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AHHOTALUA

Beenenune. JlanHas HaydHO-MCClIEOBAaTeNbCKass paboTa MOCBSMIEHA IeMO(GMINU - TEHETHYECKOMY 3a00JIeBaHMIO,
BO3HHKAIOIIEMY IIPH CHIDKEHHH ypoBHS (akropa VIII HIKe HOPMAaTHBHBIX IOKas3aTeseil, P KOTOPOM BO3HHKAIOT
SNM30/b KPYMHBIX U HE3HAYUTEIbHBIX KpOBOTeueHHH. IIpy CBOEBpEMEHHOM WU INOJHOM JICYEHHUH, a TaKkKe HU3MEHUHU
o0Opa3a >KM3HM TAaI[IEHTOB, CTAHOBUTCS BO3MOXKHBIM YJIy4YlIEeHHEe HX KadecTBa ku3HU. Llesb mcciienoBaHust —
NPOAaHATU3UPOBAaTh OCOOCHHOCTH BEJICHMs MalUeHToB ¢ remodwineid. Martepuas W MeToAbl. BeimonHeH
PETPOCIIEKTUBHBIN aHanu3 34 MaleHToB, KOTOPBIM MMPOBOAMTCS cHenu(ryecKas 3aMeCTUTENbHAs Tepanus (pakTopamu
CBEpTHIBaHUS KpoBHU U npodunaktiyeckas Tepanus Ha 6aze [AY3 I'Kb Nel6 r. Kazanb. PesyabTaThl. Takum oOpazom,
BO3pAacT MAIMEHTOB C COMMYTCTBYIOIIMMH 3a00JIeBaHUSAMHE B Cpe/iHeM Ha 12 jieT 0oJibliie, 4eM y aleHTOB 0e3 BTOPUYHON
narojoruy. Ilpum 3TOM, mNpuUMEHeHHE NPO(PUIAKTUYECKOH Tepanuy Yy TIAIMEeHTOB CpPEAHEero BO3pacTa MOXKET
CHOCOOCTBOBaTh TEUEHHIO TeMOQWIMM B JIETKOW M cpeaHei Tskectn (opmax. Knmuuueckuit citydail HarisgHo
JIEMOHCTPUPYET BBIBOJBI MHOTHX HCCIEIOBaHMH, IOCBAIICHHBIX TEYCHMIO CPEAHETSKENI0H (GopMbl remoduimm.
BeiBoabl. [IpeacraBneHHbI KIMHUYECKNH Clydalf CBHJICTENBCTBYIOT O TOM, YTO PHCK MOSBIEHHS TeMO(MINYeCKUN
apTponaTHii OYeHb BBICOK, a OIIEPAaTHBHOE JIEYEHHE TIPH YaCThIX PELUIUBAX SBIsICTCS Hanbosee 3()(heKTUBHBIM METOIOM
JICUCHUS.

KaroueBble ci1oBa: reModuinsi, CpeiHETsDKeNast CTeNeHb, FTeMapTpo3, reModuinieckas apTponaTus
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Abstract

Introduction. This research paper is devoted to hemophilia, a genetic disease that occurs when the level of factor VIII
decreases below the standard values, in which episodes of major and minor bleeding occur. With timely and complete
treatment, as well as achange in the lifestyle of patients, it becomes possible to improve their quality of life. Theaim of
the study is to analyze the features of managing patients with hemophilia. Material and methods. A retrospective
analysisof 34 patientswho are undergoing specific replacement therapy with blood clotting factors and preventive therapy
on the basis of the State Medical Institution GKB No. 16 in Kazan was performed. Results. Thus, the age of patientswith
concomitant diseases is on average 12 years older than that of patients without secondary pathology. At the same time,

the use of preventive therapy in middle-aged patients can contribute to the course of hemophilia in mild and moderate
forms. The clinical case clearly demonstrates the conclusions of many studies on the course of moderate-severe
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hemophilia. Conclusion. The presented clinical case indicates that the risk of hemophilic arthropathy is very high, and
surgical treatment for frequent relapses is the most effective treatment method.
Keywords: hemophilia, moderate to severe degree, hemarthrosis, hemophilic arthropathy

BBEJIEHME

Krnuanueckas kapTuHa reMOGUINU TPOSBISCTCS B CIIOHTAHHBIX WJIM BCJICJICTBUE TPaBMBbI
KPOBOTEUYEHHSIX B KPYITHBIE U MENKHE cycTaBbl. CpeAHsisl MPOAOIKUTEIIBHOCTD KU3HU MAlIUEHTOB C
JaHHoM martojiorue mo 1960-x romoB cocTaBisia okojo 30 jJeT, OMHAKO Ha CErONHSIIHUN JCHb
HOBasg S(QeKTHBHAs Tepamnus, OCHOBaHHAs Ha NPOPHIAKTUYECKOH 3aMEHE OTCYTCTBYIOLIETO
(hakTOpa, MO3BOIMIIa CHU3UTh YaCTOTY MHBAIHMIU3AIIMN U YIYYIIATh UCXO0bI 3a0o0eBanus [1,2].

Heabp mucciaenoBaHusi — TMPOAHATUZUPOBATH OCOOCHHOCTH BEACHHS IAlMEHTOB C
reMopuInei.
MATEPHUAJI U METO/bI

BrinonHeH peTpocneKTUBHBIN aHaiu3 34 malnueHToB, KOTOPHIM MPOBOIUTCS crienuduyeckas
3aMeCTHUTENbHas Tepanus (PakTopaMH CBEPTHIBAHMS KPOBH W MPOQHIAKTHUECKas Tepanus Ha 0a3e
I'AY3 I'KB Nel6 r. Kazanb. PaccMOTpeH KOHKPETHBIN KJIMHUYECKUN CITy4dail.

PE3YJIBTATDBI

Bce mamueHThl My)kckoro mona, 2 u3 Hux c remodunmein (5,88%), ocrtampHble — C
remoduiueit A (94,12%), npu 3TOM OTATOIICHHBIA aHaMHe3 oTMedaeTcs y 15 (44,12%) mauneHToB.
Bospact BapsupoBazcs ot 19 no 72 ner, cpeannii — 40,12+15,39. Tsxenast crerneHb reMOpUINN Y
18 (52,94%) mnamumenToB, cpemHed Tsxectu — 9 (26,47%), nerxkas ¢opma y 7 (20,59%).
ConytcrBytomue 3aboneBanust orMedaroTces y 19 (55,88%) mnamumentoB (cpemHuii Bo3pacTt —
46+15,38 ner), u3 Hux: XI'BC — 3 (15,79%), peunauBHUpYyIOIIME HOCOBbIE KPOBOTCYCHUS — 5
(26,32%), mepenombl IIe4eBOM W OepioBoit kKoctedl — 5 (26,32%), ronaptpos — 3 (15,79%),
remaptpos - 2 (10,53%), Bectubynonatus — 1 (5,26%). [IpoonepupoBaHbl 110 MMOBOIY MEPEITOMOB: 3
ManueHTa — MpoTe3UpoOBaHUE KOJICHHOTO CycTaBa, 2 — ycTaHOBKa amnmnapara Mnuzaposa, 1 — 3UMT.
VY narnueHToB 0€3 COImyTCTBYIOMUX 3a00eBanmii, 15 yenoBek (44,12%), cpeaawnii Bo3pact - 34+14,48
JIeT.

OBCYXIEHUE

Takum 06pa3zom, BO3pACT MALMEHTOB C COMYTCTBYIOMMMU 3a00JIeBaHUSIMHU B CpefHeM Ha 12
ner Oojbllle, YeM Yy MalMeHTOB 0e3 BTOpUuYHOM maronoruu. Ilpm sTOM, mNpUMEHEHHE
npopMIAKTHYECKON Tepanuyu y MalueHTOB CPEeIHEro BO3pacTa MOXKET CIIOCOOCTBOBATh TE€UEHHUIO
reMo(UINN B JIETKOM U cpeHel TshkecTH popMax.

[Tarent A., 1982 rona poxxaenus, ¢ HacineAcTBEHHbIM aedunutoM ¢pakropa VIIIL, ctpagaer Tsxenoi
dbopmoii reMmopunuu A, TMarHo3 yCTaHOBJICH B 9 MecAIIeB.

B Tedenue xu3HUM OECHOKOMIIM TeMapTpO3bl MPEHMYIIECTBEHHO B KOJIEHHBIE CYCTaBbI, KOTOpBIE
MIPUBEJIN K Pa3BUTHIO TeMOGUIMYECKON apTpONaTUu pa3InyHON CTENEHH BhIpakeHHOCTH. [lanuenT

MEpEHEC MHOXECTBO OIEpPaTUBHBIX BMeEMIATENbCTB: 1994 1. — mo mNOBOAY MCEBAOOMYXOIU
oonbiiedeproBoit koctu, 2000 r. — mumactuka AxuiuioBa cyxoxwiug, 2001 r. — aprponus
TOJICHOCTOITHOTO CycTaBa C IUIaCTMKOM AxwmioBa cyxoxunus, 2016 1. — TOTampHOE

SH/IOIPOTE3UPOBAHUE JIEBOTO KOJIEHHOTO cycTaa, 2020 r. — ynajaeHue HHTpaMeayuIIpHOro mrudTra
npaBoil 6ob1edepoBoil koctu, 2021 r. — peBU3MOHHOE YHAONPOTE3UPOBAHUE JIEBOTO KOJIEHHOTO
CycTaBa.

AHaMHe3 MpH MOCTYIUIEHUH: COCTOSHUE MallMeHTa YXYIIWIOCh HEJeNo Ha3ad, oOpa3oBaiach paHa
U OTKpBUICS CBUII B oOnactu Oyrpuctoctu OosbledeproBoil KocTu ciieBa. B koarynorpamme:
runepkoaryssinusa (AUTB 46,8 cek.), runeppudpunorenemus (6,35 r/m), cumxenue ¢pakropa VIII
(37 en/nm). IlpoBemeHa OSKCTpEHHas oOrepanus: YOajleHHe METAIUIOKOHCTPYKIHM. Y aalieHue
KOMITIOHEHTOB 9H/I0IPOTE3a JIEBOTO KOJIEHHOT'O CycTaBa. Y cTaHOBKa crielicepa. [locie mpoBeieHHOro
OTIEPaTUBHOTO BMEIIATEIIECTBA II0OKA3aTeid OMOXMMHUYECKOTO aHalIW3a KpPOBH: CHIDKCHHUE
kpeatuHuHa (54,9 MkMmonb/m), B oOmiem aHanuze kposu: anemus (Hb 105 r/m, Er 3,87*%10%/n,
rematokpuT 0,32), TpombomuTos (397*10%m), moBEIIEHHkI ToKa3aTens TpomOokpuTa (0,44%),
camxkenue nokazarenss PDW (8,3 &), B koarymorpamme: rumnepkoaryisinus (AUTB 45,3 cexk.),
¢daxtop VIII uyTh HMKE HOpMATUBHBIX 3HaueHUi (49,3 exn/mn), runeppudpunorenemus (4,52 r/mn).
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[Ipumensiemas Teparnus: 3aMeCTUTEIbHAS TeMOCTaTuIecKas Tepanus KoHieHTparoM ¢akrtopa VIII,
aHTHOaKTepUaANIbHBIN MpenapaT BAHKOMHIIMH, JIEBO(IOKCALIMH M KETONPOdeH.
KimHndeckuil ciydail HariasaHO IEMOHCTPUPYET BBIBOJABI MHOTHX HCCIIEIOBaHUM, IOCBSILEHHBIX
TEUCHHIO CPEAHETSIKEION (DOPMBI reMO( NN,

BbIBO/IbI

[Ipumenenne npoduIaKTUYECKOW TEpanmuu y MAIMEeHTOB C reModuianeld 3HAYUTEIHHO
YMEHBIIIAET YUCIIO BTOPUYHBIX OCJIOKHEHUH, YBEIIMUUBAs IPOJOJDKUTEIIBHOCTD U yJTydllasi KayeCTBO
*u3HU. lIpencraBieHHBIN KIMHUYECKUHN ClIydall CBUAETEIBCTBYIOT O TOM, YTO PUCK IOSBICHUS
reMopHINYeCKUH apTpONaTuil O4YEeHb BBICOK, @ ONEPAaTHBHOE JICYEHUE IPHU YaCThIX pELMIUBaX
aBisieTcs Hanbosee 3(h(HEeKTUBHBIM METOOM JICUCHUSI.
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AHHOTAIUSA

BBenenne. ['mapoKCHXIIOpOXUH OBUT OJHUM W3 IIPETapaToB, KOTOPBIH ucmonb3oBaics i nedenus COVID-19. Ha
CETOJHANIHAHN JIeHb MMEIOTCS JaHHBIC O HETATUBHOM BIMSHHUH JTOrO MperapaTa Ha OpPTaHW3M, B IIEPBYIO odepenb Ha
CepIICUYHO-COCYIUCTYIO CUCTEMY, 3 CUET yBeluueHus nHTepBana QT, 4To MOXKET MPUBOAUTH K JICTAJBHBIM UCXOJIAM U
HapyIIeHUsIM cepedHoro putMa. Lleap nuccaeqoBaHus — N3yYUTh YacTOTY BCTPEYaeMOCTH yUIMHEHHUS nHTepBaita QT
U HapymeHuil cepaednoro putma y manueHToB ¢ COVID-19 ¢ neranbHBIM HCXOIOM B CTalliOHApe, MMEOIINX
COITyTCTBYIOIIYIO CEPJCYHO-COCYAUCTYIO TaTOJOTHIO B 3aBUCHMOCTH OT HCIOJB30BAHUSA THAPOKCHXIOPOXHHA.
Marepuaa u MeToabl. [IpoBeieHO PETPOCIEKTHBHOE HCCIeA0BaHne 95 UCTOPHI OOJE3HU MAIMEHTOB C JETATbHBIM
HCXO/IOM OT KOBHIHON NMHEBMOHWH. KpHUTepHusM BKIIOUEHHS M HEBKIIOUEHHS COOTBETCTBOBaNO 47 yemoBek. Pacuér
unarepBana QT mpoBoauics ¢ yueToMm Koppekimu o Fredericia u Bazett. Crarucruueckuii ananus ObUT IPOBEAEH MPH
nomoru nporpammbl StatTech v. 4.0.6. Pesyabrarsl. 13 47 yenoBek ¢ JeTalbHBIM HCXO/IOM B CTAllMOHAPE, HHTEPBAI
QT na ¢one neuenns COVID-19, ysemmumicst y 42 (89,36 %) nauuenToB, u toiupko y 5 (10,64 %) ocraBancs 6e3
n3MeHeHH. Ha MpoTshkeHWH BCEro Ieprojia TOCIUTAIN3AIUK, MPUA UCIIONB30BAHUH THIPOKCUXJIOPOXHMHA, BIIEPBBIC
BO3HUKIIIME HAPYIICHUS CEPIICYHOTO0 PHUTMAa W IMPOBOJAMMOCTH Y MAIMEHTOB 0Oe3 ymimHeHus uHTepBama QT Obun
3aperucTpupoBansl y 2 (6,89 %) 4enosexk, a B rpyriie C 3aperucTpupoBaHHbIM yuinHeHHeM y 4 (18 %), p=0,216, To ectb
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