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rmuepunemus (tun IV no knaccudukauym @dpenprkcoHa),
M HYXAQAIOLIMXCS B Tepanmuu pO3yBaCTaTMHOM B KauecTBe
TIOMOJIHEHUS] K IMeTe U JpYroit JIMIMMACHIXKAIOLLE! Tepanui,
WIM B CJIy4asiX, KOrAa NofoOHasl Tepanusi HeNoCTaTOYHO -
dexTHBHa; 2) NpodUNAKTIKA TPOMOOIMOOTMUECKHIX OCTIOKHE-
HUIA 10CJIe ONepaLyii ¥ MIHBa3UBHBIX BMELLIATe IbCTB Ha COCyax
(HampuMep, aOpTOKOPOHApHOEe LUYHTHPOBaHUE, SHOAPTEepIK-
TOMMSI COHHbIX apTepMil, aHrMOIJIaCTMKa M CTEHTHpOBaHHUe
KOPOHApHbIX apTepuiil) y B3pOCJbIX MALMEHTOB, CTPafalo-
LLIMX TaKUMM HapyLIEHUSIMM JIMIIMIHOrO 0OMeHa, KaK rnepBuY-
Hast runepxosecTepuHeMust 1o knaccudukaumn Gpenprukcona
(tun lla) wnn cmeruanHast runepxosecrepuHemus (tun IIb),
ceMeliHasi TOMO3UIOTHAsI TUIEPX0JIECTEPUHEMHUS] WM TUIep-
Tpurmiuepunemus (tun IV no knaccudukaumn Openpukco-
Ha), M HY>XJAIOLIMXCS B Tepannuy po3yBacTaTMHOM B KauyecTBe
JIONOJIHEHUA K AWeTe W IpYyroi JIMMUACHMXKAIOLIeH Tepanui,
WK B CJyyasiX, KOraa nofoOHast Tepanusi HeIoCTaToYHO -
¢dekTrBHa; 3) A7 MPUMeEHeHHs! y MALKUEHTOB, KOTOPble paHee
nosnyydanu ACK 1 posyBacTaTiH B TaKuX Xe 103aX.

Ita OK npoTMBONOKa3aHa M MMeeT OrpaHUYeHHs B TeX XKe
KJIMHMYECKUX CUTYaLMsiX, B KOTOPbIX He PEKOMEH/I0BaH MpU-
em ACK u posysacrartuna. [Ipenapart Bbinyckaercst B 3-X 10-
30BbIX peXMMax — B BUJE Kancyja ¢ MOAMPULHMPOBAHHBIM
BbICBOOOXK/IEHHEM, C KMLIEUHOPACTBOPUMON TabJEeTKOIA, 10-
KpbITOi1 060510uKOM, conepskatueii Bceraa 100 mr ACK c pas-
HbIMM 7l03aMM po3syBactaTuHa: 5 mr, 10 mr, 20 mr. Cnenyer
OTMEeTHTb, YTO MpenapaT He MpefHa3HauyeH Jjis HauaabHOro
Kypca Tepanuu, HasHauyaeTcsl MOCJle TOro, Kak AO3MPOBKH

orzenbHblx KomnoHeHToB (ACK, posyBacTaTuH), BXOASILMX
B COCTaB Tperapara, TLIaTeIbHO Mojo0paHbl JUIsl JaHHOTO
nauuenra. [locne non6opa 103MPOBOK KaXAOro U3 ABYX OT-
JenbHbIX KOMMOHeHTOB npenapatoB ACK u posysacraTuHa,
BXOJISILLIMX B COCTaB KOMOMHMPOBAHHOTO Npenapara, nepexo-
IST Ha JleueHre KOMOMHUPOBAHHBIM MPENapaToM B COOTBET-
CTBYyIOLLE NMoRo6paHHON no3MpoBKe. Pekomennyemast no3a
npenaparta Posymun® ACA — 1 kancyna/cyT, ee cienyer npu-
MEHSTb KaXkiblii IeHb B OIHO U TO XK€ BPeMSs Be4epOM.

[Tpu HeobxomMMOCTH B TpoLIecce JieueHus 103a npenapa-
Ta MOXET KOPPEeKTUPOBATbCs, C Y4€TOM M3MEHEHMs KOHLeH-
Tpaunu nunuzoB. [locse 4-x Hexl. Tepanyy 1/WiK NPU MOBbILLE-
HMM 103bl CyMMAapHO I0JIy4aeMOoro po3yBacTaTiHa He0OX0aUM
KOHTPOJIb [OKa3aTeJseil JIMMMAHOro 0OMeHa.

3AKIIOYEHUE

9¢dertuBHoctb n GesonacHoctb ACK M craTMHOB noa-
TBEP>KIEHBI B XOZle 6OJIbILOr0 KOJIMYeCTBa PaHAOMU3NPOBAH-
HbIX MCClefioBaHMil. HasHaueHue Takoil Tepamuu OGOJIbHbIM
c CC3, B nepayto ouepenb MBC, u oueHb BbICOKMM PHUCKOM
anst cHukenust yactotel MM, mHCynbra, cocynucroil cMeptu
¥IMeeT camble BbICOKME KJIaCChl PEKOMEHAALMI U JOKa3aHHO-
CTU. Y 3TOit KaTreropuy MmauueHToB ucnosb3oBaHne OK cra-
mnHOB U ACK (ACK + posyBacTaTiH) OTKpbIBaeT HOBble BO3-
MOSKHOCTH [J1s1 MOBbIILIEHNs] 3P PEKTUBHOCTU 3a CUeT JyuLliei
TNprBepsKeHHOCTH TepaInyu.

Cnucox numepamypot Bot moxceme naiimu na caiime http://www.rmj.ru

Pe AKX KAMHUYECKUN CAYYOU 6OAE3HU XaremMmaHa
Y NOLUEHTKU KOPANOAOTUYECKOro OTAAeHUs
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PE3IOME

bonesnb Xazemana — Kpatine peokoe HapyuieHue 2eMoCmasa, Xapakxmepusyow,eecs 3Ha4UmMesbHoIM CHUNCEHUEM aKmueHocmu
nnasmenHozo pakmopa XII ceepmeisatus kposu. [IpedcmasnerH bl KIUHUYeCKUll cyqall xapakmepu3syem ebisigienue 0aHHO20
pedkoeo 3abonesanus — 6one3nu Xazemaua y nayueHmku 58 sem ¢ kapouanvsHol namonozuell. [layuenmxa He0OHOKPamMHoO
nocmynana e kapouoJio2uieckoe omoeseHue 01 NPogedeHuUs NJIAHO080U mepanuu no nosody uwemuqeckoli bonesHu cepoya
u apmepuansHol 2zunepmeHsuu. Bo epems 00Ho20 u3 nocmynneruti 66110 6bI9671€HO YONUHEHUE AKMUBUPOBAHHOZ0 HACMUYHO20
mpombonnacmutosozo epemenu (AYTB), umo s8unocy nosodom 0na danvHeliwezo 00o6cnedosanus. IIposederue obcnedosa-
Hus 6 ycnosusx lemMamonozuiecko2o Hay4HO20 YEeHMpa N0380J1UN0 BbIABUMb HANUHUE PEOKOU namonozuu koazyasyuu — 60-
Je3Hu Xazemana Ha ocHosaHuu omcymemeus 6 koazynozpamme gpakmopa XII, yonurnenus AYTB u 3amednenus GpuobpuHonu3a.
OcoberHocmblo 0QHHO20 C1YHAaA A618emcs mo, Ymo 3a0601e6aHUE ONUMENbHOE 8PEMS NPOMEKAN0 OECCUMNMOMHO, Ycy2yobnasn
meyeHue kapouosackynaproi namonozuu. Ocobblli uHmepec npedcmaegisem mom $akm, 4mo y nayueHmku 6vi10 06HApyY-
aceHo nosHoe omcymemeue ¢pakmopa XII ceepmoiganus kposu, mozoa Kak 8 onybauKO8aAHHbIX paHee HAOMOOeHUSX ONUCAH
moJbko Oegpuyum OaHHO20 pakmopa.

KmioueBble cnoBa: peokuli cayyati, bonesns Xazemana, omcymcmeue pakmopa XII, ceepmepisaroujas cucmema Kposu, 2emo-
cmas, koazynozpamma, AYTB.

Jns umrupoBanus: Axmedoe B.A., llladesckuti B.M., Cyoakosa A.H. u Op. Pedkuti knunuyeckuii ciyqati 6one3nu Xazemana
Y nayueHmku kapouonoauieckoeo omoenenus // PMPK. 2018. Ne 6(1). C. 46—48.
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ABSTRACT
Rare clinical case of Hageman disease in the patient of the cardiological department
Akhmedov V.A.}, Shadevsky V.M., Sudakova A.N.', Gaus 0.V.!, Gudalov S.0.2 Shustov A.V.?

"Omsk State Medical University
2“Clinical Cardiology Hospital”, Omsk

Hageman'’s disease is an extremely rare disorder of hemostasis, characterized by a significant decrease in the activity of plasma
blood coagulation factor XII. The presented case reports the identification of rare Hageman disease in the woman of 58 years
old with cardiac pathology. The patient repeatedly admitted to the cardiology department for treatment of ischemic heart
disease, arterial hypertension. During one of the visits, an elongation of the activated partial thromboplastin time (APTT) was
revealed, which was the cause for further follow-up. Conducting the examination in the conditions of the hematological scientific
center revealed a rare pathology of coagulation — Hageman’s disease, based on the absence of factor XII in the coagulogram,
prolongation of the APTT and retardation of fibrinolysis. The feature of this case is that the disease has been asymptomatic for
a long time, aggravating the course of cardiovascular pathology. Particularly interesting is the fact that the patient was found
to have a complete absence of blood coagulation factor XII, whereas in previously published observations only the deficiency of
this factor was described.

Key words: rare case, Hageman'’s disease, absence of factor XII, coagulating blood system, hemostasis, coagulogram, APTT.
For citation: Akhmedov V.A., Shadevsky V.M., Sudakova A.N. et al. Rare clinical case of Hageman disease in the patient of the

cardiological department //RMJ. 2018. Ne 6(1). P. 46—48.

orne3Hb XaremaHa (unu pnedekt XaremaHa, WM Jedu-

uut ¢pakropa Xl cBepTbiBaHMSs KPOBU) — KpaiiHe pefKoe

HapylleHe TeMOCTa3a, XapaKTepu3ylolleecs 3HauM-
TeJIbHbIM CHM>KEHMEM aKTMBHOCTHU TjiadMeHHoro ¢akropa XII
(®XII, dpaxrop Xaremana) ceprbiBaHust KpoBu [1]. Yacrora
BCTpeyaemMocTH 6one3Hy XareMaHa B MONYJISILIMY He MpeBbILia-
er 1 ciyyasi Ha 1 mutH Hacenenus [2]. B 6onblunHCTBE Cyyaes
DIaHHbIA leeKT HacjenyeTcsl Mo peLecCMBHO-ayTOCOMHOMY
TUITY, OHAKO B HEKOTOPbIX CEMbSIX BbISIBJIEHO ayTOCOMHO-/10-
MMHaHTHOe HacnenoBaHue [1, 2]. [lo-Bunumomy, cuuTes dpak-
topa XII cBepTbIBaHMSI KPOBU KOHTPOJIMPYETCS! IBYMSI ayTo-
COMHBIMM TreHamu (6MMOZasbHBIN THM HacnenoBaHus). [eH,
kogupyowuii cuntes ¢pakropa Xll cBepTbiBaHMSI KPOBH, JIOKa-
nmayercst B 5-it xpomocome [1].

@®XIl — cuanornukonpoTenH (MoJsekyJsipHas Macca
okono 82 kJla), miasMeHHblit MPOGEpMeHT, MeCTO CHHTe-
3a KOTOpOro B OpraHusMe TOYHO He ycraHosjeHo [3]. ®XII
MOJIBEP>KeH KOHTAKTHOM M (PEepPMEHTHO! aKTMBAaUMH, B T. Y.
aJlpeHaJIMHOM, KaJUIMKPEUHOM B MPUCYTCTBUM OTPULIATENIbHO
3apSLKEHHOT0 BbICOKOMOJIEKYJISIPHOTO KMHUHOTeHa, paKTOpOM
XI, a cnenoBaresibHO, UrpaeT KJOYeBYIO poJib B (PYHKLIMOHU-
POBaHKMM He TOJIbKO CBEPTbIBAIOLLEN, HO U KaJJIMKPEHUH-KUHU-
HOBOI4, a TaKske GUOPUHONMTHUECKON CHCTEM remocTasa [4].

Cucrema remocrasa QUIOreHeTHYeCKH MpeHasHave-
Ha JUIs OCTAHOBKM KPOBOTEUEHMs! TpH TpaBMe U obecreue-
HUSI SKUIKOTO COCTOSIHMSI KPOBU TPY COXpaHeHnH Ouosornye-
CKOHM LIeNTOCTHOCTM COCYAUCTOM CcTeHKM [5]. C cOBpeMeHHbIX
MO3ULMI Pa3NNYaAlOT MEepPBUYHBINA, WM COCYAUCTO-TPOMOO-
LMTapHbli,, WU BTOPUYHDIA, WM KOAryysiLIMOHHbIN, reMoCTas.
[NepBuuHbIit reMocTa3 00yCIOBIIEH CIa3MOM COCYZIOB U MX Me-
XaHUYECKOIi 3aKyMOPKOii arperataMu TPOMOOLIMTOB, BTOPUY-
HbIIl NpezcTaBsieT co00ii CIOXHbIN (PEepMEHTHbIN NpoLecc,
B KOTOPOM YYacCTBYIOT DS NPOTEOJIMTUUECKUX (PEPMEHTOB,
a Takxke HeepMeHTHble OeNKOBble M (POCHONMIUIHBIE KOM-
noHeHTh! [1, 5]. KoarymsiLuoHHblit reMOCTa3 MOKET NMPOTEKaTh
N0 BHeLIHeMYy ¥ BHYTPEHHEMY MeXaHM3My, aKTUBaTOPOM I10-
cnenHero u cnyxut OXII [2, 4]. 3aBepiuatowmm stanom pabo-
Tbl CHCTEMbI 'eMOCTa3a siBisieTcst puOPUHONN3 — pacLuerie-
Hue GpuOpHMHa 10J] BO3AEHCTBHEM [171a3MIHA, B PE3YJIbTATe Yero
TMPOMCXOZST paspylleHre GUOPUHOBOrO CrycTKa M peKaHasu-

3alivst COCYZOB M10CJIe OCTAaHOBKM KpoBoTeueHust [1, 5]. Mexay
npoLieccaMi CBEPTbIBaHMsI KPOBU 1 GHOPHHOIIN3A B OpraHn3Me
TNOCTOSIHHO MOJ/iepskuBaeTcsl paBHoBecne. PUOPHHONM3 Tak-
’Ke MOKeT MpOoTeKaTb M0 BHELIHEMY WM BHYTPEHHEMY Me-
xaHusmy [2, 4]. BHelunuit nyTb aKTMBALUK OCYLLECTBIISIETCS]
TIpY y4acTUX TKAHEBbIX aKTUBATOPOB, TAKUX KaK TKAHEBbII aK-
THBAaTOp IUIa3MHUHOT€HA M YPOKMHA3a, CHHTEe3UpYyeMbIX Hero-
CPeNCTBEHHO B 3HJIOTENIMM COCYNOB. BHyTpeHHMiT MexaHH3M
aKTMBALMM OCYLLECTBIIsIETCs Gn1aronapst ia3MeHHbIM aKTHBa-
TopaM (XaremaH-3aBUCHMBIi1 MyTb) W aKTMBAaTOpaM (pOpMeH-
HBIX 3JIEMEHTOB KpOBHU (XaremaH-He3aBUCHMBbIii NMyTb). Xare-
MaH-3aBUCHMBIii (PpUOPUHONU3 MPOUCXOAUT TOA BIMSHUEM
@XII cBepThIBaHMS KPOBU, KOTOPDIi 1 BbI3bIBAET NIpeBpalLieHne
HEaKTMBHOTO MJIa3MUHOreHa B M1a3muH [1, 2, 5].

IKcrepyMeHTasIbHble UCCIIE0BAaHKS M KITMHUYECKHe Ha0mo-
JeHus okasaiu, 4to posb OXII 00J1ee 3HaUMMa UIMEHHO 1151 npo-
LieccoB ¢prOPMHONM3A, HEXKENM ISl KOaryysiMOHHOTO OTBETa,
MOSTOMY MPU HajMuMK y yenioBeka Aedexta XaremaHa OTCYT-
CTBYIOT Kakue-1mbo remopparnyeckie NposiBjeHHsl U OTMeua-
€eTcsl BbICOKasi PeIpacroJioKeHHOCTb K TpoMb03aM [2, 4, 6].

Briepebie meduuut koarynsiuuonHoro ®XII Obin BbisiBIIEH
B 1955 r. O.D. Ratnoff u J.E. Colopy, koTopble npencraBuim
KJIMHMYeckoe HabmoneHve 37-neTHero nauyeHra JxoHa Xa-
reMaHa, o MMeH1 KOTOpOro 1 ObUTH Ha3BaHbl OTCYTCTBYIOLLHI
y Hero IasMeHHblii (pakTOp CBEepTbIBAHMS U JePeKT CHUCTe-
Mbl reMocTasa, OOYCJIOBJIEHHbINi BPOXKIEHHON HEeLoCTaTou-
HOCTbIO 3TOro npoTeunHa [7]. [auneHT ymep oT pa3BuBLLeiCS
Ha (oHe JUTMTENbHON MMMOOUIM3aLKMK TPOMO0IMOOINH Jie-
rOYHOM apTepuu Mocsie nepesgoMa TasoBbiX KOCTEN.

B Hacrosiiiee Bpemsi B MUpe MMeeTCsl OnucaHue uyTb 60-
nee 100 cnyuaes atoro 3abonesanus [8). [pexncrasisemM co6-
CTBEHHOE KJIMHMYECKOe HA0JIoeHue NaLyeHTKy Kapauosio-
rM4ecKOro OTZeJIeHus! C BbisiBJIeHHbIM JledpeKToM XaremaHa.

MManuenTtka M., 58 set, noctynunia B OTAeNeHNe Hapylle-
HUSI PUTMa KJIMHWMYECKOro KapAMOJIOTMYecKOro AuCraHcepa
(KKI) r. Omcka ¢ kano6amu Ha OZBILIKY CMELIAHHOTO XapaK-
Tepa Npu NMofbeMe 10 3-TO 9TaXa, NOBbILIEHNEe apTepUabHOrO
nasnenust (A1) no 180/100 MM PpT. CT., TOCTOsIHHBIE TIEpPedOU
B paboTe cepaLa, yCMIMBAIOLLMECS TPY SMOLIMOHANIbHBIX 1 HU-
3MUYECKMX Harpy3kax, OTeKH CTOII 1 rosieHell K Beuepy.
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M3 aHamHe3a 3a0o7neBaHMsl M3BECTHO, 4YTO CUMTAeT
cebsa 6onbHOI B TeueHne 5 et ¢ 2011 r., Korma MosIBUINCDH
nepe6ou B paboTe cepaLa, OfblllIKa NPY MePeHOCHMOi1 paHee
¢dusunueckoit Harpyske. [Ipu 3anucu snekTpokapAHOrpamMbl
(3KT') HapyLueHus puTMa He BbISBISUINCH, HAOMIOAACh Y Te-
pamneBTa 10 MECTY JKMTeJIbCTBA C AMarHO30M COMaTOPOPMHOIA
IMCOYHKLMN BEreTaTMBHOI HEPBHOI CUCTEMBI.

C konua 2012 r. otMeTHIIa YXyZLIEHHE COCTOSIHUS, YUaCTH-
nvch nepebou B paboTe cepALa, 3HaUUTEIbHO CHU3MIIACh TOJIe-
PaHTHOCTb K (PU3MYECKUM Harpyskam, MOSIBUIOCH OLlyllleHre
TMIOCTOSIHHOTO IUCKOMOpTa 3a rpyAUHOIA. [I1s1 yTOUHeHus aua-
rHO3a 1 moabopa Tepanuy NaLuMeHTKa HarpaByieHa B OTAEJeHHe
Hapywenus putma KKZI.

llpu npoBemeHnn n0006CNENOBaHUSI B YCIOBHSIX CTaLil-
OHapa ObUIM MOJy4YeHbl CIeAyIolMe pe3ysbTaThl: B 00LeM
aHasM3e KpOBM OTMevanoCh yBeJMueHHe CKOPOCTH OCelaHUsl
3pUTPOLUTOB (29 MM/4); B OMOXMMHUUYECKOM aHAa/lM3€ ChIBO-
POTKM KpOBM — TOBbIlLIEHHE YpOBHeN 00lLiero 6umpyou-
Ha (22,7 MKMOJb/J), MPEMMYLIECTBEHHO 3a CYeT HenpsiMoii
¢dpakumu (17,7 MKMOJIb/1T), alaHUHOBOI aMUHOTpaHcdepasbl
(87 E/n), obiuero xonecreputa (5,8 MMOJIb/) U TPUITIHLIE-
punoB (4,52 mmosnb/n). SKI: pUTM CHHYCOBBIN, C YaCTOTOM
cepaeuHblx cokpauennit (UYCC) 52 B MuHYTY, snekTpuue-
CKasi OCb Cepzla He OTKJIOHEeHa, PU3HAKKU JuaTaLuyu JIeBoro
npefcepans, CHHAPOM PaHHell pernonsprsalmny SKemyqouKoB.
Xonrep-monutopupoBanue IKI: OCHOBHOI PUTM CMHYCOBbIi1
c YCC 52—-74—-128 B munyty, npupoct YCC Ha Harpy3Ky focTa-
TOuHbIi, CHUKeHre YCC B HOUHbIE YaChl JOCTATOUHOE, Bapu1a-
GemnbHOCTb CEepLIeYHOr0 PUTMA COXpaHeHa, 3aperuCTpUpOBaHbl
17 npencepaHbix 3KCTpacucTod, 1 napHas, 1 HeyCTOWYMBbIN
NapoKCU3M HaJKeNyNo4YKOBOI TaXMKapAuM, 7 SMHU30/10B A1a-
THOCTMUECKM 3HauuMoOii fenpeccun cermenTa ST no kananam
2 1 3 (o6uweit nponoskuTenbHOCTbIO 42 MuH 11 ¢), 6e3 oTmeT-
KM B JJHEBHMKe O 0OJIeBbIX OLIYLIEHHsX. IXoKapanorpadus:
KOpeHb aopTbl — 3,2 CM, BOCXOLSLMI oTAen aopThl — 3,0 cM,
ayra aoptbl — 2,4 cM; nieBoe npeacepave — 3,6x4,6 cM; KOHeu-
HbII IMACTOIMUECKUI pa3Mep J1IeBOro kenyaouka — 4,8 cM; Ko-
HEUHbIi1 CUCTONIMUYEeCKUI pa3Mep JIeBOro xenynouka — 3,1 cv;
KOHEUHbII1 Juactonnyeckuii oobem — 109 My, KOHEuHbIi
CUCTOJINYECKUIT 00beM — 38 MII; TOJILLMHA MEKKeIyI04YKOBOH
neperopozki — 0,9 cM; ToNLMHA 3aiHel CTEHKH JIEBOTO KeJly-
nouka — 0,9 cm; npasblit xenynoyek — 2,5 CM; NpaBoe Mpei-
cepnue — 3,2x3,8 cM; ppakums Bbiopoca — 65%; aopTasbHbIii
KJIanaH — yII0THeHbl GpUOPO3HOE KOJbLIO 1 CTBOPKH, PACKpBbI-
THEe CTBOPOK — 2,0 CM; MUTpasbHBbIii KJlanaH — M-00pa3Hblii,
IBI>KEHHe CTBOPOK pasHOHAMpaBJIeHHOE, CTBOPKU YIJIOTHEHbI;
perypruranus uepes MUTpasibHblii KanaH — 1 crenenu, peryp-
TUTaLMs Yepe3 TPUKYCUAAbHbIN Kianan — 1 crenenu. Ypec-
MMLLEBOJHAs 3JIEKTPOCTUMYJISILIMS Cepla: ULIeMHUYecKre 13-
MeHeH¥sl. YIIbTPa3ByKOBOE MCCIIEf0BaHIE OPraHOB OpIOLIHOM
T0JIOCTH: MPU3HAKK XMPOBOTO renarosa, AMpQysHbIX U3MeHe-
HUI NMOJIKeyI0YHOM sKeJe3bl.

Bbin ycTaHOBIIEH AMarHo3: MieMuyeckas 60ne3Hb cepaLa.
CreHokapnus HanpsikeHus, GyHKUMOHambHbINA knacc 11l Apre-
puanbHas runeptensus, cragus lll, puck 4. [lapokcuamanbHas
HaJKeNnyno4KoBasi Taxukapaus. CHHAPOM paHHeil perojs-
pr3aLmMK KeynoukoB. XpOHUYECKasi CepAieuHasi HeloCTaTo4-
HocTb Il A, ¢yHkuMOHanbHbII Kacc Il HeankoronbHas sxupo-
Basi 60JIe3Hb MeUeHH: CTeaTorenaTuT, akTUBHOCTD 1.

Ha ¢one nposenennoro neuenns (nuera Ne 10; coranon
0,08 r mo 1% TabneTku yTpoM M BeuepoM MOZ KOHTPOJIEM
AI, YCC, 3KT; nusutonpun 0,005 r no % TabneTku Beuepom;
ypconesokcuxoneBast kucaoTa 0,25 r no 2 Kancyssl Ha HOYb)

CaMOYyBCTBME MALMEHTKU YJIYYLIMIOCh — YMEHbLUUJINCh
4acToTa M MHTEHCUMBHOCTb 0OJM 3a IpyaMHON, ypoBeHb A]l
cHuauncs 1o 135/80 MM pr. cT. [Ins yTOUHEHHs JaHHbIX O CO-
CTOSIHWM XKeJIyJOUKOB CepLa, B T. Y. UX COKPATUTENIbHOM CIO-
COOHOCTH, ObIJIO PEKOMEHIOBAHO MpPOBeIeHNe KOPOHApPHOI
BeHTpuKynorpapuu (KBI').

[lepen noaroToBKkoii K NaaHOBOMY JUarHOCTUYECKOMY 3H-
IOBACKYJISIPHOMY BMeLLaTe IbCTBY Y 60JIbHOI ObLIO BbISBIIEHO
yonuHenne AYTB no 100 c HesicHoit atuonoruu. [locne kon-
CyJIbTAallMM reMaToJIora, KOTOPbI 3alof03pWl HaluuMe Koa-
TyJ0MaTuM — TUIIOKOAryyisiiuM BO BHYTPEHHEM MeXaHW3Me
cBepTbiBanus (neduuut dpakropos ceeptoiBanus X, X11?), Bos-
MO3KHO, BTOPUUYHOIO XapakTepa Ha (OHe MaTOJIOrHK MeyeHH,
naupueHTKa Obiia HarpasJieHa Ha o6cnenoBanme B @BI'Y «fema-
Tosoruyeckuit HayuHblit entp» (FHLL) MunucrepcTBa 3npaBo-
oxpaHnenus Poccuiickoit ®enepaunn (Mocksa).

Ipu c6ope anamuesa B I'HL] ycraHOBNEHO, 4TO paHee Mo-
BBILLEHHOJ KPOBOTOYMBOCTHM Yy NALMEHTKU He HaOMIIOAAoCh.
HacnencreHHblit aHamMHe3 MO 3a00J1€BaHMSIM CHCTEMbI FeMo-
CTa3a He OTArolLeH. B koarynorpamMme Gb1o BbISIBIIEHO: BpeMst
cBepTbiBaHust — 10 muH 13 ¢, AYTB — Gonee 250 ¢ (Hopma —
10 38 ¢), npoTpoMO1HOBBIii MHAEKC — 80% (Hopma — 90—105%),
¢akrop VIII — 70% (Hopma — 50-200%), ¢paxrop IX — 70%
(Hopma — 50-200%), ¢pubpunoren — 3,4 r/n (Hopma —
2,0—-4,0 r/n), pakrop Xlla 3aBucumblit prbprHOIM3 — 80 MUH
(Hopma — 5—12 mun), paxrop XII — 0% (Hopma — 70—120%),
¢axrop Bunnebpanna — 52% (Hopma — 50—150%). 3aksmoue-
HMe: TPM KOaryJoruieckoM OOC/eNOBaHUM BbISIBIIEHbI OTCYT-
creue OXII, ynnmxenne AYTB v 3amennenne GpubpuHonm3a. Boin
yCTaHOBJeH auarHo3 6one3nn Xaremasa (neduupmt OXII). Kpo-
Me TOrO, NP1 FeHETHYECKOM HCCIIe0BaHUM ObLIO 0OHApPYKeHO,
YTO MALMEeHTKA SIBJISIETCS] HOCUTENIEM MyTaLMK reHa MHTMOUTOopa
axktuBauuu rmasmuHorena PAI-1 (4G/5G), 4To Takxke MpUBOAMT
K 3HAUMTEJIbHOMY MOJaBJIeHHI0 GUOPUHONM3A.

B Hacrosiee Bpemsi nauveHtka M. HaxoamTcs mof
TMOCTOSIHHBIM  JIUCTIAHCEPHBIM  HAOMIOZIeHeM  Bpaya-remaro-
jora no Mecrty >kuTenbctBa. C yueToM HMeloOLIeiics MaTo-
JIOTMM CUCTEMbl TeMOCTa3a MaUMeHTKe MNPOTHMBOMNOKA3aHO
Ha3HaueHue WHrMOUTOpOB (PUOPHHONM3A (TpaHeKcaMoBast
KUCJIOTA), a IPY HAIM4YMHM TOKa3aHMii K IPOBEJeHNI0 OllepaThB-
HOTO BMeLLIaTeIbCTBA HEOOXOAMMO NpeBapUTesIbHOE MpoBe-
IeHre TpaHCy3MOHHON NoArotToBky (3a 30 MUH [10 onepauuu
B/B nepenvBanye 1000 M1 ofHOTpYMNITHOI CBEXE3aMOPOXKEH-
HOI1 Nn1a3Mbl Ha poHe npuema H, -rucraMuno610KkaTopoB).

B sakyouenne xorenocb Obl OTMETHTb, YTO MPENCTAB-
JIeHHOe KJIMHNUYecKoe Habmo/ieHne IeMOHCTPUPYET BblsiBIe-
HUe pPelKOro HacJeACTBEHHOro JedeKTa CUCTeMbl reMOCTa-
3a — neduumra Ppaxropa XII cBepTbiBaHMSI KPOBU Y NALIMEHTKU
58 ner. OCOOEHHOCTBIO NAHHOTO CJlyyast sIBJISIeTCS TO, UTO 3a-
OosieBaHMe NUTENIbHOE BpeMsl NMpOTeKano 6ecCHMITOMHO,
ycyry6isist TeueHHe KapAMOBACKYJISIPHO MaToJIOruy, Mo Mno-
BOJly KOTOPOI1 NaLleHTKa HEOJHOKPATHO Npoxoauna obcie-
JoBaHKe U nedenue. CiyyaitHoe BbisiBlIeHMe yanuHeHust AYTB
nepesii IMJIAaHOBbIM  SHIOBACKYJISIDHBIM ~ BMeLIATeIbCTBOM
TIOCTTY>KMJIO TIOBOJOM JUlsl TNPOBENEeHUsl AaJbHENIIero Iu-
arHOCTMYeCKOro MOMCKAa, PesyslbTaToM KOTOPOro M CTaso
o6HapyskeHne 6onesnn Xaremana. OcoOblil MHTepec mpen-
cTaBisieT TOT (aKT, UTO y nauueHTkn M. 6bUI0 0OHApYsKeHO
nonHoe orcyrcteue daxropa Xl ceepThiBaHKS KPOBU, TOTAA
KaK B OMy6JIMKOBAHHBIX paHee HAaOJIOIeHNSIX OMICaH TOJIbKO
nepuuut naHHoro ¢pakropa [7-9].
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