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lemomnus sBnsieTcs reHeTu4eckn obycrnoBneHHbIM 3aboneBaHNeEM, CBA3aHHbIM C PELIECCMBHOW Nepeaavei reHa.
OTmonornyeckoe HamnpaefieHVEe B fle4EeHMN JAHHOW MAaTONorMn B HAcTosILEE BPEMS TOSMbKO Ha4YMHAET pas3BMBaTLCS.
3amecTuTenbHasa Tepanus KOHLEHTPaTOM haKTOPOB KPOBU SIBMSIETCA OCHOBHbIM METOAOM neyeHus. B cBsiau ¢ 6onb-
LUMMM yCNexaMy B MeauUMHEe KavyecTBO XU3HU OEeTeN, CTpadalwmnx reMounmen, sHaunTenbHo ynyywmnnocsk. OgHa-
KO gaHHaA Kateropusa OO0rbHbIX no-npexHemy OTHOCUTCA K BbICOKOW rpynne pucka okasaHua OnepaTMBHOVI rnomMoLyun.
B coobLeHny npMBOaUTCA NpUMeEp onepaTUBHOIO BMELLATENbCTBA — MEXBEPTENbHOM ocTeoToMunn 6eapa y pebeHka,
cTpagatoLLero remocunven.

KntoueBble cnosa: remodunusi, 6onesHb NepTeca, MEXBEPTENbHAs OCTEOTOMUS.

Gerasimov V.A., Evzerova T.V.,, Vinokurov V.A., Tsaryova E.E., Sertakova A.V,, Anisimov D.l. Surgical treatment of
Perthes disease in child with hemophilia // Saratov Journal of Medical Scientific Research. 2011. Vol. 7, Ne 1. P. 160-161.

Hemophilia is a genetically mediated disease caused by recessive transmission of the gene. At present etiological
orientation in treatment of the given pathology has just begun to develop. Replacement therapy by the concentrate of
blood factors is the principal method of treatment. With great success in the sphere of medicine life quality of children
suffering from hemophilia has improved significantly. However, the given category of patients refers to the high risk
group to render surgical care as before. The example of the surgical intervention is an intertrochanteric osteotomy of
the femur in a child with hemophilia.

Key words: hemophilia, Perthes disease, intertrochanteric osteotomy.

lemodbunusa sinseTcsa reHeTnyecku 0bycnoBneHHbIM
3aboneBaHvem, CBA3aHHbIM C PELIECCUBHON nepegadqen
reHa. OTMonormyeckoe HanpaeneHve B NeYeHn AaHHOM
naTorornv B HacTosiLLiee BPeMs TONMbKO Ha4YMHaAET pasBu-
BaTbCs. 3amecTUTenbHas Tepanus KOHUEeHTpaTom dak-
TOPOB KPOBW SBMSIETCA OCHOBHbIM METOOOM JEeYEHUS.
B cBA3n ¢ 6onbwmnmMM ycnexamv B MeAvUMHE KayeCTBO
XU3HU OeTen, cTpagarolmx remModunuent, 3HaduTenb-
HO Bblpocno. OgHako AaHHas kateropus OOMbHbIX MO-
NMPeXHeMy OTHOCUTCS K BbICOKOM rpyrrne pucka okasaHusi
onepaTuBHOM MomoLum. [naHoBoe xupypruyeckoe nede-
HMe aeten, 6onbHbIX reMounmen, 3a4acTyro He NPoBO-
OWTCH, Jaxe Mpy MMEILLMXCA K HeMy NpsMbIX Nnokasa-
HUsAX. Yalle Bcero 3To CBA3AHO C HeXenaHnem Xupypros
NMPOBOAUTL OfepaTuBHbIE BMELLATENbCTBA B CBA3N C OT-
CYTCTBMEM MX NOATOTOBKM KaK XMPYProB No TakTWKe npea-
1 nocreonepaumoHHOro BeAeH s 6oMbHbIX.
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MeXBepTenbHON ocTeoToMun Geppa y pebeHka, cTpa-
parowero remodpmnuenn. Ffemounua — BpoOXKOEHHOE Ha-
pyLleHVe npouecca remokoarynsumm, obycrnoBrneHHoe
aecvumtom mnn  monekynspHbiMu  aHomanusamu VI
unn IX caktopos ceepTbiBaHusA kposu (PVIII nnm PIX).
3aboneBaHne BbI3BaHO HaNU4YMEM PELIECCUBHBLIX TEHOB
X-XPOMOCOMbI, OTBETCTBEHHbIX 3a CUHTE3 YyKa3aHHbIX
akTopoB. Mo obLenpuHaTON Knaccudukauum Bolaens-
I0TCS IBE OCHOBHblE hopMbl remodunum: Knaccuieckasi
remocpmnmsa A, obycrnoerneHHasa Hegoctatkom OVIII, n re-
Mocpunusa B, cBazaHHas ¢ HegoctatkoM PIX. Mo AaHHbIM
BO3 n Poccuiickoro Hay4Ho-uccrneaoBaTenbCKoro MHCTU-
TyTa remaronorum u TpaHcdyavonorum [1], pacnpocTpa-
HeHHocTb remodunumn A coctaenseT 1:10 000 myxckoro
HaceneHus, a remocunum B — 1:50 000. bones3Hb ana-
rHOCTUpyeTCH y AeTen B Bo3pacte 7-12 mec. npu Tsxe-
noui coopme 1 B Gonee craplieM Bo3pacTe Npu cpeaHen
1 nerkon oopmax koarynonatum. K coxaneHuto, nevyeHvne
3aboneBaHns 3akto4aeTcs B MOCTOSIHHOM 3aMeLleHunn
HegocTaTKka hakTopa CBEpTbIBAHWS KPOBU, MO3ITOMY BCE
OOonbHbIE OTHOCATCS K Fpynne MOBbLILIEHHOMO pyUcka npu
okasaHum noboro BpayebHOro BMeLLaTensCTea.
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OcobeHHOe OTHOLWIEHWEe Bpayer K onepaTtuBHOMY
NeYeHnto aeTen ¢ opToneanveckon natornorven, crpa-
Jawwmx remocdunven, nobyguna Hac npeactaBuTb
CBO€E KNnunHMYeckoe HabntogeHue. bonbHow I, 1998 r.p.,
nocTynun B OTAENeHMe opToneauny OEeTCKOro Bo3pacTta
CapaToBCKOro Hay4HO-MCCrneaoBaTenbCkoro WHCTUTY-
Ta TpaBMaTonorum nu opToneamm ¢ xanobamm Ha 6onm
B NeBOoM Ta3obegpeHHOM cycTaBe W xpomoTy. [1pu 06-
CrnefoBaHUN BbICTABMEH OCHOBHOWM AuarHo3: «bonesHb
MepTteca 2-n ctaguuy. ConyTcTBYOWMIN AnarHos: «le-
Modounua B, Tskenaa dopmax». PeHTreHonornyecku
ONpPeaEensAnoCh CHWKEHNE BbICOTbI FONOBKM 1 ee aedop-
Maums, HapyleHne GuomexaHM4ecKkMx B3anMOOTHOLLE-
HWA B cycTaBe. BoccTtaHoBneHne CTpykTypbl 1 hOpMbl
ronoeskn 6edpa npu KOHCEPBATMBHOM Fl€YEHUWN 3ITOTO
3aboneBaHnsi 3aHUMaET OT Tpex A0 NATU FeT, Npuyem
TSKENbIM OCMNOXHeHneMm GonesHu ABNAeTCs I0BEHUIb-
HbI/ KOKCapTPO3, COMPOBOXAAIOLLMACA XPOMOTOM, KOH-
TPaKTypomn, Gomnbio, YTO CYLLECTBEHHO OTpaXkaeTcsl Ha
KadecTBe >U3HN 6onbHoro. Mo AaHHbIM psina aBTOPOB
[2], onepaTBHOE neyeHVe NO3BONSAET COKPATUTL CPOKU
peabunuTtaummn B 2 pasa, a Takke npefoTBpaTtuTb pas-
BUTME paHHero Kokcaprtposa. Cornacue poguTenen Ha
onepaTtMBHOEe BMeLIaTenbCTBO Obino nonyyeHo. [Mpu
noctynnexHun yposeHb ®IX y 6onbHOrO coctaenan me-
Hee 1%, YTO COOTBETCTBOBANO TsKenon opme remo-
dunun B no obLienpuHaTon knaccudpumkauun. TskecTb
3aboneBaHnsi COOTBETCTBYET CTENeHn geduumTta aHTu-
reMouUNnYecknx akTopoB: Npu TAXenbIx gopmax —
1-2%, cpegHen TshkecTn — 3-5%, nerkon — 6onbLue 5%.

B cooTtBeTcTBMM CO CTaHAapTamy OKasaHus cnewu-
anM3MpoBaHHOW MeOWLMHCKOM MOMOLLM AEeTSM U noa-
pocTkaM C remartonornyeckumu 3aboneBaHuamu [3, 4]
HayaTa koppekumnsa nokasatena ®IX ¢ uenbo JocTmxe-
HWS ero ypoBHS B kpoBu o 60-70%, 4To cooTBETCTBOBA-
N0 BO3MOXHOCTU NPOBEAEHUSI XMPYPrMyecKkoro BMeLla-
TenbcTBa. BBoannu npenapaTt MMMYHVH, O3y KOTOPOrO
paccunTbiBanu no gopmyne:

X=Mx(6—P)x1,2;
roe X — posa ®IX gna ogHokpatHoro BeeaeHus, B ME;
M — macca Tena 60nbHOro, B Kr; d — MPOLIEHT Kenaemoro
ypoBHst ®IX B nnasme 6onbHoOro; P — ncxoaHbin (6aso-
Bbl) ypoBeHb ®IX B kpoBK 60MbHOrO.

Mo Halmm pacyeTam [03a MMMYHWHA coCcTaBuna:
X=20krx(60ME-10ME)*1,2=1200ME.

Hosy 1200ME BBogunu 4epes kaxgple 18 4 B Te-
YeHue 7 OHen 0o JoCcTuxeHus ypoBHs PIX B KpoBu A0
65%, 4TO NO3BONWUMNO MPOBECTW PACLUMPEHHYIO onepa-
UMI0 — MEXBepTernbHY nepeaHedNeKCUOHHYO OcTe-
OTOMMIO NeBoN GeapeHHOM KOCTU C OOMOSHUTENbHOMN
nnacTukon aedekta annoTpaHcnnaHtatoM. Bo Bpewms
ornepawmm remocTtas BbIMOMHANN TLATeNbHeEe, Yem npu
OObIYHbIX OMnepaTMBHbIX BMelwarenscTeax. WHuuamo
MSAFKMX TKaHen OCYLLECTBAANN 3NEeKTPOKoarynaTopom
OXBY-01, koarynsumu noasepranv gaxe gnanenesHole
KpoBoTeyeHusi. KOCTHyt0 paHy MOSHOCTbI0 NIomMoupo-
Banu XUPYprumyeckum BOCKOM. BpemeHHyto uHTpaone-
pauUMOHHYIO TamnoHagy npou3BOAMIM candeTkamu,
CMOYEHHbIMW PacTBOPOM agpeHanuHa. B pesynerate
NPOBOAMMbBIX MEPOMPUATUIA UHTpPaonepaumoHHasa Kpo-
BonoTepst coctaBuna 50 mn, Torga Kak npu aHanorny-
HbIX OMepaTMBHBLIX BMELLATENbCTBAX KPOBOMOTEPS CO-
ctaBngaet 150-200 mn.

B nocneonepaunoHHOM nepuoge B TedeHue 5 cyTtok
Npon3BOaAUNN MNEPEBS3KM C pPacTBOPOM ajpeHanunHa B
obnactn nocneonepaumnoHHoro wea. HecmoTtps Ha npo-
BefileHHble MepornpuaTusa, Ha 13-e cyTku nocne onepa-
unm Y3WN-uccneposaHue (B obnactu nocrneonepauyon-

Horo py6ua no 3agHelr NOBEPXHOCTU B BEPXHEN TPeETU
Ha rmybuHe 21 MM onpeaenseTca aHaXOreHHoe HeoaHO-
pogHoe obpasoBaHve 35x15 mm (rematoma), Mo xogy
BCero pybua BM3yanum3npyeTca FMMNO3XOreHHbI OfHO-
POAOHbBIV MHUIBTPAT OKONO 25 MM; B NONOCTM cycTaBa
XMOKOCTU HET) MoKasarno Hanuyve noAaKOXHOW remaro-
Mbl. OBaKyMpoBaHHas rematoma oTnM4yanachb oT 0Obly-
HOW PO30BbLIM OKPALUMBAHUEM W XUOKOW KOHCUCTEHLMU-
en. MNocne aBakyauun remMaTombl MOMOCTb NPOMbIBaNu
HoBocaBaHom. KoHTponbHoe Y3W-uccnepoBaHne Ha
17-e cyTkn nocne onepauuu nokasano OTCYTCTBME re-
maTombl. B nocneonepauuoHHOM nepuoge nNpoBoOgunu
KOHTPOJSIb N KOPPEKLMIO coepxaHusa nokasarensa dIX un
ero nHrmbrTopa B COOTBETCTBUU CO CTaHOAAPTHbLIMU NpO-
ToKONamu BefeHust 6oneHbix remocunuen [5]. Ha 15-e
CyTKM nocrie onepaummn yposeHb ®IX B KpOBU cOCTaBur
22,5%, TeCcT Ha MHIMBUTOP — oTpuLaTeNbHbIN. BonbHOM
BbINMCaH Ha ambynaTopHoe JorneyvBaHune. Yepes 6 mec.
npy KOHTPOSIbHOM PEHTIEHONOMMYECKOM MCCNEAOBaHUM
BbISIBIIEHO MOSIHOE BOCCTAHOBMEHNE CTPYKTYPbI FONTIOBKM
©eapeHHON KOCTU (PUCYHOK).

PebeHky pekomeHOOBaHO: onopa Ha KOHEYHOCTb
B annapate Tomaca, nonmHas Harpy3ka Ha onepupo-
BaHHYH KOHEYHOCTb paspelueHa 4epe3 10 mec. nocne

J

PexTreHorpamma 6onbHoro . nocne onepaunoHHOro nevyeHns

onepaumu. MonyyeHHbIn GnaronpusITHLIN pesynsTaT no-
3BOMSIET PACLUMPUTL MOKa3aHWsA K ornepaTUBHOMY reve-
HUO BONbHbLIX reMogUIen Npu opToneandeckol narto-
10TV, UCMOMb3YI0 afeKBaTHYI TaKTUKY BedEHWs1 3Toi
KaTeropum GorbHbIX; BEPHYTb UX K HOPMarbHOW XU3HW;
JOCTUTHYTb MEXOYHapOOHOro YPOBHS NeYeHUst JaHHOWA
KaTeropumn 60nbHbIX.
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