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Bgeoenue. Ocrnosnoe knunuueckoe nposgienue eemopuiuy — CHOHMAnHble 2eMapmpo3vl U 2eMopuiuieckas ap-
mponamus. B nacmosuwee spems 6 benapycu npumensaiomes 08e cxemuvl 2eMOCMAMUYECKol mepanuu — «no mpeoosa-
Huto» u npoghunakmuyeckas (¢ 2009 2.).

Lenv uccneoosanus — ymouyHums GiusHuUe NPOGUIAKMULECKOL 2eMOCAMUYECKOol mepanuy y 0emell ¢ 2emo-
Gunueii A u B na uacmomy u masxcecms pazeumus 2emo-QuauueckKol apmponamuu, onpeoeiums dP@PexmusHoCcms
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MOMANbHO20 IHOONPOMEIUPOBANUSA KONEHHBIX CYCIABO8 U €20 Pe3VAbMAambl Y NAYUeHmos ¢ maxceiou Gopmoul cemo-
Qunuueckoi apmponamuu.

Mamepuan u memoowt. Ilposedén pempocnekmueHulil aHaIu3 0CoOeHHOCmel NPOBOOUMO20 JeHeHUs. U €20 Pe3Yilb-
mamog y 87 nayuenmos ¢ msicenou popmou cemoghunuu, revuswuxcsa 6 PHIILTO u PHIIIJIOI ¢ nepuoo ¢ 2009 no
2018 2.
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Beeoenue

I'emopunus — TeHeTHYeCKH OOYCIIOBICHHOE
(cBs3aHHOE ¢ X-XPOMOCOMOW) 3a00JIEBaHNE CHUCTE-
MBI CBEPTHIBAHUS KPOBH, €r0 CYTh — HapyllICHHE
CHUHTE3a W, COOTBETCTBEHHO, CHIKCHUE aKTHBHO-
ctu (akropoB cBepreiBanus kpoBu VIII (remodu-
must A) wm X (remodunus B). Crenenp TsokecTn
reMOpUINM ONpenesieTCs] HA OCHOBAaHUM YPOBHS
AKTUBHOCTHU ACPUITUTHOTO (pakTOpa: TSHKEIIas — Me-
Hee 1%, cpemueit Tsoxectn — 1-5%, nerkast — CBHI-
e 5%. Knunanyeckas kapruna remoduinu A u B
MOJHOCTBIO WAEGHTHYHA, OAMH M3 BEOYLIMX CHUM-
NITOMOB — CIIOHTaHHbIE remapTpo3sl [1]. Kak mpa-
BUJIO, BIIEPBBIE OHM PETUCTPUPYIOTCS B BO3PACTE
or 1 roza 10 2 neT mocie TpaBMbl; PELUIUBBI UX
MPUBOJAT K (POPMUPOBAHUIO XPOHHYECKOTO MOCT-
reMOpParnyeckoro CHHOBUTA M TeMO(UINYECKOH
apTpONAaTHH, KOTOPAas BHI3bIBACT HAPYILIEHNUE CTPYK-
TYpBl, HICTOHYEHHE U NTOTEPIO CYCTaBHOTO Xpsima. B
pe3ynbTaTe pa3BUBaeTCA paHHUH Je(pOPMHUPYIOINT
apTpo3, COIPOBOXKIAIOIINICS BBIPAKEHHBIM 00JIe-
BBIM CHHJIDOMOM, KOHTPAaKTypaMH M HapylICHUEM
CTaTUKO-JMHAMHYECKUX QYHKIW [2, 3, 4].

Jleuenne remouiIMK OCYLIECTBIIAETCS 110 MATO-
TEHETHYECKOMY MPUHIMITY — CBOEBPEMEHHOE aJICK-
BaTHOE BBEJICHUE HEJIOCTAIOIETo (pakTopa CBEPTHI-
Barwst (VIII wim 1X) 1o moctmkeHns He0OX0aMMOTO
YPOBHS €0 KOHIIGHTpAIMH B 1iazme kposu. Cyiie-
CTBYET JIBa OCHOBHBIX METOJla T€MOCTaTUYECKOU
Tepanuu — «1o TpeOoBaHUIO» (10 (aKTy BO3HHUK-
HOBEHUSI KPOBOTEUCHHS) U «IIPOPHIAKTHIECKOEH
(mmaHoBoe BBeneHHME (pakToOpa ISl MPOQIIAKTH-
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Ki KpoBoTeueHHH). Llenp seueHust «mo TpeboBa-
HHUIO» — OCTAHOBKA YK€ DPAa3BHUBILIMXCS KPOBOTE-
yernii [1, 2], onHako Takas TaKTUKa HE CHIDKAET
KOJIMYECTBO CIIOHTAHHBIX reMapTpo30B. [Ipu «mpo-
(UITAKTHUECKOMY JICYCHUH Lelb — MOJICPKUBATh
KOHLIEHTpaluio AeduuuTHoro (akropa Ha JIoCTa-
TOYHOM YPOBHE AJIsI NPEAYNPEKACHUS Pa3BUTHS
KpOBOTCUCHHH (TEMapTpO30B), OHO Ha3HAYACTCS
NeTsIM paHHero Bo3pacta (7o 2 ner) [3, 4, 5]. B Ha-
nIeld cTpaHe MPOBEACHHE «ITPOPHIAKTHYECKOTO»
nedenust Hadato ¢ 2009 r. y nereii ¢ Tsokenoit op-
Mol reMo(HIINN Ha OCHOBE (papMaKOKMHETHIECKON
poOb! (MHIUBUIYAIBHBIN 1TOI00P 1036l (hakTopa U
MHTEpBajla €ro BBEICHUS), YTO PErIaMEHTUPYETCA
npukazamu M3 Pb Ne 612 ot 20.10.2005 1., Ne 756
o1 30.07.2009 r. u Ne 799 ot 05.08.2011 r.
EnnHCTBEHHBIM JCHCTBEHHBIM METOJOM Jicue-
HUSl XPOHHUYECKOTO MOCTIEMOPParnvyeckoro Cu-
HOBHTA (reMO(UINYECKON apTpOIaTHH) SBIISICTCS
CHHOBAIKTOMUS [2, 4, 6]. OTKpBITas WIH apTPOCKO-
MUYECKasi CAHOBIKTOMUSI TIO TIOHSITHBIM TIPUYUHAM
y TanueHToB ¢ remoduineit Manonpumenuma. [lo-
3TOMY B MUpeE ObLIM pa3paboTaHbl albTePHATHBHBIC
METOABI: PagMaloOHHAas M XUMHUYECKas CHHOBIK-
ToMUHU. B mocnennue necsATUieTHsI OHU MOy YHIIH
HIMPOKOE paclpocTpaHeHue Ojaarogapsi CBOeH mpo-
CTOTe, JICNICBU3HE U JIOCTATOYHOH Y PEKTUBHOCTH.
0O0a >THX MeTo]a OCHOBAHBI Ha BBEJICHUH B TIOJIOCTh
CyCTaBa areHra, MPOBOLMPYIOIIEr0 Pa3BUTHE CKJle-
po3a runepTpoUpOBaHHON CHHOBHAIBHON 000-
JIOYKH, YTO CIIOCOOCTBYET NPEKPALICHUIO CIIOHTAH-
HBIX TEMapTPO30B (pa3yMeeTcs, 3TO He IPUBOJUT K
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BOCCTAHOBJICHHUIO YK€ IMOBPEKIAEHHOTO CYCTaBHOTO
Xpslia, HO TPUOCTAHABIMBAET MPOTPECCHPOBAHNE
aptpornatun). PaguanyonHass CHHOBIKTOMHMS TIOA-
pa3ymeBaeT BBEJE€HHE B IOJIOCTh CycTaBa KOpPOT-
KoxkuBymero paaunodapmmpenapara (198Au, 90Y
nm 186Re), KOTOPHIN BBI3BIBACT paJUAIlMOHHBIN
«OXOT» ¥ WHBOIOLUIO TUTIEPTPO(OHUPOBAHHON CH-
HOBUAIHHOU 000JI09KH. OTHAKO TPUMEHEHNE dTOTO
MeTo/a TpeOyeT HATMYHS Pa3BETBICHHON, CIIOKHOM
U J0porocrosuield HHPPaCTPYKTypHl, CIEHUATBLHO
paccunTaHHOil Ha paboty ¢ paguodapmnpenapa-
tamu. B benapycu npumeHsieTcss TEXHHYECKH U Op-
TaHU3aIMOHHO 00JIee TIPOCTON METOJ XUMHUYECKOMH
CHHOBIKTOMHH — B KA4E€CTBE JICHCTBYIOIIETr0 areHTa
WCTIONIb3yeTCs KOHIEHTPHUPOBAHHBIA pPAcTBOp pPH-
(damnuimHa, 00JIAJA0INNNA BBIPAKEHHON IIEI0Y-
HOU peakuueil. XuMHUYECKHH «O0XKOI» TUNepTpodu-
POBaHHOU CHHOBHAILHOW 00OJIOYKU TaKXKe MPUBO-
IUT K €€ MHBOJIOINK, OJTHAKO KypC JICUCHUS I
MTOJTY9ICHHS OKHIaeMoro 3¢ deKTa TODKEeH BKIIIO-
9aTh HECKOJIBKO (5-7) mporneayp [3, 6, 8].

B ciryuae e HeoOpaTUMBIX U3MEHEHUH B CycTa-
BE, BBI3BAHHBIX TeMO(MIMYECKOl apTponaTueii, Ha
CETOAHSIIHUH JIeHb Ollepalrs BEIOOpa — TOTAILHOE
SH/IONPOTE3UPOBAHKE, BBIIOJIHAEMOE IO OOIIMM
MpaBWIaM TIOJ] TIPUKPBITHEM T€MOCTAaTHIECKON Te-
pamuu [2, 4, 6,9, 10].

L]ens pabomer — yTOUHUTH BIUSHHUE MTPOQUIAK-
THUYECKON reMOCTaTUYECKOMN Tepaluu y AETeH ¢ re-
Moduimeil A 1 B Ha 4acTOTy M TSKECTh pa3BUTHUSA
remodrmdeckor aprporartun. Onpenenuts 3¢-
(heKTUBHOCTH TPUMEHEHHUS XMUMUYECKOW CHHOBIK-
TOMHUU pUPAMITUIIMTHOM y JIeTeH, yTOUHUTH 0COOCH-
HOCTH TEXHMKH M TaKTHUKU TOTAJIBHOTO SHAOMPOTE-
3MpPOBAHUS KOJEHHBIX CYCTaBOB U €T0 PE3yJbTaThl
y TAIIMEeHTOB C TSHKENOH (hopMoii reMODUITHIECKOM
apTPOTIATHH.

Mamepuan u memoowt

PaboTa BbIMoONIHEHa HA OCHOBAaHMU PETPOCIICK-
TUBHOTO aHAJIW3a JIAHHBIX MEJUIIMHCKON JTOKYMEH-
Taluy TAIMeHToB ¢ TeModmmneld A u B cpenneit u
TSDKETION CTETIEHU ¢ TeMO(IIIHIECKON apTpoITaTHen
KPYIHBIX CyCTaBOB. Bce manuenTsr HabIoganuch u
MOJyYai COOTBETCTBYIOIIEE JIeUeHHE B TPO(UITb-
ueix otneneHusx PHITJIOT u PHIILTO B mepuon
¢ 2009 1o 2018 r. Uzy4anuch xano0bl, 0COOCHHO-
CTH KJIMHHYECKUX TPOSIBIICHUH, PE3yJIbTaThl IMPH-
MEHEHHsI METOJIOB MEIWIIMHCKOW BH3YaJIH3aIiH
(peutrenorpadus, Y3U, KT, MPT), BeITIOTHIEMBIX
MO0 COOTBETCTBYIOUIMM MMOKA3aHUSM; OICHUBAIACh
CTENEHb BBIPAXKCHHOCTH TeMO(UINYECKO apTpo-
MaTHH [TOPAKEHHOTO CYCTaBa.

B ycnosusix PHITLJOI naOmonanuce 64 pe-
OcHKa C TspKeIoW (opMol TeMOMHIIHH, CPEeTHHI
BO3pacT KOTOPHIX HA MOMEHT Havasia UCCIIeIOBAHNS
coctaBisut 12,442,3 rona (ot 8 mo 18 met). ['pymmy
1 coctaBunm 44 manueHTta, MOJyYaBIINE WHIUBU-
IyalbHOE BTOPHYHOE NPOPHUIAKTUIECCKOE JICUCHHE
(remormust A — 34 wen., B — 10 wen.); rpymmy 2 —
20 manueHToB, NOAYYaBIIUX T€MOCTaTUUECKYHO TE-
pamuio «1o TpedoBanuio» (remodummmsa A — 18 gen.,
B — 2 gemn.).

B rpynne 1 HauanbHBIE MPOSIBIICHUS TeMO(UITH-
yeckoil aptponatuu (I cragus) Obuin 3aperucTpu-
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poBansl y 10 mereit (22,7%): remounus A — y 7
(20,6%), remodpumusa B —y 3 (30%). Onopocmoco6-
HOCTB ITOPaKEHHOI KOHEYHOCTH, 00bEM 1 THATIa30H
JBWKEHHUH B CyCTaBe He OBUIM HapyIICHbI HA B OI-
HOM clTydae, OCeBBIX JleOpMaluil TakxKe He ObLIO.
B 10 nabmonenusx (22,7%) mamueHTHl OTMeYalIn
HE3HAUYHTEIbHBIE (HOIOMIETO XapakTepa) Oomm u
JTUCKOM(OPT B MOPAKEHHBIX CyCTaBaX MOCIE MOBHI-
IICHHBIX (PU3UYECKHUX HATPY30K, OJJHAKO TIOKa3aHUN
K MIPOBEJCHHIO KaKOTr0-JINOO OPTOMEANUYECKOro Jje-
YECHUS Y HUX HE BBISBJIICHO, PEKOMEH/IOBAIUCH JIUIIIb
NpOo(UIAKTHYECKUE MEPONpUATUsl (OTpaHUYCHHE
M30BITOYHBIX HArpy30K, «TPaBMOOE30ITacHBI» pe-
xuM, JIOK u mp.).

B rpymme 2 y Bcex ameredl MMENHCHh KIWMHH-
KO-PEHTT€HOJIOTHYECKHE TPOSIBICHUS TeModuin-
yeckoil aprpomaruu [I-III cramum, B T. 4. B Tpex
HAOJIOJICHUSIX ~ 3apPETUCTPUPOBAHbI  M3MECHEHUS
JIByX CyCTaBOB (Bcero — 23 cycraBa): KOJIEHHBIE —
16 (69,6%), noxreBbie — 6 (26,1%), TONEHOCTOTI-
Heid — 1 (4,3%). Bcem maruenTamM BBITTOJTHEHA XH-
MHUYECKasi CHHOBIKTOMUS, OCHOBHBIM TOKa3aHHEM
K KOTOPOM CTalM 4acThle CIIOHTaHHBIE TeMapTPO3bl
(6onee 5-6 smmzonoB B rox). Ilporokon nedeHus
BKITFOYAIT 5 BHYTPHUCYCTAaBHBIX BBEJICHUH pUpaMITH-
[IMHA 0 oOmenpuHATOn cxeme [3, 5, 7]. Jms ko-
JIEHHOTO cycTaBa no3a coctaBimsuia 300 Mr Ha BBe-
JICHHE, JIJIS1 JOKTEBOT'O M TOJICHOCTOIMHOTO — 150 MT;
reMOCTaTHUECKOe o0ecneueHre MaHUITY UM IPO-
BOJIMJIOCH MHJMBUIYAIIEHO, C YYETOM KOATyJISIIOH-
HOT'O OTBETa Ha BBEJCHHE KOHIIEHTPATOB (DAKTOPOB
VIII (remodpumus A) nmu IX (remodumus B); no3sr
cocrasisun 20-50 ME/kr.

B rpynne 3 manumenTs! (23 yen.) jJeduiu Chb B
ycioBUsIX opToneaudyeckoro oraencHust Ne 2 PHII-
HTO; y Bcex uX UMENUCh KIMHUKO-PEHTI€HOJIOTU-
YECKHUE MPOSBICHUS TeMOMDUIHIECKON apTPOTIaTHH
M-IV cramun. I'emodmmus A 3apeructpupoBaHa B
17 mabmonenusx (73,9%), B — B 6 (26,1%); cpen-
HUI BO3pacT Ha MOMEHT IOCNUTANIN3AIUN COCTaB-
ysut 32,945,3 rona (ot 24 1o 55 net). Bee nanueHTs
STOW TPYIIIBI MOJNyYadd TeMOCTATHYECKYHO Tepa-
MU0 «I10 TpeOoBaHMio». [lokazaHUsIMH [T TOTATb-
HOTO DSHAOMPOTE3UPOBAHUS KOJEHHBIX CYCTaBOB
(TOKC) y HuX sBISUTHCH TeModuinyeckas apTpo-
natus [I-IV ctaguu ¢ HeCTaOMIBHOCTHIO CyCTaBa
u oceBoil nedopmarueit koneyHocTr. CeMu maru-
entam (30,4%) TOKC BbImonHeHa ¢ 00€uX CTOPOH;
TakuM 00pa3om, Bcero mpousseneHo 30 Bmemia-
TenbCTB: cnpaBa — B 16 (53,3%) mabmronenusx, cie-
Ba — B 14 (46,7%). Texanka TOKC Obuta cTangapt-
HOM, cXemMa TeMOCTAaTHYECKOrO COMPOBOMKACHHUS
XUPYPrUUECKOTO BMENIATEILCTBA pa3padaThiBaiach
BpPa4OM-TE€MaTOJIOTOM COBMECTHO C BpayoM TpPaB-
MaTOJIOTOM-OPTOIIEZOM COTJIACHO (hapMaKOKHHETH-
K€ B JI0- U TIEpUOTIEPAIIIOHHOM Tieproiax (OmeHKa
kiupenca gakropos VIII wim [X Ha BBenenue) [4,
9, 10].

OpTonenuyeckue pe3ynabTaThl JCUCHUS TaIlUCH-
TOB BCEX TPEX IPYII OLIEHUBAINUCH IO OOMIETPUHS-
TBIM KPUTEPUSM: JUTS TAIUEHTOB Tpymi | 1 2 Tako-
BBIMH SBIISIUTFCH YaCTOTa CIIOHTAHHBIX TEMapTPO30B
U TSDKECTh TeMO(MMINYECKOW apTPONaTHH; Pe3yilb-
tatel TOKC y manueHToB rpynmnsl 3 OIEHHBAIUChH
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¢ ucrnosib3oBanueM mkair KSS n Oxford-12 [10, 11,
12].

Pezynomamot u oocyscoenue

VY nauueHtoB rpynnsl 1 mocne Havana npodu-
JIAKTUYECKOH TeMOCTAaTHYECKOH Teparnu TOBTOP-
HBbIE KPOBOMBIHUSHIS B CYCTaB OBLITH 3apErHCTPHPO-
BaHBI TOJBKO B 7 ciy4asx (15,9%), uckimounTensHO
rocyie TpaBM. Y OCTalbHBIX JIE€TeH 3MU30/bI TeMap-
Tpo30B He oTMedeHbl. COOTBETCTBEHHO, Y BCEX Ma-
LUEHTOB 3TOH IPYIMIIbl UMEIUCH TOJIBKO HauaJIbHbIC
MPOSIBIICHUST TEMO(INYECKOH apTporaTtuu (He
Boime | crammm) 6e3 (QyHKIMOHATBFHO 3HAYMMBIX
HapylIICHWH, T. €. TOJHOCTHIO OTCYTCTBOBAIM Ka-
KHe-T100 TOKa3aHMsI K OPTONEAMYECKOMY JICUEHUIO
(IPUMEHSUTUCH TOJILKO TPEBEHTUBHO-TPOdHIaKTH-
gyeckue Meponpustust). Takum oOpa3oM, opToneau-
YecKhe pe3yJbTaThl MPUMEHEHUs NpOoQpUIaKTHYe-
CKOHM TéMOCTaTU4ECKON Tepanuy y BCEX IMalueHTOB
rpynmnsl 1 paciieHeHbl HAMU KaK XOPOIIIHeE.

VY Bcex neTeil rpynmsl 2, MOJy4aBIINX JIEYeHHE
«T10 TpeOOBAaHHUIO», UMEJIUCH KITMHUKO-PEHTICHOJIO-
TMYECKHE TMPOSBICHUS TeMO(QUIMYECKOH apTporna-
tun 1I-1I1 craguu, conpoBoKaAOIIEHCS BhIPAXKECH-
HOH THmepTpodueil CHHOBHAILHOW 00O0JIOUKH, YTO
os10 Bepudunuponano npu MPT (puc. 1). Kpome
TOTO, 3TO HCCIIEAOBAaHUE TO3BOJISIIO MHUHUMH3H-
pOBaTh BEPOSITHOCTh HAJIMYHsI BHYTPUCYCTaBHBIX
mBapT (3¢GGEKTUBHOCT BBEICHMS Ipernapara B
«MHOTOKaMEepHBII» CyCTaB 3HAYUTEIHHO CHIDKACT-
csl), UTO SBISIIOCH OTHOCHUTENBFHBIM IPOTHBOIIOKA-
3aHWEM K BBITIOJHEHHUIO XMUMHYECKOW CHHOBIKTO-
MUH, TpeOOBAIO YBEIHYCHHUS KOJIUYECTBA IMyHKIINH
JI0 6-7 W 3aHIKAJIO NPEANONOKUTEIbHBI HCXOM

Pucynox 1. — Ilayuenm P., 16 nem. [quaznos: I'emoghunun A, maxcenan

cmenens. I'emopunuueckan apmponamus npagozo xkonennoz2o cycmaesa I-111
cmenenu. MPT 00 nauana xumuueckoit CUHOBIKIOMUU: 6UOHA OECMPYKUUA
CYCMagHbIX NOGEPXHOCEll, ZUNEPMPOPUA CUHOBUANLHOI 00010UKU, U3DbI-

MOYHOE KOJIUYECHBO C60DOOHOIL JcUudKOCmU 6 nonocmu cycmaea. Aenvix

RPUSHAKO6 6HYMPUCYCMABHBIX UieapmM 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
Jjoint cavity; no apparent signs of intra-articular fibrotic folds
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nedeHusi. ba3oBble MOKa3aHWs K XUMHUYECKOH CH-
HOBIKTOMHUH pUPAMIHUIIHHOM:

1. XpoHnveckuii reMopWINIECKUN TUIIEPTPO-
(hUvecKHii CHHOBUT C YaCThIMU PEIIUAMBAMHU TeMap-
Tpo30B (He pexe | pa3a B Mecsl).

2. Ilpu OTCYTCTBHH KIMHHKO-WHCTPYMEHTAIb-
HBIX TIPU3HAKOB THIEPTPOPHH CHHOBHAIBHOHN 000-
JIOYKW TIOPaXEHHOTO CycTaBa — 5 u Oonee remap-
TPO30B (OJJHOTO CyCTaBa) B TE€YCHHUE 6 MECSIIEB.

TexHrKa BBINOTHEHNUS XHUMHUYECKOW CHHOBIK-
TOMUHU HE OTJIMYajiach OT MPUBEICHHOIN B JIUTEpa-
Type [3, 6, 7, 8]. I3BecTHO, 4TO BHYTPHUCYCTABHOE
BBeJieHHE pH(aMIHUIIMHA MOXXET MPOBOIIMPOBATH
000CTpeHHE XPOHHIECKOTO TeMOPUITHIECKOTO CH-
HOBUTA, YTO KIMHUYECKH TPOSBISCTCS Pa3BUTHEM
MMOCTUHBEKIITMOHHOTO TeMapTpO3a, KOTOPBIN MPOSIB-
JsICs CIycTs 6-24 yaca mocie BhIIOJHEHUSI MAHU-
MyJISIUN U COMPOBOXKIAICS YMEPEHHBIM OOJICBBIM
cungpomMoM [5, 7, 13]. B aTux cinyyasx remocratu-
geckasi Tepanus KoHreHTparoMm daktopa VIII wmm
IX B mo3e 20 ME/kr npoioikanack eiie B TCUCHHE
3-4 cyTtok. Yare Bcero moCTUHbEKIIMOHHBIE TeMap-
TPO3bl PETUCTPUPOBAIUCH TOCIE MEPBOM WM BTO-
POl MyHKLMH, B MOCIEIYIOUIEM HX BEPOSITHOCTH
COKpamianachk (cM. AuarpamMmy). OTo, 10 HameMy
MHEHHIO, CBSI3aHO C YCHJIMBAfOImuUMcs (Tocie Ka-
YKIOU TIYHKITH ) CKIIEPO3UPOBAHNEM CHHOBHAILHOM
0007104YKH. B OONBIIMHCTBE CilydaeB MOCTUHBEK-
[IMOHHBIC TeMapTPO3bl ObLIM HE3HAYUTCIHHBIMU H
He TpeOOBaIl KOPPEKTHPOBKU JIEYEOHOW TAKTHUKH;
TOJIBKO B OJTHOM HaOoaeHnn (4,3%) UMeo MecTo
MacCHBHOE KPOBOM3IUSHIE B JOKTEBOI CyCTaB IO-
cJe TpeThel MyHKIIWHU, BRIHYIUBIIEE HAC MPEKpa-
TUTH JiedueHue. Y nByx nanueHtoB (10%) conTan-
HbIE TEMapTPO3bI KOJIEHHBIX CYCTaBOB
BO300OHOBWIMCH uepe3 4-5 mecsies
ToCIIe 3aBEPIISHUS yHKITUH, 94TO T10-
TpeOOBaI0 TPOBEEHHS TTOBTOPHOTO
AQHAJIOTUYHOTO Kypca, JaBIIETO OXKH-
Jlae€MBIi1 pe3ynbTar.

DddexTuBHOCTH MIPUMEHEHUS
XUMHYECKON CHHOBIKTOMHUU Y TAIlH-
€HTOB TpYIMBI 2 OIICHWBAajach de-
pe3 12 wmecsmeB mocie 3aBepIIeHUs
Kypca JedeHHus. YCTaHOBIIEHO, YTO
BHYTPHUCYCTAaBHOC BBEJICHHE KOHIICH-
TPUPOBAHHOTO pacTBopa pUdaMITH-
[[MHA HE TPUBOJUT K YMEHBIICHUIO
oOBema JBIKEHUH B cycraBe. bomee
Toro, B 95,6% cnyuaes (22 cyctaBa)
OH yBEJIMYMJICS B CpeHeM Ha 9+2,5°
(ot 510 15°), uTO, Ha HAaII B3MJISLI, 00-
YCIIOBJICHO KOMIUIEKCOM (haKTOPOB.
Bo-niepBbIX, ObUTH yCTpaHEHBI MeXa-
HUYECKHE TIPETIATCTBUS IS JIBUKE-
HUM B CyCTaBe — TOJIIIMHA CyCTaBHOM
KaricyJbl MpUOIU3MIach K HOpME, OT-
CYTCTBOBAJI M30BITOK YKHJIKOCTH B €TI0
noyIocTu. Bo-BTOPBIX, MpeKpalrieHue
CIIOHTAHHBIX T'€MapTPO30B IO3BOJIU-
JO TanueHTaMm Oojiee HWHTEHCHBHO
3apumaThcs JIOK (B Tom umcie ak-
TUBHOW), HAIllpaBJIEHHOW Ha BOCCTa-
HOBJICHHUE JBUKCHHUI B MOPAXKCHHOM
CycTaBe.
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yCTpaHEeHBI oceBbIe ehopMaIui KOHed-
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ding on the

HOCTH M BOCCTAHOBJICH TOJHBIH 00BbeM
JIBIKEeHHUH B cycTaBe (puc. 2). Kakue-nu-
00 TEXHHYECKUE CIIOKHOCTH WJIA UHTPA-
ONEPALMOHHBIE OCIOKHEHUS, CBA3aHHbIC
C OCHOBHBEIM 3a00JIeBaHHEM TAIMEeHTOB,
B HAINX HAOIOJIEHUSIX OTCYTCTBOBAJIH.
I'emocTaTtnyeckas Tepamnus B TOCIEOTIE-
PaIIOHHOM TICPUOJIC ¥ PeaOUIIUTAIIUOH-
HOE JICUCHHE MTPOBOIUIIKCH IO OOIeTIPH-
HATBIM cxemam [4, 9, 10].

Pesynprarer TOKC Obutn o1ieHEeHBI B
cpemreM yepe3 2,5 roma (ot 1 roma mo
9 met) mocne BMmemarenscTBa. [lo Kmu-
HUKO-(pYyHKIMOHAIBEHOU 1iKane KSS ot-
JUYHBIM cuuTaeTcss pesyabrar 80-100
0amioB, xopomum — 70-79, ynoBieTBo-
putensHbIM — 60-69; o mKane cyob-
extuBHOM oneHkn Oxford-12 — 40-48,

number of the puncture

Takum 00pazom, XOpOIIHE UCXOIbI XUMHUUECKOI
CHHOBIKTOMHUH (OTCYTCTBHE CIIOHTaHHBIX TeMap-
TPO30B, YBEIMUCHNE 00beMa ABIKCHHH B CyCTaBe)
nosiyueHsl B 16 HaOmoaeHusx (69,6%); yaoBier-
BOpUTEJbHBIC (CIIOHTAHHBIE TeMapTPO3bl HE Yalle
1-2 pa3 B rou, yBennueHue oObeMa JIBWKEHHN B
cycraBe) — B ueThipex HaOmrogenusx (17,4%). He-
YAOBJIETBOPHUTEIbHBIE PE3YNIbTAThl JICUCHHUS 3ape-
TECTPUPOBAHBI B TpeX cycraBax: B ABYX (8,7%)
oxuaembiii 3QdektT He NTOCTUTHYT (BO30OHOBIIE-
HUE €KEMECSYHBIX CIIOHTAHHBIX TeMapTPO30B CITy-
cTst 4-5 MecsileB Mocye 3aBeplleHHs JICUEHHs ), YTO
noTpedoBaIO MOBTOPEHUS Kypca, IaBIIeTr0 B UTOTE
XOpOIINE PE3yJIbTaThl, U B OAHOM cycTtase (4,3%)
MOCJIE TPEThEH MyHKIUU Pa3BUIICS TSHKEJIBIA TemMap-
TPO3, BBIHYMBIIHNI HAC OTKa3aThCsl OT MPOJIOIDKE-
HUS JIedeHus. B mocnenHem ciryyae 4acToTa CroH-
TaHHBIX TEMapPTPO30B U (PYHKIHUS CyCcTaBa OCTAIUCD
Ha TIPeXHEM ypPOBHE.

Bce manmenTsl rpynmel 3, Kak OBUIO yKazaHO
BBIIIIE, TIOJYyYaJId TeMOCTATHYECKYIO TePAIHI0 «I10
TpeOOBaHUIO», UMETH TeMOQUINYECKYI0 apTporia-
tuto III-IV craguu. Jlo BMemaTenbcTBa y HUX UMe-
JMCh KOMOWHHMpOBaHHasE HECTaOMJIBLHOCTH KOJIEH-
HBIX CYCTaBOB, OCEBBIC Jie()OpMAIIMA KOHEYHOCTH —
B 27 Habmronenusx (90%): Bapycuas — B 8 (29,6%),
BambprycHast — B 11 (40,7%), pexypBarmioHHast — B
2 (7,4%) u «KOMIIEHCUPYIOLIash BalblyC-BapyCHas
(pu IBYCTOPOHHEM MOPAXKEHUH) — y 3 TAllMEHTOB
(6 cycraBoB, 22,3%). OTKIIOHEHHE OT HOPMAJIBHOM
ocH KOHeuHocTH cBbille 10° umeno mecto B 19 ciy-
qasx (63,3%). Kpome Toro, crubarenbHasi KOHTpak-
Typa (orpanudenne pazrudanus 6omee 10°) 3aperu-
crpupoBana B 6 cycraBax (20%), crubaTenpHO-pas-
rudarenbHas (C OrpaHWMYCHHEM JBKCHHH TaKkKe
ceeiie 10°) — B 20 (66,7%), GuOPO3HBINA aHKHUIIO3 B
mopoYHOM MoJtoskeHuu — B 4 (13,3%).

Texnuka BoinonHeHus TOKC Bo Bcex ciyuasx
OblIa CTAaHAAPTHOM W 3aBUCENA OT IU3aiHa TIPUMeE-
HSIBIIETOCS DHJIONPOTE3a: HECHETIEHHBIC PUMEHE-
HBI B 25 ciyyasx (83,3%), 4acTUYHO CIeTIEHHbIE
-84 (13,3%), cuemnénnsie — B 1 (3,3%). B mpo-
[[ecce BMEIIaTeIhCTBA BO BCEX CIy4asiX MOITHOCTHIO

JKypnuan [ potHEHCKOTO TOCYAapCTBEHHOTO MEAMIIMHCKOTO yHUBEpcuTeTa, Tom 17, Ne 5, 2019

1

30-39 u 20-29 6amnoB, COOTBETCTBEH-
HO. Takum 00pa3oMm, OTJIMYHBIC KIIMHU-

Pucynok 2. — Ilayuenm 4., 34 zooa. /{uazno3s: I'emogpunus
A, maxcenaa cmenens. I'emopunuueckaa apmponamus
npaeozo xonennozo cycmaga I1I-1V cmenenu. A — mono-
z2pamma 00 onepavuu: CyCmageHasn uieib HepagHOMepHa,
DE3KO CyiHcena; umeemcs ccudamenbHo-paudamensHas

KOHmMpaKmypa cycmaea, «utmuvlKooopasnasy oegopmayus
ocu koneunocmu; B — monozpamma uepes 5,5 nem nocne
TIKC (necuennennas KOHCMPYKUUa): 0Cb KOHEYHOCHMU

60CCMAHO6EHA, 00beM U OUANA30H 08UIICEHUTL 6 Cycmage é
npeodenax Hopmvl. OMAUYHBLL KTUHUKO-PEHMZEHON02UY e-
CKUIl U (PYHKUUOHANbHYLIL pe3y1ibmam
Figure 2. — Patient 1., 34 years. Diagnosis: Haemophilia A, hard
form. Hemophilic arthropathy ITI-1V of the right knee joint. A — the
topogram before TKR: the joint space was irregular and slim; mixed
contracture of the knee, «bayonet» 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-pyHKIHOHaNBHBIE pe3ynbTaThl TOKC  Obumm
nosrydeHsl B 26 ciydasx (86,7%), xopomue — B 3
(10%) u ynosnerBoputensubie — B 1 (3,3%). Hey-
JIOBJICTBOPUTEIILHBIC PE3YJIbTAThI JICUCHUS B HAIIIUX
HAOJIOJICHHUSIX HE 3aperucTpupoBaHbl. CyObEKTHB-
HOC MHEHHE MAlMEHTOB MPAKTUYCCKU HE OTINYA-
JIOCh OT OOBEKTUBHON OIIEHKH HCXOJOB: KakK OT-
JUYHBIA oneHmTH pe3ynbratr 25 ven. (83,3%), kak
xopommid — 4 (13,3%), KaK yJOBJIETBOPUTEIILHBIN
— 1 (3,3%); HeyAOBIETBOPEHHBIX PE3YyIBTATOM Jie-
YeHUS He OBLIO.
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PREVENTION AND TREATMENT OF HAEMOPHILIC ARTHROPATHY
IShpileuski L., *Volkova L., 'Maluk B.
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Minsk, Belarus
’Belarusian Medical Academy of Postgraduate Education, Minsk, Belarus

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, in the cases of its later stages the operation of choice was TKR.
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