI/Kr, 3aTeM BO30OHOB/IEHA Tepanus
30 MKr/Kr/4. YunTbiBaa Hanmume ovaros uHbekumu (MHou-
LUMpoBaHHaA flanapoTOMHaA paHa, ABYCTOPOHHAA MHEB-
MOHUA), a TakKe MUKPOOMONOrmyeckoro mccnefoBaHuA
(npn noceee onepauMOHHOro mMatepuana BbIABAEH POCT
KI. Pneumonia, E.Coli), npoBognnacb aHTMbMOTMYECKaS
Tepanua MeponeHeMOM, KOJINCTUMETATOH HaTpus, JiHe-
3onupgom. Hauata tepanua metunnpegHmnsanoHom — 60 mr
(Bec maymeHTKM 45 Kr), npoBefeHbl 4 Tepanun Putykcu-
MaboM, UMMYHHOCYNpPeCccUBHaa Tepanua MMMYHHOTI00y-
NIMHOM, Ha ¢oHe yero oTMeueHa bonee yem 2-x KpaTHoe
CHUXKEHWe TUTPa UHIMOUTOPOB B Koarysnorpamme, HOPMO-
Koarynsaumsa no gaHHbim T3 Ha poHe remocTaTMyeckon Te-
panun. Ctabunmsmposanmcb yudpol Hb.
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12 urons 2021 200a BbinonHeHa NpOrpamMmmMHan caHa-
uus 6plowHon nosoctu nof 3TH, YacTUUHO 3BaKyMpo-
BaHa remaTtomMa OpIOLIHOM NONOCTH, B MPOEKL MM fHA MO-
YyeBOro ny3blpA BU3yann3npoBsaHbl WBbl. CdopmmpoBaHa
akTmBHas nanapoctoma (VAC). B aToT AeHb (o npoBepge-
HUA UMMYHOCYNpecCcUBHON Tepanuu) 6biNo0 NpoBeaeHo
nccnepoBaHve ANA UCKIIOYEHUA CUCTeMHOro 3abonesa-
HUA COeANHNTENbHON TKaHN Ha BONYAHOUHbI aHTUKOary-
nAHT. Pe3ynbTaT oKasanca nonoxutenbHbiM. O6HapyXeH
AHO Ha knetouHon nuHun HEp-2 (nonykonnuyectseHHoe
onpepeneHne)- AgepHbIN KpanyaTbl TUN CBEYEHUSA, TUTP
1:160; aHTMTena k asycnupanbHon OHK, IgG 5,1 ME/n.
OuarHos: armugpocgorunudHvlil. CUHOPOM, eunomupe-
03 8 UCX00€e AYMOUMMYHHO20 mupeouduma (aHTuTena
K TMpeornobynvHy n Tuponepokcmaase, CHuxkeHve T3 T4
C oAHOBpeMeHHbIM nosbiweHnem TTI go 17mMKME/mn), no-
NOXUTENbHbIA aHTUHYKNeapHbIn dakTop). YumTbiBaa Bbl-
ABneHve MHrmbutopa, Tepanna Putykcnmabom npopon-
eHa, CyMMapHO MpoBeAeHO 5 BBeAeHUN puTykcumaba
375Mr/M%. NPOAOIIXKeHa Tepanua MeTUINPEeAHN3aI0HOM.
MpoBogunacb Tepanua L- TMpPOKCUMHOM (B AanbHenwwem
6blsla NabopaTOpPHO BbIABAEHA HAAMOYEUYHUKOBAS Hepo-
CTaTOYHOCTb OT 6 aBrycta 2021 rofga B BUAe CHWXKEHUA
KOpTM30Mna B CbIBOPOTKE KPOoBW J0 35 MMOnb/A, rmunoHa-
Tpuemus).

14 u 16 uons 2021 200a nponseeaeHa nporpaMmmHas
caHauua 6ptowHor nonocty nog ITH. B cBA3m ¢ nosAsne-
HMeM NpY3HAKOB pernapauun lanapoTOMHOWN paHbl, pas-
pelleHne nepuToHUTa Ha GpoHe yaaneHna 6onbLIein YacTu
MacCC/BHOIO OpPraHW30BaHHOrO CrycTka, ywurta 6enas nu-
HUA B 06N1aCTV CpeAnNHHON NTanapoOTOMHON paHbl.

17 wons 2021 200a B cBA3M C AMArHOCTMPOBAHMEM
nepdopauny MoYeBOro ny3bipa B CPOYHOM NOPsAKe Bbl-
NoSIHEHa LMCTOCKONUA, caHauma O6pIoWHOM NonocTu nog
OTH. MNpwn uncToCckoNUN U NHTpPaonepaunoHHON PeBU3nN
nofaTBepXAeHa HeCOCTOATENbHOCTb LIBOB AHAa MOYEBO-
ro ny3bipA. BbiABNeH oyaroBbili HEKPO3 CTEHKU MOYEBOTO
ny3blps. B 6roxuMmueckom aHanuse kposu om 18 uions
2021 200a oTmeueHa aKTMBHOCTb amunasbl 1400 E/n.
MpopomkeHo apeHupoBaHne 6ptowHon nonoctn VAC-cu-
CTEeMOW C MWHVManbHbIM pPa3peXeHreMm, APeHNpPOoBaHue
MOYeBOro nysbipa Katetepom 22Fr. [[pyumeHeHa aHTuCe-
KpeTopHas Tepanus.

20 wions 2021 200a 66110 NPON3BEAEHO CTEHTUPO-
BaHMe MOYETOYHWKOB KaTeTepamu benpepa, HapykHoe
APEHNPOBaHMe yepes ypeTpy (Mpu crieayowmx peBn3nsax
OPIOLWHOM MONOCTY CTaNM YETKO ONPemenATbCs rPaHnLbl
HeKpO3a [fHa MOYEBOro My3blPs MEXAY WBaM/ Pa3MEPOM
2.5x1,5 cm).

25 wons 2021 200a cocToanocb NcceyeHre HeKposa,
nnacTrkKa MOUYeBOro nysbips.

4 aeeycma 2021 200a — pBYCTOPOHHA OKKIO3MSA
MOYETOYHNKOB GafIOHHbIMU KaTeTepamu, UYpe3KOXKHasA
HedpocTomMusA. B ganbHelwwem, Npu nocneayowmx npo-
rPaMMHbBIX CaHaLMAX MOMOCTM Manoro Tasa noj HapKo-
30M, OTMeYeHbl aKTUBHOE ouuLleHre BPIOLWHON NONoCTU
OT HEKPOTUYECKUX CeKBECTPOB Ta30BOW KeTyaTKu, Mac-
CMBHOTO «CTapOro» OpraHNW30BaHHOrO CrycTka un3 3abpto-
LWWMHHOIO MNPOCTPAHCTBa NPaBol NoAB30LWHON obnacTu,
KneTyaTKu MpaBoW CTEHKM Ta3a, NpoCTpaHcTBa PeTunyca,
4TO B NOC/IEACTBUMN OCIIOMKHUIIOCh MAaCCUBHbIMU KPOBOTe-
YeHnAMMN.

B cBA3M C peumauBamMy KpOBOTeUeHUs MpeKpalleHa
VAC-tepanusa. Ha ¢poHe KOHTposbHbIX KT BO dparmeHTu-
POBaHHOW CMaikamy GPIOWHON NOMOCTU Onpenenannc
remMaTombl, 3aMonHALWMe NONOCTb Manoro Tasa. peHaxu
ypaaneHbol B CBA3UN C HeapPeKTUBHOCTbIO JpeHUpoBaHUA
M MOMbITOK MPOTOYHOrO MPOMbIBAHMA MOJIOCTU MaJsioro
Ta3a 3aMofIHEHHON OPraHM30BaHHbIM CrYCTKOM, Pa3BUTU-
€M arpaHynouuTosa B nepuog c 25 aBrycrta no 3 ceHTA6pA
2021 roga Ha ¢poHe NPOBeAEHHON MMYHOCYNPECCUBHOM
Tepanuu. B cBA3M € OTCyTCTBMEM pPEMMCCUMN ObIIO BbIMOS-
HeHO 5-e BBefleHMe Putykcmaba n npoBefeH Kypc MMmy-
HOCynpeccMBHON Tepanun Luknopocdammngom.

6 ceumsabps 2021 200a NpoBeReHO KOHTPOJSIbHOE
nccnefoBaHue, B pesynbraTe KOTOPOro BbIACHUIOCh, YTO
AH®-HEp — oTpuuaTtenbHbiii, BA He onpepenaetca. AHTU-
Tena K gsycnupanbHon n ogHocnupanbHon OHK, docoo-
nuungam,— He o6HapyXeHbl. AHTVHYKJIeapHble aHTUTesa
(MMMYHOBNOT) 1 aHTUTENA K KapaANONUMNUHY TakKe He 06-
Hapy»eHbl. [1na npofomkeHna neveHnsa abcuecca (HarHo-
MBLLIErOCA OPraHW30BaHHOrO Cryctka) Manoro Tasa, CBU-
lWa MoYeBOro nysbipa nauuMeHTKa nepesegeHa m3 OPUT
B oTgenerune xupypruw (8 aseycma 2021 2o00a), rge 6bina
npogomkeHa VAC- Tepanua paH, NpoOTOYHOE NPOMbIBaHUe
abcuecca manoro Tasa. Ha ¢oHe npoBoanmoro nevyeHus
fe3CKanupoBaHa aHTMbGakTepuasnbHaa Tepanua (cMeHa
Ha unpodnokcaLmH).

9 cenmsibps 2021 2o0a ypaneH LIBK c nocesom (pocTa
MUKPOOPraHn3MoB HeT). Mpu KoHTposnbHbix KT-bucTyno-
rpaduax oTMeYEHO HMBENMPOBaHME Pa3MepoB HarHOWB-
LIMXCA remaToM.

C 24 cenmsabpsa 2021 2o0a ymeHblueHa fo3a MeTuII-
npeaHu3onoHa fo 15 Mr/cyT, nabopaTopHbIX NPU3HAKOB
HaAMOYEUYHUKOBOW HEAOCTATOYHOCTH HET.

2 oxkmsbps 2021 200a 66110 npovi3BegeHo yaaneHue
OKKJTIO3MMOHHOIO KaTeTepa 13 nNeBoro MoyeTo4yHumnKa.

Bnocnencteum 3a Bpems HabnoaeHus ¢ 2 no 6 okmsi-
opa 2021 200a cocTonHME NALMEHTKN BbIO CTabUNBHBIM,
rnokasaTefivi KPoBU B npeaesiax HopMbl.
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10 oxkmsabpsa 2021 2o0a ynaneHa konbnoctoma. Mpo-
BefleH KypC mMecTHow Tepanuun lonumxeHakcom. B cBAsn
C NOCTYNNIEHNEM MOUYUN B HEDOMbLIOM KONMYECTBE yepes
OpeHaX 13 cBuWa abcuecca Manoro Tasa Ha nepegHen
OpIOWHON CTeHKe, yaaneH KateTep M3 MOYeBOro Mysbips,
B CBUL, MocieonepaunoHHoro pybua yctaHoB/eH TPEéx-
xopoBol KateTep ®oneiia 20 Fr. B ganbHenwem BNIOTb
[10 BbIMUCKN NPOBOAUINCE eXXefHEBHbIe caHauun abcuec-
Ca Masnoro Tasa yepes CBULL Ha NepefHen GPIOWHON CTeH-
Ke, BBeJleH/e CMHErHOMHOro bakTepuodara.

C 11 oxmsabps 2021 no 20 nosops 2021 200a npose-
JeH Kypc Tepanun ¢nykoHaszonom 400 mr/cyT. CBuwy Bna-
ranuwa HUBENMpPOBANCA, C MAHUMANbHBIM KONMYECTBOM
otgensemoro. Moya oTBOAUTCA B OCHOBHOM Yepe3 Hedpo-
CTOMY, BOCCTAHOBJIEHO MOYEMNCMYCKaHNe Yepe3 ecTeCTBEH-
Hble NyTW ManbiMn nopumamu. MpoJonxeHa nocTeneHHas
OTMeHa MMYHOCYNPECCUBHOW Tepanuu, Npu BbINNCKe A0-
31POBKa METUANPEAHN30N0HA COCTaBANa 8 M.

Pe3yAbTaThl 1 00CyXAeHne

JNabopaTtopHble NoKasaTeny U3yyanmcb TpU pasa B CyTKU.
B cpepgHem ana KynmpoBaHMA TAXKeNoro KpoBoTeueHnaA npu-
MeHAnn go 10 o3 remocTaTuyecKkmnx CpeacTs (B coueTaHnm
C PEKOMOVHAHTHbBIM aKTVBMPOBaHHbIM GpakTopom VIl MOXKHO
6e3onacHO MCMonb30BaTb TPAHEKCaMOBYIO KUCIIOTY, KOTO-
pasa ycunueaeT remocTatuyecknin a¢pdekt). OgHOBpeMEHHO
C BBefleHneM remoctaTuyecKkmx npenapartos Ajasa Kynmposa-
HUA KPOBOTEUEHWIN HEOBXOAMMO NOAABNATL CUHTE3 UHTNOU-
pyloLwero aHTuTena. MmyHocynpeccmBHaa Tepanna JOMX-
Ha ObITb Ha3HaueHa cpasy Moc/ie YCTaHOBMIEHWA AMarHo3a
npuobpeteHHon remoounun. O6bIYHO Tepanna BKIHOYAET
BBeAeHMe NpegHn30/0Ha B 4o3e 1 Mr/Kr B coYeTaHunn C uu-
knodocdammpom B goze 50-100 mr/cyT nepopanbHo. Anb-
TEePHATVBHbIM UMMYHOAENPECCMBHBIM CPeACTBOM ABNAETCA
WmypaH. bonbWMHCTBO NaLMEHTOB pearvpyloT Ha TaKylo
KOMOWHVPOBaHHYI0 TEPanuio, OAHAKO PeungmB — He pea-
KOCTb MPW OTMEHe WAM YMeHbLUeHMM [O3bl Mpenapatos,
NO3TOMY NaLMEeHTbl JOMXHbI IeYNTbCA HEe MeHee rofa nocne
KypcoBou Tepanuu. B Hawem cnyvae, naumeHTKa oTpearu-
poBania MoONOXWTENbHO, Habnganacb NO3UTUBHAA [WHa-
MMKa Ha NPOTAXKEHMM BCero nieyeHus. Takke 6onbHada A. no-
nyyana KoMnyiekcHo npenapat Putykcnmab. O6b1uHO cxema
Tepanum BKNOYaeT 4 OTAeNbHbIX BHYTPUBEHHbIX BBEAEHMWA
(B po3e 375 mr/m?) ¢ VHTepBanoM B Hegento. Takoe neyeHue,
KaK npaBuio, XopoLwo nepeHocutca. I$deKT HabnoaaeTca
yXe yepes Hefento nocne nepsoro seefeHus. CyllecTsyert
pacnpoCcTpaHEHHOE MHeHue, uYTo PuTykcmab cnepyet uvc-
NoJib30BaTb B TEX CIyYasX, KOrga naueHTbl yCTONYMBbI K Te-
panuy nNepBon IMHUW, UK Y BONIbHBIX, KOTOPbIM MNPOTUBO-
nokasaHbl cTepouabl U/ Vv LATOCTaTUKM.

B Hawem cnyyae B CBA3M C OTCYTCTBMEM peEMUCCUN
6bINO BbIMNOMHEHO 5-€ BBeAeHne PI/ITyKCVIMa6a nnposeneH
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KYpPC MMMYHOCYNpeCcCMBHON Tepanun yuknodpocdammagom
(200mr/cyT ¢ 17.08.2021 roga), OCNOXKHMBLUUIACA MUENO-
TOKCMYECKUM arpaHynouutosom (otmeHa 22.08.2021 roga).
[ocTurHyTo yBenuueHne aktuBHocTU daktopa VIl (Mak-
cumanbHo no 194,7%) (06.09.2021 roga) v nosiHoe nopaa-
BNeHne cekpeunn nHrnébmTopa (0 BE ¢ 23.08.2021 roga),
B CBA3M C YeM Tepanua snTakorom anbda Gbina npekpatle-
Ha. lpoBoANNOCH NO3TaNHOEe CHUXKEHWE 103bl MeTUNPea-
HM30M0Ha Ao 20Mr/cyT, B TeueHne mecsla NpoBoausiacb
aHTUKoarynaHTHasa Tepanua HMI B npodunaktuyeckon
fo3e. 3a BpemAa HabniogeHVA npoBofuiacb MacCUBHAsA
AHTUMUKPOOHas 1 NPOTUBOrprOKOBas Tepanusa (B CBA3U
C HeopgHOKpaTHbiMK BbiceBamu Esherichia coli, Klebsiella
pneumonia, Acinetobacter baumannii, Pseudomonad
putida, Candida glabrata, Candida parapsilosis 13 6ptoLu-
Hol nonoctu, Staphylococcus epidermidis n3 Kpo-
Bn, Candida glabrata, Candida parapsilosis 13 moun,
Stenotrophomonas maltophilia, Acinetobacter baumannii,
Esherichia coli, Klebsiella pneumonia 13 HecTepunbHbIx
nokycoB). Ha ¢oHe arpaHynoumTo3a OTMEUEHO PaACXOXK-
[JeHne BTOPUYHbIX LIBOB JlaNnapOTOMMEN paHbl AOCTyna
no MN$aHHeHWTWI0, NPOPE3bIBAHNA MATKNX TKAHEN CUu-
KOHOBbIMM TpyOKamu OT CUCTEMbBI AfiA CONMMKEHNA Kpaes
NanapoTOMHOI paHbl (yaaneHbl), nHGMLMPOBaHME noa-
KOXKHOW remaTtombl (OpraHM30BaHHOIO Cryctka) BOKPYr
neBol HeppocTombl C GOpMUPOBaHMEM flepMaTOHEKPO3a.
Bo3zo6HoBneHa VAC- Tepanua paH nepegHein OpiowHOWN
cTeHKuW. Nocne Hopmanm3aumm NenKoLNTOB KPOBU OTMe-
YeHO rHoeTeuyeHne 13 paHbl NOMNepPeyHon nanapoTomMmu,
rHoeteyeHne u3 Bnaranuwa (HECOCTOATENbHOCTb LWBOB
KynbTU BRaranuiia) — copmmnpoBannch CBULLM OT HarHo-
MBLLENCA remaToMbl Masioro Tasa, nostomy 08.09.2021 roga
BbINO/IHEHO APEHVPOBAHNE MANoro Ta3a — KOJIbNoCTOMMUSA
KaTeTepom Dones 28 Fr uepes n3bA3BNeHUe B KyJbTe Bla-
ranuua, HeKPCeKBECTPIKTOMUS.

Mpn KoHTpONbHOM MccnegoBaHun oT 6.09.2021 roga
AHO®-HEp- pe3synbtat oTpuuatenpHblin, BA He onpege-
nAeTcA, aHTUTeNa K ABYCNUpPANbHOM U OAHOCAMPaNbHOWN
OHK, dochonunnpam, aHTUHYKNeapHble aHTUTeNa (MMMy-
HOGMOT), aHTWUTENa K KapAMoNuUMuHYy — He OOHapy»KeHbl.
C 24.09.2021 roga ymeHbLleHa f03a MeTUNpPeaHN300Ha
Lo 15 mr/cyT, nabopaTopHbIX MNPY3HAKOB HaAMOYeUYHUNKO-
BOW HeJOCTAaTOYHOCTM HeT. BnocneacTeum 3a Bpemsa Habto-
deHua ¢ 02.10.2021 roga no 06.10.2021 He nuxopaanna,
AVype3 B OCHOBHOM uepe3 HedpocTomy. 1o ypeTpanbHo-
My KaTeTepy CyTouHOI Ae6ut moun 50-200 mn C AETPUTOM.
OTtmeHeH CynbnepasoH 06.10.2021 ropa. Konbnoctoma
yaaneHa 10.10.2021 roga, npoBefdeH KypC MeCcTHOu Tepa-
nuun MonumxeHakcom. C 11.10.2021 no 20.11.2021 npose-
LeH Kypc Tepanun dntokaHazonom 400 mr/cyT. MNpogonxe-
Ha nocTeneHHasa OTMeHa MMMYHOCYNpPeCCUBHON Tepanuu,
npuv BbINNCKe JO3MPOBKA MEeTUANPeAHN30/10Ha COCTaBNA-
eT 8 mr. MNauneHTKa oTnNpaBneHa AOMOW C NOIOKNTENIbHOM
OVHAMUKOWN.
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BbiBOALI

Tepanus KpOBOTEUEHUI, Pa3BMUBaOWUXCA Yy BONbHbBIX
remopunuen, MoXeT CTaTb 3HAUUTENbHOM Npobnemoi.
Y nauneHTOB C HM3KOpearupywolwmm KUHrMbutopom 3a-
mecTuTenbHasa Tepanusa ¢aktopom VI nam IX yacto paet
XOpOoLWKn pesynbrat, NO3BOAAA YCMELWHO CnpaBnATbCA
C He3HauuTenbHbIMK 1 6onee cepbe3HbIMU KPOBOTEUYEH M-
AMU, XOTA A1A NPEOAONEeHNA AeNCTBUA aHTUTEN BO3MOXKHO
NPUXOANTCA MPUMEHATb BoNblUee KONMYeCcTBO Npenapara
WAKN Yale NpoBOAUTb ero BeBefdeHue. B pegknx cnyvasx,
Korga npuv BbICOKOM TUTPE aHTUTENT COCTOsIHME 6ONIbHOrO
CTAaHOBUTCA YrpoKalLmMm, TONbKO cneunduryeckas Tepa-
nus, HaNnpuMmep yganeHue aHTUTeNn MeTofoM nnasmade-
pe3a, npuBoAnUT K HeobxoanmbIM pesynbTatam. [nsa 6onb-
LUIMHCTBA 3MNN300B KPoBOTeUeHNA 6onbHble remodunuen
C BbICOKOpEearmpyoLwmm MHrMOTOpOM JOMMHbI Monaratb-
CA Ha anbTepHaTUBHOE NleyeHue, BbI6op KOTOPOro 3aBuUCuT
OT NPUPOAbI KPOBOTEUYEHUA U THMA FeMOGUINN N [OSTKHbI
noabupaTtbca Bpayom nHanBUgyanbHo. CnegyeT NOMHUTD,
4TO NPV NOJO3PEHUN HA 3ab0JIeBaHVE NN MPU €ro BblsB-
neHvy 601bHOI JOMKEH ObITh HanpaB/ieH B reMOGUNbHbIN
LUeHTp AnA npoBefeHMA MOMHOLEHHOro N AANTENbHOro
MOHUTOpPMHra (KOHTpPONb MNoKa3aTtenen remoctasa AYTB
n ¢akTopa VIl nepBble nonrofa exxemMecA4YHoO, 3aTeM B Te-
YyeHue rofa KaxAabli KBapTan, Ha BTOpOW rod v panee —
Kaxable 6 mecsues). Mocne ncyesHoOBeHUA UHrMO6UTOPA
y 60nbHbIx ¢ NI pekoMeHAyeTCA npoBefeHne npodunak-
TUKWN TPOMOBO30B, 0OCOBEHHO NMPU 3HAYNTENIbBHOM NOBbILLE-
HUKM ypoBHa ¢aktopa VIII. 3anogo3putb MM Heobxoanmo
Npu coYeTaHMM MaCCUBHBIX U NOBTOPAIOLMNXCA KPOBOT-
eueHui ¢ nsbumparenbHbiM yBenndeHmem AYTB. B Hawem
cnyyae naumMeHTKe CTaHOBWJIOCb XyXKe MOcCne KaKgoro
onepaTUBHOrO BMeLLaTeNnbCTBa C Lefbio yCTPaHeHUA faH-
HOW Npobnembl C NPUMeHeHeM reMoTpaHcdy3unin 3puTpo-
LUMTapHbIX MacC — AMHaAMMKA B aHanun3ax KpoBW OCTaBa-
nacb NpakTUYeCKN CTarHaUMoOHHOW Unn yxyaLwanachb.

3aKkAlHeHne

PazButue MHrMOGUTOPHON QOpPMbI remodunny yaiye
oTMeyvaeTcsa Y 60MbHbIX C ONpefeneHHbIMI HaceCTBEH-
HbIMW MpU3Hakamu. YacToTa ee o6pa3oBaHUsA Bbile Mpw
bonee TAXKeson cTeneHn 3aboneBaHusa (0COGEHHO, ecnn
naumeHTKa KOMopOuaHa, Kak B ONMMCAaHHOM HaMW KIMHU-
yeckoM cnyyae). Ocoboe NoNoXKeHNe 3aHNMAIOT KEHLLVHbI
B MOCNEPOAOBOM Neprofe M BO Bpemsa HepemMeHHOCTU.
BbisiBneHne reHeTM4Yecko TpoMOGOGUAMM Yy MaLMEeHTOK
C TPOMOOTUYECKUMU OCIIOKHEHUAMU B aHAMHE3e VMeeT
CTpaTernyeckoe 3HauyeHuwe [Afsi MPOBEAEHMWA YCMeLHOn
npodUNakTUKM NOBTOPHbIX TPOMOO30B BO Bpems recTa-
LIMOHHOrO npouecca 1 NpeaoTBpalLeHns NOBTOPHbIX pe-
NPOAYKTUBHBIX NOTEPb Y NALNEHTOK C HEBbIHALUMBAHUEM
6epeMeHHOCTV B aHamHe3e. [Ina 3Toro Heo6XxoaUmMo npo-
BOAUTb 06CNefoBaHNE Ha HOCUTENBCTBO NOIMMOPGU3MOB
reHoB CBepTbIBaloLLel CUCTEMBI 1 onaTHOro LmKna. Bbl-
ABNIEHNE HOCMTENBbCTBA MYTaHTHbIX annenei y nauneHToK
MOXET ANArHOCTUPOBaTb MPUUYMHY Mpeablaywnx Heyaay,
afieKkBaTHO nopobpaTb Tepanuio U peanusoBaTb Penpo-
OYKTUBHYIO QYHKLMIO 4151 XKEHLYUHBI.

OTKpbITUE reHeTuyecknx d¢opm Tpombodunum, wus-
yuyeHne ux ponu B MatoreHese TPomb6030B, pa3paboT-
Ka 3bbekTMBHOM Tepanuu U NPOodUNAKTUKN BEHO3HbIX
Tpom603M60NNIA NO3BONIAT FOBOPUTH O TOM, YTO TPOMOO-
3MOOINYECKIME OCNTOXKHEHUA ABMAIOTCA NPefoTBPATUMbBIMU
NPUYMHAMN MAaTEPUHCKOW CMepTHOCTU. Bnarogaps ceoes-
PEMEHHOW AMArHOCTMKE FEHETUYECKUX MyTauuid 1 Nonu-
MOPPU3MOB HacneacTBeHHoON Tpombodounum (oo bepe-
MEHHOCTN), MPABUIbHOW MNperpaBuhapHoON MNOArOTOBKe
1 COOTBETCBYIOLLEN TaKTUKE BefeHUs bepemMeHHOCTM C 1C-
NoJsib30BaHMEM aHTUarperaHTHOM 1 (MNn) aHTUKOArynAHT-
HOW Tepanunu, BO3MOXHO MONYUYNTb XOpOLUMe pe3ynbTaThl,
CHUN3MB NOKa3aTenu penpoayKTUBHbIX NOTEPb N OCNOXKHe-
HU 6epemMeHHOCTH.
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