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Bseoenue. Ochognoe kiunuyeckoe nposieienue 2emMoGuinuu — CHOHMAHHbLE 2eMAPMPO3bl U 2eMOpUIULeCKds ap-
mponamusi. B nacmosiujee epemsi 6 Beiapycu npumensiiomcst 06e cxembvl 2eMOCIMAMU4ecKol mepanuu — «no mpebosa-
Hutoy u npoghunraxmuueckas (¢ 2009 2.).

Lenv uccnedosanus — ymounume eausiHue npoPUIAKMULECKOU 2eMOCMAMU4ecKol mepanuy y demeti ¢ 2emMo-
Qunuei A u B na wacmomy u madcecms pazeumusi 2emo-Quanuueckol apmponamuy, onpeodeaums d@pexmusrnocno
NPUMEHEHUs. XUMUYECKOU CUHOBIKIMOMUU PUDAMAUYUHOM ) Oemell, VIOUYHUMb 0COOEHHOCMU MEeXHUKU U MAKMUKU
MOMANLHO20 IHOONPOMEIUPOBAHUS KOIEHHBIX CYCMABOE U €20 PEe3VIbMANibl Y NAYUEHINO08 ¢ MANCENOU PopMoU eeMo-
Gunuueckou apmponamuu.

Mamepuan u memoowi. [Iposedén pempocnekmusHbill anaiu3 0codeHHOCHell RPOBOOUMO20 JIeYeHUsL U €20 Pe3)ib-
mamog y 87 nayuenmos ¢ msiceno popmoii cemouauu, revusuiuxcs ¢ PHIIIITO u PHITIJIOI 6 nepuoo ¢ 2009 no
2018 a.

Pesynomamoi. Ilonyuennvie pesyromamvl NOKA3AMY, YMO NPOPUIAKMUYECKA 2eMOCMAMUYECKds Mepanist
npedynpesicoaem pazeumue 2emopUIUYECKOl apmponamuu, npu J1edyeHun «no mpebosaHuio» npocpeccuposanue
2emoghunudeckol apmponamuu mMoxcem Oblms NPUOCMAHOBLEHO NYMeEM GBINOIHEHUs. XUMUHMECKO20 CUHO8UOpmMe3d,
a 6 cyuasx ee NO30HUX CMaoull onepayuell 6b100pa AGIAEMCs MOMAIbHOE SHOONPOME3UPOBAHUE.
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Beeoenue

lemodmmss — reHeTHYeCKH OO0YCIOBICHHOS
(cBsi3aHHOE ¢ X-XPOMOCOMOIA) 3a00JICBAHUE CHCTE-
MBI CBEPTBIBaHUS KPOBH, €r0 CYTh — HapylleHHE
CHHTE€3a W, COOTBETCTBEHHO, CHIDKCHUE aKTHBHO-
ctu (pakropoB cBepTeiBanus kpoBu VIII (remodu-
st A) wn IX (remodmmms B). CTemneHb TSHKECTH
reMOQHINK OTpeJieNisieTcss Ha' OCHOBAHMH YPOBHS
aKTUBHOCTHU Je(DUIUTHOIO (haKTOpa: TSHKenas — Me-
nee 1%, cpenueit Tspkect — 1=5%, nerkas — CBbI-
e 5%. Knunnueckas kaptuna remodunnun A u B
MOJTHOCTHI0 WICHTUYHA, OAUH M3 BEIYIIUX CHM-
NITOMOB — CIIOHTaHHBIE TemMapTpo3sl [1]. Kak mpa-
BWJIO, BIIEPBBIE OHH PETUCTPHPYIOTCS B BO3pacTe
oT | roga 10 2 JeT mocie TPaBMbI; PEIUIUBEI UX
NPUBOIAT K- (POPMUPOBAHHUIO XPOHUYECKOTO MOCT-
TreMOPParn4ecKoro CHHOBUTA W TeMO(HINIeCKOn
apTPOITATHH, KOTOPask BBI3BIBAET HAPYIIIEHUE CTPYK-
TYpBI, HICTOHYEHHE U ITOTEPIO0 CYCTABHOTO Xpsiia. B
pe3yibTaTe pa3BUBACTCS paHHHUN Ie(OPMUPYIOMINT
apTpo3, COMPOBOMKAAIOIIMKCS BBIPaKEHHBIM OoJie-
BBIM CHHJIDOMOM, KOHTPaKTypamMH U HapyIICHUEM
CTaTHKO-AMHAMUYeCKHX (yHKIHiA [2, 3, 4].

Jledenue reMo NN OCYIIECTBIISIETCS 110 TIATO-
TCHETHYECKOMY MPUHIIUITY — CBOEBPEMEHHOE aJIeK-
BaTHOE BBEJICHHE HEJIOCTAIOIIETr0 (PaKTopa CBEpPTHI-
Bauus (VIII wmu [X) 10 qocTixeHns HE0OX0MMOTO
YPOBHS €r0 KOHIIEHTPAINH B T1a3mMe KpoBH. Cyrie-
CTBYET JIBAa OCHOBHBIX METOJa Te€MOCTATHYECKOMH
Tepanuu — «mo TpeboBaHuio» (1Mo (akTy BO3HUK-
HOBEHUSI KPOBOTCUCHHUSI) M «IIPOPHUIAKTHUCCKOE
(nmaHoBoe BBeaeHHE (akTopa IUIA MPOQHUIAKTH-
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Ku KpoBoTeueHui). llenms nmedeHus «mo TpeboBa-
HUIO» — OCTaHOBKA YK€ Pa3BHUBIIUXCA KPOBOTE-
geHuit [1, 2], ogHaKo Takas TaKTUKA HE CHUXKACT
KOJIMYECTBO CIIOHTAHHBIX TeMapTpo30B. [Ipu «1po-
(HIaKTHUECKOM) JICYCHUH Lelb — MOICPKUBATh
KOHIEHTpaIuio aeduiuTHoro (akropa Ha JI0OCTa-
TOYHOM YPOBHE JUIS TIPEAYNPEKACHUS Pa3BUTHUS
KpOBOTEUYEHNH (reMapTpo30B), OHO Ha3HAYAETCS
JeTsIM paHHeTo Bo3pacta (1o 2 ner) [3, 4, 5]. B na-
mield cTpaHe MPOBEACHHE «IIPOPUIAKTHYECKOTO»
neuenus Hadato ¢ 2009 r. y meteii ¢ Tspkenoit dop-
MO¥ reMO( I Ha OCHOBE (hapMaKOKHHETHICCKOM
poObI (MHAWBHUTYAJTBHBIN TIO00P T036I (haKTopa
WHTEpBajia ero BBEACHHUS), YTO PEriiaMeHTHPYETCS
npukazamu M3 Pb Ne 612 ot 20.10.2005 1., Ne 756
ot 30.07.2009 r. u Ne 799 ot 05.08.2011 r.
EnuHCTBEHHBIM JEHCTBEHHBIM METOJIOM Jede-
HUS XPOHUYECKOTO IMOCTTEMOPPArHdecKoro CH-
HOBHTa (TeMOQUINYECKONW apTpONaThH) SIBISETCS
CHHOBAIKTOMHUS [2, 4, 6]. OTKpBITas WK apTPOCKO-
MUYECKasi CHHOBIKTOMHUSI 11O TIOHSATHBIM IPUYUHAM
y TAIMeHTOB ¢ reMod el MajgonpuMenuma. [lo-
9TOMY B MHpPE OBLTH pa3pabOTaHbl AIbTEPHATUBHBIC
METOJIBI: PaTUalliOHHasl W XUMHUYECKas CHHOBIK-
TOMHMU. B mocneaHue necsATuiaeTHs OHU MOITYUHIN
LIIMPOKOE pacrlpocTpaHeHue bjarogapsi CBoeH mpo-
CTOTE, JICLIEBU3HE U 10CTaTOYHON 3(hpeKTUBHOCTH.
0O06a 5TuX MeTo/1a OCHOBaHBI HA BBEJICHHUH B ITOJIOCTh
cycTaBa areHra, IpOBOLHPYIOIIETO Pa3BUTHE CKJIe-
po3a TunepTpopUpoBaHHON CHHOBHAIBHON 000-
JIOYKH, YTO CIIOCOOCTBYET NMPEKPALICHUIO CIIOHTaH-
HBIX TEMapTPO30B (pazyMeeTcs, 3TO He IPUBOJHT K
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BOCCTAHOBJIEHHUIO YK€ ITOBPEXKJAEHHOTO CYCTaBHOTO
Xpslla, HO NMPUOCTAHABIMBAET MPOrPECCUPOBAHUE
aprporatum). PaguanroHHasi CUHOBIKTOMHSI TIOJ-
pazyMeBaeT BBEIACHUE B IOJOCTh CyCTaBa KOPOT-
KouByIIero pamuodapmmpenapata (198Au, 90Y
unn 186Re), KOTOpEIl BBI3BIBACT pagHAIlIOHHBIN
«0XKOT» ¥ MHBOJIOLHUIO THUIEPTPOUPOBAHHON CH-
HOBHANBHOU 000510uKH. OTHAKO MPUMEHEHHE STOTO
MeToJ1a TpeOyeT HaTH4Yus Pa3BETBICHHOM, CIIOKHON
M JIOPOTOCTOSAIIEH HHPPACTPYKTYPHI, CHEIHAIHHO
paccunTaHHONH Ha paboTy ¢ paamodapmipenapa-
TaMu. B benapycu npuMeHseTcs TEXHUYECKU U Op-
TaHMW3alUOHHO OoJiee MPOCTOM METOA XHUMHUYECKON
CHHOBAKTOMUU — B KQUECTBE JCHCTBYIOLIETO areHTa
HCIIOJIB3YETCsl KOHLEHTPUPOBAHHBIN pacTBOp pu-
(hamriiHa, OOJTANArOIMINKA BBIPAKEHHOH IEIoY-
HOU peaknuei. XuMHYeCKHI «0Kor» TunepTpodu-
POBAHHOM CHHOBHMAJIBHON 00OJOYKH TAK)KE MPUBO-
JIUT K €€ MHBOJIOLHUM, OJHAKO KypC JEUSHHS IS
MOJTydeHus] OXupaeMoro 3(pdexra ITOMKEeH BKIFO-
9aTh HECKOJIBKO (5-7) mporeayp [3, 6, 8].

B ciryuae ke HeoOpaTUMBbIX U3MEHEHHI B CyCTa-
BE, BBI3BAHHBIX FeMO(UINUECKON apTpornaTHeid, Ha
CETOJHSIIHUN JICHb OTIepalysi BIOOpa — TOTAIbHOE
SH/IONPOTE3NPOBAHKE, BBITOIHAEMOE TIO OOIIUM
[paBujiaM I0JI NPUKPBITUEM F€MOCTATUYECKOU Te-
pamuu [2, 4, 6,9, 10].

I[eny pabomut — yTOUHUTH BIUSIHUE TPOQHIAK-
TUYECKON F€MOCTaTUYECKOM Tepaluu y JAETeU ¢ re-
Moduimelt A u B Ha 4acToTy M TSKECTb Pa3BUTHUS
remouraeckoit aprpomnatun. Onpenenuts 3¢-
(heKTUBHOCTh MPUMEHEHUS] XUMHUYECKONH CHHOBIK-
TOMUU PUPAMITUIIMHOM Y JIeTeH, yTOUHUTh OCOOCH-
HOCTH T€XHHUKH M TaKTHUKH TOTAJIBHOT'O SHAOMPOTE-
3MpPOBAHUS KOJEHHBIX CYCTaBOB M €T0 pe3yJIbTaThl
y MaLUEeHTOB C TSHKEIO0H PopMOoi reMoprInIecKon
apTponaTHu.

Mamepuan u memooui

PaGoTa BbIMONHEHa HAa OCHOBAHMU PETPOCIICK-
TUBHOTO aHAIN3a JAHHBIX MEIUIMHCKON TOKYMEH-
TalllX MAMEeHTOB ¢ TeModuiauei A u B cpemneit n
TSDKETION CTETICHU ¢ TeMO(IIINYECKOH apTporaTueit
KPYITHBIX CYCTaBOB. Bce marenTs HaOmojanuch u
MOJTy4ajd COOTBETCTBYIOIIEE JIeueHHe B MPOPUIIb-
Hbix otaenenusx PHIIIIOI u PHIIITO B nepuog
¢ 2009 1o 2018 1. U3yuamnch sxano0bl, 0COOCHHO-
CTH KJIMHMYECKUX MPOSABICHUH, PEe3yJbTaThl MpPU-
MEHEHUSI METOJOB MEIUIIMHCKOW BU3yalH3aluu
(pentrenorpadust, Y3U, KT, MPT), BbinonHseMbIX
110 COOTBETCTBYIOLIMM MOKa3aHUSIM; OLCHHBAIACh
CTENEHb BBIPAKECHHOCTH TeMO(MINYECKOH apTpo-
[aTHHU TOPAXKEHHOTO CyCTaBa.

B ycmosusax PHIIIJIOI mabmromanuce 64 pe-
OcHKa c TspKenoi GopMoit remModuinnu, cpeaHui
BO3PACT KOTOPBIX HA MOMEHT Hayasa uCCIeI0BaHus
cocraBisut 12,4423 rona (ot 8 mo 18 ner). ['pynmy
1 cocraBunu 44 namnueHTa, MOJy4aBIIME WHIUBU-
JlyaJlbHO€ BTOPUYHOE MPOPHIAKTUIECKOE JTCUCHHE
(remodpunust A — 34 gen., B — 10 gen.); rpynmy 2 —
20 manueHToB, MOJYyYaBUINX FeMOCTaTHYECKYIO Te-
panuio «1o TpedoBanuio» (remopmiust A — 18 vedn.,
B — 2 gemn.).

B rpymnme 1 HaganbpHBIE TPOSBICHUS TeMOMHITH-
yeckoil apTponaruu (I cramus) ObUH 3aperucTpu-

Kypnan ['poJHEHCKOTO TOCYIapcTBEHHOTO MEIUIIMHCKOrO YHUBepcuTera, Tom 17, Ne 5, 2019
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poBanbl y 10 nereit (22,7%): remodumms A — y 7
(20,6%), remodunus B —y 3 (30%). Onopocroco6-
HOCTB ITOPaXCHHON KOHEUYHOCTH, 00hEM U TUATIa30H
JBIKCHUHN B CyCTaBe He ObUIM HApYIICHBI HU B OJI-
HOM cJTydae, OCeBBIX nedopmariiii Takke He OBLIO.
B 10 nabmonenusx (22,7%) manueHTs OTMEYan
HEe3HAa4YMTEeIbHbIE (HOIOIIETO XapakTepa) 00iu U
JUCKOM(OPT B MOPaKEHHBIX CYCTaBaX IMOCIIEC MOBbI-
IIEHHBIX (PU3UYECKUX HATPY30K, OJJHAKO TIOKA3aHHUI
K TIPOBEJICHUIO KaKOTO-IHMOO0 OPTOTEAMYECKOTO Jie-
YEHUS Y HUX HE BBISIBIICHO, PEKOMEHIOBAIINCH TIUIITH
NpoQUIAKTHUECKUE MEPONpPUATHs (OTPaHUYCHHE
M30BITOYHBIX HArpy30K, «TPaBMOOE30IMACHBII» pe-
xuM, JIOK u mp.).

B rpymme 2 y Bcex aeredl MMENMCh KIUMHU-
KO-PCHTTCHOJIOTHUYECKHE TPOSBICHUS TeMO(uin-
yeckoil aprponaruu II-IIl ctajuu, B.T. 4. B Tpex
HaOJIIOJICHUSIX ~ 3apETUCTPUPOBAHBL  M3MCHCHUS
JIBYX CyCTaBOB (Bcero — 23 cycTaBa): KOJICHHbBIC —
16 (69,6%), nokreBbie — 6 (26,1%), ToNEHOCTOTI-
Helid — 1 (4,3%). Bcem mampentaM BBITTOTHEHA XH-
MHYecKas CHHOBIKTOMHUS, OCHOBHBIM TIOKa3aHHEM
K KOTOPO# CTaj# 4acThle CIIOHTaHHBIC TeMapTPO3bI
(Oonee 5-6 smmzomoB B rof). IIpoTtokon nedeHus
BKJIFOYAN 5 BHYTPHCYCTABHBIX BBEJICHUN pUpaMITH-
IMHA 10 oOmenpuHAToi cxeme [3, 5, 7]. Jmst xo-
JIEHHOTO cycTaBa no3a coctapisuia 300 Mr Ha BBe-
JICHHE, JUISl JIOKTEBOT'O U TOJICHOCTONHOTO — 150 M
reMOCTATHYECKOE 00ECIICUCHIE MAaHUITYJISILIUU TIPO-
BOJMJIOCH MHJTUBUTyaJIbHO, C YIETOM KOATyJISILIUOH-
HOTQ OTBETa Ha BBEJCHHUE KOHIIEHTPATOB (DAKTOPOB
VI (remodmmus A) win IX (remodumust B); mo3er
coctaisu 20-50 ME/kr.

B rpynne 3 manuenTs! (23 yein.) neduiu Chb B
ycaoBusx oproneaudeckoro oraencHust Ne 2 PHII-
HTO; y Bcex uX UMENUCh KIMHUKO-PEHTIE€HOJIOTU-
YecKHue MPOSBICHUS TeMOPUINIECKONW apTpOnaTHu
II-1V cramuu. I'emoduaus A 3apeructpupoBaHa B
17 nabmronenusx (73,9%), B — B 6 (26,1%); cpen-
HUW BO3pAacT HA MOMEHT T'OCIHUTAIU3AIUU COCTaB-
151 32,9+5,3 rona (ot 24 mo 55 net). Bee manueHTsI
STOW TPYMITHI TOJIyYadd TeMOCTAaTHYECKYHO Tepa-
MU0 «T10 TpeboBaHmio». [lokazaHusIMH [T TOTaTb-
HOTO DJHAOIPOTE3UPOBAHUS KOJEHHBIX CYCTaBOB
(TOKC) y HEX sBISLIHCH TeModuiInyecKas apTpo-
natus II-IV cragum ¢ HecTaOUIBHOCTBHIO CyCcTaBa
u oceBoll nedopmarueit konedyHocTr. CeMu maru-
eaTtam (30,4%) TOKC BeImoHEHA C 00X CTOPOH;
TakuM oOpa3om, Bcero mpousseneHo 30 Bmermia-
TeNnbCTB: crpaBa — B 16 (53,3%) HabutoieHUsIX, Ciie-
Ba—B 14 (46,7%). Texuuka TOKC Oblna cranmapt-
HOM, cXeMa TeMOCTaTUYECKOTO COIPOBOKICHUS
XUPYPrHYECKOT0 BMEIIaTeIhCTBa pa3padaThiBaIach
BpPavYOM-TEMATOJIOTOM COBMECTHO C BpadoM TpaB-
MaTOJIOTOM-OPTOTIE/IOM COTJIACHO (hapMaKOKHHETH-
Ke B JI0- U MEepUOTNepaliMOHHOM Neproiax (OLeHKa
kimupenca ¢akropos VIII mnn IX Ha BBenenue) [4,
9, 10].

Opronennyeckue pe3ybTaThl JeUeHHUs MarfeH-
TOB BCEX TPEX TPYIII OIEHUBAIUCH IO OOIICTIPUHS-
TBIM KpUTEpPUSAM: JJIs AlMeHToB rpynn 1 u 2 Tako-
BBIMH SIBJISTUCH YaCTOTa CIIOHTAHHBIX TEMapTPO30B
U TSOKECTh TeMO(MWIMYECKOW apTpONaTHH; Pe3yilb-
tatel TOKC y mauueHToB rpymnisl 3 OLEHUBAIUCH
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¢ ucnonb3oBanuem mkan KSS u Oxford-12 [10, 11,
12].

Pezynomamot u oocyscoenue

VYV manumeHToB rpynmnsl 1 mocie Hadajga mpodu-
JIAKTUYECKOW Te€MOCTAaTUYECKOW Tepanuu MOBTOP-
HBIE KPOBOMBJIHMSAHUS B CycTaB ObLIN 3apETUCTPUPO-
BaHBI TOJIBKO B 7 ciay4asx (15,9%), ucKImouuTenbHO
MOCJIE TPAaBM. Y OCTalbHBIX JETEH MNU30/bI FeMap-
Tpo30B He oTMeueHbl. COOTBETCTBEHHO, y BCEX Ia-
[IUEHTOB ATOM TPYIIIHI UMENINCH TOJIBKO HaYaJIbHbIC
NPOSIBIICHUS TeMOQHINYECKOW apTponatuu (He
Boimie | cragum) Oe3 QyHKOMOHATBHO 3HAYMMBIX
HapyIlIeHUH, T. €. MOJHOCThIO OTCYTCTBOBAIM Ka-
KHe-IM00 NOKa3aHus K OPTONEIUUECKOMY JICUEHUIO
(MPUMEHSITNCH TOJIBKO TPEBEHTUBHO-TIPODUITAKTH-
YecKue MeponpusTus). Takum oO6pazoM, opTornenu-
YecKHe pe3yJbTaThl MPUMEHEHHs NpoduiIakTuie-
CKOIl réMOCTaTUYECKOH Tepanuy y BCeX MalUeHTOB
rpynnsl 1 paceHeHsl HAMH KaKk XOpOIIHeE.

V Bcex mereil Tpynmbl 2, MOMYyYaBIIAX JICUCHUE
«110 TPeOOBAHHUIOY», UMENNUCH KIMHUKO-PEHTI€HOJIO-
TMYECKHE MPOSIBICHUS TeModuindeckoil apTpormna-
tum II-1I1 craguu, compoBoxkaromieiicsa BbIpaykeH-
HOW runepTpodueil CHHOBUAIILHOW OOOJIOYKH, YTO
onuto Bepudunuponano pu MPT (puc. 1). Kpome
TOTO, 3TO HCCIEAOBAaHUE ITO3BOJISIIO MUHUMH3H-
poBaTh BEPOSATHOCTh HAJIMYUS BHYTPHCYCTABHBIX
mBapT (3¢GPEKTUBHOCTH BBEICHHUS Ipenaparta B
«MHOTOKaMEpHBII» CyCcTaB 3HAYUTEIbHO CHHKAET-
Cs1), YTO SIBIISUIOCH OTHOCHUTENBHBIM NPOTHBOIOKA-
3aHHWEM K BBITIOJTHEHUIO XMMHYECKOW CHHOBIKTO-
MUH, TPEOOBAJIO yBEINYCHNS KOJMUECTBA MYHKIUH
JI0 6-7 W 3aHWKAIO MPEANOJIOKUTENbHBIN HCXOA

Pucynox 1. — ITayuenm P., 16 nem. [quaznos: I'emopunus A, masxcenan

cmenens. I'emogpunuueckan apmponamusa npagozo Konennozo cycmaega II-111
cmenenu. MPT 00 nauana Xxumuueckoii CUHOBIKIMOMUN: 6UOHA OeCMPYKUUSA
CYCMagHbIX nOGepxXHOCHmeil, ZUNnePMPoPun cCUHOGUANLHOU 000104KU, U30bI-

mMouHOe KONUUecmeo c60600HOIl JHcudKocmu 6 nonocmu cycmaga. Aenvix

RPU3HAKO6 6HYMPUCYCMABGHBIX Wieapm Hem

Figure 1. — Patient R., 16 y.o. Diagnosis: Haemophilia A, hard form. Hemophilic
arthropathy II-111 of the right knee joint. MRI before the beginning of the
synoviorthesis: destruction of joint surfaces, hypertrophy of synovia, free fluid in the
joint cavity; no apparent signs of intra-articular fibrotic folds
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JieyeHus. ba3zoBble MOKa3aHUs K XMMHYECKOU CH-
HOBAKTOMUU pUDAMITUIIHHOM:

1. XpoHndeckuil reMOMINYECKUH THUIEPTPO-
(braeckuii CHHOBUT C YaCThIMH PEIUANBAMH TeMap-
Tpo30B (HE peke 1 paza B MecsI).

2. Ilpu OTCYTCTBHM KIMHUKO-HHCTPYMEHTAJIh-
HBIX MMPU3HAKOB THIIEPTPOPUH CHHOBUAIBHOUN 000-
JIOYKH TIOPaXEHHOTO cycTaBa — 5 u Oojee remap-
TPO30B (OTHOTO CyCcTaBa) B TEYCHHE 6 MECSIIEB.

TexHHKa BBIIOJHEHUS XUMHYECKOW CHHOBIK-
TOMHH HE OTIIMYajach OT NMPUBEICHHON B JHTEpa-
Type [3, 6, 7, 8]. M3BecTHO, UTO BHYTPHUCYCTaBHOE
BBeJleHHEe pU(paMIUIIMHA MOXXET MPOBOIHMPOBATH
000CTpeHre XPOHUYECKOTO IreMO(QHIMYECKOIO CH-
HOBHTA, YTO KIIMHUYECKH TPOSIBIIIETCS Pa3BUTHEM
MMOCTUHBEKITHOHHOTO TeMapTpO3a, KOTOPBIHA MPOSB-
JISITICS CIycCTst 6-24 4yaca 1mociie BBITTOIHEHUS MaHH-
MyJISIUU U COMPOBOXKIANICS YMEPEHHBIM 0OJICBBIM
cunapomom [5, 7, 13]. B 9Tux cioyuasx remocTatu-
yeckas Tepanus KoHueHTpatoM ¢akropa VIII win
IX B mo3e 20 ME/kr nipogomkanace eme B TCUCHUE
3-4 cytok. Yare Bcero MOCTUHBEKITMOHHBIE TeMap-
TPO3Bl PETUCTPUPOBAIHCH TIQOCIIE MEPBOM MIIM BTO-
poil MyHKIM, B MOCIEAYIOUIEM HX BEPOSITHOCTH
coKpamianach (CM. Auarpammy). JTo, MO HaIleMy
MHEHUIO, CBSI3aHO € YCHJIMBArOIUMCs (Tocie Ka-
KO MYHKITUH ) CKJIEPO3UPOBAHNEM CHHOBHATLHOM
000J04KH. B. O0NbIIMHCTBE CITy4aeB MOCTHHBEK-
LIMOHHBIC TEeMapTPO3bl ObLIM HE3HAYMTEIBHBIMHU U
HE TpeOOBAIM KOPPEKTHPOBKH JICYCOHOW TAKTHUKH;
TOJBKO B OTHOM HaOmoacHuH (4,3%) HMeI0 MECTO
MacCHBHOE KPOBOM3IUSHUE B JJOKTEBOH CyCTaB I10-
CJIe TpeThel MyHKIMH, BRIHYJIHUBINICE HAC MPEKpa-
THTH JieueHue. Y nByx manueHtoB (10%) cronran-
HBIC TeMapTPO3bI KOJICHHBIX CYCTaBOB
BO30OHOBWINCH uepe3 4-5 mecsies
MocIie 3aBepIIeHUs IyHKINH, 94TO T10-
TpeOOBAIO TIPOBEIACHUSI MTOBTOPHOTO
AQHAJIOTUYHOTO Kypca, JABIIETO OXKH-
JTaeMbIA pe3yJbTar.

O dexTuBHOCTD MIPUMEHEHUS
XUMHYECKON CHHOBIKTOMHHU Y TAIlH-
€HTOB TPYIBI 2 OIEHWBAjach de-
pe3 12 mecsreB mocne 3aBeplICHUs
Kypca Je4eHHs. YCTaHOBJIEHO, YTO
BHYTPHUCYCTABHOC BBEJCHHE KOHIICH-
TPUPOBAHHOTO pacTBopa pudamIIu-
[IMHA HE TPUBOJUT K YMEHBIICHHUIO
o0beMa NBIKEHHI B cycTaBe. bonee
Toro, B 95,6% ciyuaeB (22 cycraBa)
OH YBEJIMYMJIICS B CpeHEM Ha 9+2,5°
(ot 510 15°), yTo, Ha HaII B3I, 00-
YCIIOBJIIEHO KOMIUIEKCOM (haKTOPOB.
Bo-nepBbIX, ObITH yCTpaHEHBI Mexa-
HUYECKHE MPEISATCTBUS JUIS JIBUXKE-
HUH B CycTaBe — TOJIMHA CYyCTaBHOU
KaricyJibl MPUOIU3NIach K HOPME, OT-
CYTCTBOBAII N30BITOK )KHJIKOCTH B €TI0
MoJIOCTH. BO-BTOPBIX, MpekparieHne
CIIOHTAHHBIX TEMapTPO30B TO3BOJIH-
JIO0 manueHTaMm OoJjiee HMHTEHCHBHO
3anuMathes JIOK (B ToM uwmcie ak-
THUBHOW), HAIlpaBJICHHOW Ha BOCCTa-
HOBJICHUE JBI)KEHUH B TOPaKEHHOM
cycTase.
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yCTpaHEHBI OCEBbIC JIePOPMAaIIIH KOHEY-
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KOJIMYECTBO MMAallTUCHTOB

HOPSIIKOBBII HOMEp MMyHKIHH

M remaptpo3 M 6e3 remapTposa

,ZIuazpaMMd. — Konuuecmeo ROCMUHDBEKUUOHHBLX 2emapmpo306 6 3asucu-

mocmu om nop;mmmozo HOMmepa nyHKuyuu

Diagram. — The quantity of post-injection hemarthroses depending on the sequence

number of the puncture

Taxkum 00pazoM, XOpOLIHE UCXOAbI XUMUYECKOH
CHHOBIKTOMHH (OTCYTCTBHE CIIOHTaHHBIX Tremap-
TPO30B, yBEIIMYCHNE 00beMa JABIKEHUH B CyCTaBe)
nosiyueHsl B 16 HaOmoaeHusx (69,6%); ymosier-
BOpUTEJIbHBIC (CIIOHTAHHBIE TEMapTPO3bl HE Yallle
1-2 pa3 B rox, yBenuyeHHe o0beMa JIBM)KCHUH B
cycraBe) — B yeTblpex HaOmoaeHusx (17,4%). He-
YAOBJIETBOPHUTEIbHBIE PE3yNbTaThl JICYCHUS 3ape-
TUCTPUPOBAHBI B TpeX CycTaBax: B ABYX (8,7%)
oxkuaembiii 3pdexr He mocTUrHYT (BO30OHOBIIE-
HUE €KEMECSYHBIX CIIOHTAHHBIX T€MapTPO30B CITy-
cTst 4-5 MecsileB Mocie 3aBeplleHHs JICUSHHs ), 9TO
MoTpedOBaIO MOBTOPEHHUS Kypca, NaBIIer0 B-UTOTe
XOpOIITHe Pe3yibTaThl, U B OJHOM cycTase (4,3%)
MocJie TpeThel MyHKIUH Pa3BHIICS TSDKEIIBIA remMap-
TPO3, BEIHYAMBLIMN HAC OTKa3aThCs OT IPOJOIBKeE-
HUS JledeHus. B mocnennem cirydae 9acToTa CroH-
TaHHBIX TEMapPTPO30B U (QDYHKIIHSI CyCTaBa OCTAINCH
Ha TIPe)XHEM ypOBHE.

Bce manmenTs! rpynmbeli3; Kak OBUTO yKa3zaHO
BBIIIIE, MOJYYall TeMOCTATHYECKYI0 TEPAIHI0 «II0
TpeOOBaHHIO», UMEITH-TEeMO(HINIESCKYIO apTpora-
tuto [II-1V craguu. Jlo BMELIaTENbCTBA Y HUX UMe-
JTUCh KOMOWHUpPOBaHHAs HECTAOMILHOCTH KOJICH-
HBIX CYyCTaBOB, OCEBbIC Ae(opMaIiy KOHEYHOCTH —
B 27 nabmronenusax (90%): sapycuas — B 8 (29,6%),
BajbrycHas— B 11 (40,7%), pekypBairoHHasi — B
2 (7,4%) 1 «KOMIEHCUPYIOILAs» BaJIbI'yC-BapyCHas
(Tipu IBYCTOPOHHEM MMOPAXEHHUH) — y 3 TTaIlUEHTOB
(6 cycraBos; 22,3%). OTKIIOHEHHE OT HOPMaIbHOMN
ocu KoHeuHocTH cBhImIe 10° nmeso mecto B 19 ciy-
qasix (63,3%). Kpome Toro, crubarenbHass KOHTpakK-
Typa (orpanuueHue pa3rudanus o6omnee 10°) 3aperu-
cTpupoBana B 6 cycraBax (20%), crubaTenbHO-pas-
rubarenpHas (C OTpaHUYCHHEM JBHKCHHN TaKKe
csprme 10°) — B 20 (66,7%), GpuOpO3HBII aHKIIIO3 B
nopoyHoM mnosioxkeHnu — B 4 (13,3%).

Texnuka Boimonnenuss TOKC Bo Bcex cimydasx
ObuIa CTAaHJAPTHOM M 3aBHCENa OT JU3aiiHa MpruMe-
HSIBIIETOCS PHIONPOTE3a: HECICTIEHHBIE TPHMEHe-
HBI B 25 cimydasx (83,3%), 4acTUYHO CIETIEHHBIE
-84 (13,3%), cuemnénnnsie — B 1 (3,3%). B npo-
[ecce BMEIIaTeNIbCTBA BO BCEX CIyYasiX MOJTHOCTHIO

Kypnan ['poJHEHCKOTO TOCYAapCTBEHHOIO MEIUIIMHCKOTO YHUBEpcuTeTa, Tom 17, Ne 5, 2019
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HOCTH ¥ BOCCTAHOBJICH IOJIHBIH 00beM
JBIOKEHUH B cycTaBe (puc. 2). Kakue-nmu-
00 TEXHUUYECKHE CIIOXHOCTU WM MHTpA-
OTIEPAIMOHHBIC OCIIOXHEHUS, CBS3aHHbIC
C OCHOBHBIM 3a00JIEBaHHEM MAIHMEHTOB,
B HaIllUX HaOJIOACHUSIX OTCYTCTBOBAJIH.
I'emocraTnyeckas Tepanusi B MOCIEOIe-
PAIMOHHOM TIEPHOJC M PEaOHUIUTAIOH-
HOE JIeYeHHE IPOBOMIIHICH 110 OOIICIPH-
HITBIM cxemaM [4, 9, 10].

Pesynbraret TOKC Obutn OlLICGHEHBI B
cpeaHem vepes 2,5 roga (or liroga mo
9 7ner) mocne BMemmarenbceTBa. [lo kim-
HUKO-(DyHKIIMOHAIRHOU mKame KSS ot-
JUYHBIM cYHTaeTcs pe3ynprar  80-100
OamoB, xopommM = 70-79, yHoBIETBO-
purenbHbeM — 60-69; Mo mKkane cyOb-
extuBHOM oneHku Oxford-12 — 40-48,
30-39 u 20-29 06amioB, COOTBETCTBEH-
Ho. Takum 00pa3oM, OTIHYHBIC KIUHH-

Pucynok 2. — Ilayuenm 4., 34 200a. /luaznos: I'emoghunusn
A, masxcenas cmenens. I'emogpunuueckas apmponamusn
npaeozo xonennoz2o cycmaga I1I-1V cmenenu. A — mono-
2pamma 00 onepayuu: CyCmasHas wieb HepagHoOMepHas,
DE3KO cydHcena; umeemcsa c2udamenbHo-pazudamenbHas

KOHmMpAKmypa cycmaed, «wmulKooopasnany» oegopmayus
ocu koneunocmu; B — monozpamma uepes 5,5 nem nocne
TIKC (necuennennas KOHCMPYKUUs): 0Cb KOHEYHOCHMU

80CCMAN08NIEHA, 00beM U OUANA30H OGUICEHUIL 8 cycmaege 6
npeoenax Hopmvl. OmauyHvlili KIUHUKO-PEHMZEHON02UYe-
CKUil U (hyHKUUOHANbHBLIL pe3yibmam
Figure 2. — Patient 1., 34 years. Diagnosis: Haemophilia A, hard
form. Hemophilic arthropathy III-1V of the right knee joint. A — the
topogram before TKR: the joint space was irregular and slim; mixed
contracture of the knee, «bayonety deformation of the limb axis; B —
the topogram in 5.5 years after TKR (unhooked design): the axis of a
limb was restored, volume and a range of motions in the knee joint is

normal. Excellent clinical, radiological and functional result
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Ko-(pyHKIMOHANbHBIE pe3yibTarhl TOKC Obuin
noJy4eHsl B 26 ciydasx (86,7%), xopomue — B 3
(10%) u ynosnerBoputensubie — B 1 (3,3%). Hey-
JTOBIIETBOPUTENLHBIC PE3YIIbTATHI JICUSHHSI B HAIITNX
HaOJIOACHISIX HE 3aperucTpupoBaHbl. CyOBEKTHB-
HOE MHEHHE TMAI[MeHTOB MPAKTUYECKH HE OTJINYa-
JIOCh OT OOBEKTHUBHOH OLIEHKH HCXOJOB: KaK OT-
JUYHBIN oneHWIH pe3ynbrar 25 uen. (83,3%), xak
xopomuii — 4 (13,3%), Kak yZOBIETBOPUTEIbHBIN
— 1 (3,3%); HEeyIOBIIETBOPEHHBIX PE3yIBTATOM Jie-
YeHUsI He OBLIO.
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PREVENTION AND TREATMENT OF HAEMOPHILIC ARTHROPATHY
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Background. The main clinical manifestations of hemophilia are spontaneous hemarthrosis and haemophilic
arthropathy. Currently (since 2009) two hemostatic therapy regimens are employed in Belarus — «on demandy and
prophylactic ones.

The purpose of this research was to clarify the influence of different types of hemostatic therapy on the development
of hemophilic arthropathy and to determine the effectiveness of chemical synoviorthesis and total knee replacement
(TKR).

Material and methods. A retrospective analysis of the therapy and its results in 87 patients with severe hemophilia
treated at the Belarusian Research and Practical Center of Traumatology and Orthopedic Surgery and Belarusian
Research Center for Pediatric Oncology, Hematology and Immunology during 2009-2018 years was performed.

Results. The obtained findings showed that-prophylactic hemostatic therapy prevented the development of
haemophilic arthropathy. In the patients treated "on demand" the progression of haemophilic arthropathy could be
slowed down by chemical synoviorthesis, inithe cases of its later stages the operation of choice was TKR.
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