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PeKOHCTPYKTHBHBIE ONEPALMH HA KeJTYA0YHO-KHILIEYHOM TPaKTe y
00JIbHBIX C TsKeJI0M GopMOl reMoPHJINKM 2 U HAJTMYMEM UMMYHHOI'0

HHIUOMTOpA
benopycckuii 2ocyoapcmeennviii MeOuyuHCcKull yHugsepcumem?,
benopycckas akademus nocieouniomnozo oopazosanus’

['emoduinst OTHOCUTCS K HACIEACTBEHHBIM KOATyJIONATUSIM, CBA3aHHBIM C 1€(QUIUTOM
MJIa3MEHHBIX (PAKTOPOB CBEPTHIBAHUS U 0OBEIUHSAET 1Ba OCHOBHBIX Je(eKTa
remokoaryisiiuu: geunut gakropa VI (remopunus A) u nepunut daxropa X
(remodunus B wu 6onesns Kpuctmaca). 3a0oneBaeMocTb reModuiineii koiaeoiaercs
ot 6,6 10 18 ciiyuaes na 100 000 xuteneit Mysxckoro moia [2, 3].

['emoduust A —Haubonee pacrpocrpanennas (87-94%) HaciencTBeHHas
KoaryJjonarusi, o0ycioBieHHas Ae(pULIUTOM WIH MOJEKYJIIpHON aHOMauen
npokoarysstHTHo# yactu ¢akropa VIl (anturemodunsHoro rmodynuna A) ¢
PELECCUBHBIM, CIIETUIEHHBIM C X-XpOMOCOMOM TUIIOM HaceAOBaHMUS.
HacnencrBeHHblil XapakTep reMo(UiInu ¢ ceMeHHbIM aHaMHe30M oTMeudaercs y 70-
90% GonpHBIX. Criopaanueckue GopMbl 3a00JI€BaHMS, CBSI3aHHBIC C peau3aluen
CKPBITOT'O T€TEPO3UTOTHOTO HOCUTEIBCTBA UM CO CIIOHTAHHBIMU F€HETUYECKUMU
MyTtanusaMu, orMedarotcs y 10-13% nanuentos [2, 3, 7]. CornacHo kiaccupuKaiun
BO3 BeigenstoT Tsokenyto popmy ¢ aktuBHOCTHIO VI vin I X dakTopoB cBepThIBaHMS
MmenbIine 1%, cpeaHei TsoxkecT (aKTUBHOCTH 1-5%0) U JIerkyro ¢ aKTHBHOCTBIO
¢dakropoB 5-30%. Beunay toro, uro ¢akrtop VIII yuactByer B 06pa3oBaHMM aKTUBHOTO
KpPOBSIHOTO TPOMOOIUIaCTHHA B MEpBOM (ha3e mpouecca CBepThIBaHUS KPOBH,
reMopparuyeckue OCIOKHEHUS SBIISAIOTCS OCHOBHBIMU KIIMHUYECKUMU MPOSBICHUAMHU
3a0oneBanus. Hanbosnee yacto BCTpedaroTCsl pelUAMBUPYIOLINE KPOBOU3IUSHUS B
KpyHHbIE CycTaBbl. Pexxe pa3BUBalOTCS OOMIMPHBIE MOJKOXKHBIE, MEKMBIIIEUHBIE,
cyOdacumanbHble U 3a0pIOIIMHHBIE TEMATOMBI C HEKPO30M TKAaHEH, OCIOXKHSIOIIUECS
py UHPUIUPOBAHUH a0CLIECCAMMU, TXKEIEHIIMMU (pIIETMOHAMU U CETICUCOM.

Oco0oe 3HaueHne UMEIOT UHTMOUTOPHBIE POPMBI TeMO(UIINH, CBA3aHHBIE C
MOSIBJIEHUEM B KPOBU LUPKYJIUPYIOUIUX aHTHUKOATYJISTHTOB-UHTUOUTOPOB,
otHocsmuxcs K kinacey 1gG [8]. B moaapnsromeM OOJIBIIMHCTBE CTy4acB HHTHOUTOD
MOSIBJISIETCS. B OTBET HA MOBTOPHBIE BBEACHUSI aHTUT€MO(MIBHBIX MPENapaToB.
OTnuuuTenpHas 0COOEHHOCTh HHTMOUTOPHBIX POPM reMOPUINH 3aKITI0YAETCS B TOM,
YTO 3aMECTHUTEIIbHAs Tepanusi CTaHOBUTCS HEA(D(PEKTUBHOM, a BBEICHUE
HEJI0CTAOIIEr0 (pakTOpa MPUBOAUT K MOBBIIICHUIO TUTPAa HHTHOUTOpa. TeM He MeHee,
IUIsL KyTUPOBAHUSL KPOBOTEUEHHUI MCTOIB3YIOT OOJbIINE O3Bl KOHIIEHTpaTa (hakTopa
VIl 6e3 win B couerannu ¢ koprukocrepouaamu [9]. s neueHus u npouiIaKkTHKH
KPOBOTEUEHUI PEKOMEHYIOT CoueTaTh BBeleHHe KoHleHTpaTa ¢akropa VIII u
aHTUreMO(DUIIbLHOM TU1a3Mbl C PPAKIMOHHBIM UM HEMPEPHIBHBIM annapaTHbIM
wiazmadepesom [3]. MHorna y 601bHBIX ¢ HHTHOUTOPHBIME (POpMaMu TeMO(IITUH
PEKOMEHYIOT MPUMEHSTh MpenapaThl MPOTPOMOMHOBOIO KOMILIEKCA B «00X0]1»
neiictBus axrtopa VIII: akTuBupoBanHblii pekoMOMHaHTHBIN QakTop VII, dhakropsl
ceepthiBanus kposu I, VII, IX, X B komOunHarwu [4, 5].

VYuutsiBast 0cCOOEHHOCTH FeMOppParuyecKuX MposiBICHUN Npu reMopuiInH,
BBINIOJIHEHHE ONEPATUBHBIX BMELIATENBCTB, OCOOEHHO 3KCTPEHHBIX, SABIISETCS
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MOTEHLMAJIBHO OMACHBIM ISl )KM3HU O0JBHOTO. B ncToprn onepatuBHBIX
BMEIIATEIBCTB OOJBHBIX ¢ TEMOPUIMEN MOXKHO BBIAEIUTH 3 3Tana, CBA3aHHBIX C
pa3paboTKOW MporpaMM MEJUKaMEHTO3HOr0 00eCIeYeHusl TeMocTas3a BO BpeMsl
OIEpalliy U B TIOCJIeOoNepaliioHHOM niepuoie [1]. BHadane remocTarudeckas 3amura
OCYILIECTBIISIIACH MEPEIMBAHUEM LIETbHOM KPOBH, a 3aTEM CBEXKEH 3aMOPOKEHHOM
1a3Mbl. B mocneayromiem ctajiu LUpoKO UCIONIb30BaTh KPUONPELMITUTAT, OAHAKO
nocJieonepanronHas JietaabHocTh Jocturaina 50%. TpeTuil nepuosa pa3BUTHS
XUPYPruyecKoi NoMoIu y OONbHBIX C reMOo(UiIuel CBA3aH C NOJy4YeHUEeM MOUTHBIX
reMOCTaTUYECKUX CpecTB — KoHUEeHTpaToB ¢aktopoB VIII u X, BeiaeneHHbIx u3
M1a3Mbl KPOBH Y€JIOBEKA UM PEKOMOWHAHTHBIX, KOTOPbIE KOPEHHBIM 00pa3oM
M3MEHWIA BO3MOXHOCTH XUPYPrUUYE€CKOTO JIEUEHUS TAKUX OOJIbHBIX.
[IpyHIMNIMATBHO BaKHBIM 3TAlOM B Pa3BUTUU XUPYPrUYECKON MOMOUIN OOJIBHBIM C
reMmouiIMel siBUIach pa3paboTKa CeNUaTIu3UPOBAHHBIX TPOrPaMM OO0ecrieyeHus!
CTOMKOTr'0 reéMOCTa3a ¢ y4eToM 00beMa XUPYPruuecKoro BMEIIATEeNbCTBA U
kpoBomnotepu [1,3,4]. B remocraTrueckoi Tepanuu OOJBHBIX ¢ TeMODUIHCH
BBIJICJISIOT 3 MEPHOa — ONePaIlMOHHBIH, KaTaA0OJUYeCKHid U aHabomueckui [1].
OnepaloHHbBIN EPUOJ ABISETCS HanboJiee CI0KHBIM U3-3a ObICTPOTO NOTPEOICHHUS
¢dakropa VIII B mpouecce 06pa3oBaHusi akTUBHOI'O TPOMOOIUIACTHHA U OBICTPOTO
CHU)KEHHS €r0 KOHLUEHTpPAIMK BCIEICTBUE KPOBOMOTEPU. DTO AUKTYET
HE00X0IMMOCTh I'PaMOTHOTO pacuera koiandectna gakropa VI, BBogumoro nepen
onepauueil 1 00ecreunBaoIIEero OObIYHBIE MEXaHU3MbI T€MOKOAT YIS LIUU.
Karabonuueckas ¢aza nnutcs 3-7 AHEH nocie onepanuu 1 OTIHYaeTcs
HECTAOMJIBHOCTBIO M HANPSKEHUEM IMPOLIECCOB reMOCTa3a BCIEACTBUE Peo0IaiaHus
B OpraHu3Me KaTabOJUYEeCKUX MPOLECCOB, BOCHANIECHHs B 00JAaCTH BMEUIATEIbCTBA,
yckopeHHoro notpebienus pakropa VIl B mpoiecce TpomOoImacTiHOOOpa3oBaHus U
JIOKaJIbHOTO MPOTEOJUTUYECKOTO MOTEHIIMANA U3-3a pa3pylIeHus: MakpoharoB u
JEHKOLUMTOB B 30HE MOBPEKIECHHBIX TKaHE. IT0 TpeOdyeT JUHAMUYECKOTO KOHTPOJIS
3a koHIeHTpaluen ¢pakropa VI u agekBaTHOI 3aMeCTUTENHLHON TEpaAUU.
Anabonnueckas ¢aza —3TO NEePHOJl BEI3TOPOBICHUS, XapaKTePU3YIOIUICS
Ky[MPOBaHUEM BOCHAJIICHUS U 32KUBJICHUEM TKaHEW B 30HE BMEIIATENbCTBA. DTOT
NEePHUOJ] MPEeAYCMATPUBAET TOJBKO MOAIEPKAHUE TEMOCTa3a U BBEACHHUE
aHTUTeMO(UIIbHBIX MpenapaToB B NPOPUIAKTUYECKUX LEIX.

B 3aBUCHMMOCTH OT BETMUMHBI ONIEPALMOHHONW KPOBOIIOTEPHU UCCIIEI0BATENH BbIICISIOT
3 rpymnmbl XHpyprudeckux BmenrarenbeTs [3,4,6]. K nmepBoii rpymme oTHOCAT
olepalyy NOBBIIIEHHOTO PUCKA, BETUYMHA KPOBOIIOTEPH MPU KOTOPBIX MOKET
nocturath 50% OLIK (oneparyu B 0071acTH Ta3a U KOHEYHOCTEH, HA OpraHax rpyaHOM
U OpIOIIHOM ToJ0cTe). DP(HEKTUBHBINA TeMOCTa3 Y TAHHOW TPYIIIbI AIIMEHTOB
JOJIKEH OBITh paccunTaH Ha nojaaepxkanue ypoBHs ¢akropa VIl B mpenenax 100% Bo
Bpemsi onepauuu U B nocienyromue 10-14 nueit B npeaenax 50 — 60%. Bropyto
IpyNHIny COCTaBJISIOT ONEPALIMH, KPOBOMIOTEPS MPU KOTOPBIX He npeBbiaer 10-15%
OLK. D¢ dexTrBHBIN reMocTa3 B TAKUX cllydasx oOecrneunBaeTcs Noaaep:KaHueM
ypoBHs dakropa VIl B npenenax 100% Bo Bpems onepanuu u 40-50% B TeueHue 3 —
4 nueit. TpeTbio TPYIITy COCTABISIOT HEOObIIHNE IO 00BEMY U MaJOTPaBMATUYHbIE
BMeEIIATEIbCTBA C HE3HAYUTENBHOM KpoBOMIOTEpEe, 3(hPEeKTUBHBIN remMocTas npu
KOTOPBIX MOXET IOCTUTaThCs nojaepxxanrem yposHs ¢aktopa VIII B mpenenax 60%
BO BpeMst onepanuu U 20-30% B TeueHue nocienyommux 3-4 qHei.
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Hecmotps Ha pa3paboTky 10cTaTouHO 3P (HEKTUBHBIX MTPOTOKOJIOB I'€MOCTAaTHUECKOM
Tepanuu y 00JIbHBIX ¢ reMO(uIKel, OONBIIMHCTBO aBTOPOB CYUTAIOT HAJTUYHUE B KPOBU
00nbpHBIX HHTHOUTOpa pakropa VIl cepbe3HbIM MPOTUBONOKA3aHUEM K IPOBEJICHUIO
IJIAHOBBIX orepauuii. B auTepatype npuBOAUTCS €IMHUYHOE YUCIIO HAOIIOACHUM
YCHEIIHO BBINOJHEHHBIX ONepauil y JaHHON KaTeropuu OOJbHBIX U OJTHOBPEMEHHO C
3TUM OO0JIBIIOE KOJIMYECTBO MOCIEONEepaMOHHBIX OcloKHEeHUH. [loaToMy n3yueHue
po0IeMbl FEMOCTATHUECKOM 3aIIMTHl BO BPEMS ONIEPATUBHBIX BMELIATENIbCTB Y
OOJIBHBIX C TSKENbIMU (hopMamMu TeMO(HIINY SBIIETCA BeChbMa akTyalbHOU. Llenbio
HaIIero COOOIIEHUS SIBUJIACh JEMOHCTPALMsl YCIEIIHOIO BHIITOJIHEHHSI MJIAHOBOM
PEKOHCTPYKTHBHOM OIepanuu Ha KUIIEYHUKE Y OOIBHOIO C TSHKENol popMoit
reMoQuInK A U HaJIM4UeM UMMYHHOIO HHTUOUTOpA B YCIOBUAX UHANBUIYAIBHO
pa3paboTaHHOMN NPOrpaMMbl FEMOCTATUYECKOTO 00ECTICYEHHUS.

BonwHoit A., 21 roga noctynui B remaronorudeckoe ornenenue 9-it ['Kb r.Muncka
20.09.2007 o nanpaneHnuto ['pogHeHCKOM 00J1aCTHON KIIMHUYECKON OOJIBHUIIBI C
IUarHo3oM: remopuins A, Tspkenas gopma ¢ HanuuueM uaruoutopa VI dakropa,
MOJIMAPTPONATUs, KOHLEBas mieoctoma. BupycHelil renatut C, XpOHUUYECKOE TEUECHHE.
[Tpu nocTymieHNU NalUeHT NPEIbSIBIISIT )KaJIOOBI Ha OOIIYIO C1a00CTh, YaCcThIN
KUJKUHN CTYJ, TOTEPIO Macchl Tena Ha 15 kr 3a nocneanue S Mecsien. Panee
HEOJIHOKPATHO JIEYUJICS 10 MOBOY TeMapTPO30B C UCXOJOM B KOHTPAKTYPHI B JIEBBIX
rOJICHOCTOITHOM, KOJIGHHOM U Ta3zo0eapeHHoM cycraBax. B 1991-2001 rogax B
Pecny6yinkaHCKOM Hay4YHO-IIPAKTUYECKOM LEHTPE JETCKOM OHKOJIOIMH M NeMaTOJIOrMu
NepeHec KOpPErupyrouue onepaluy Ha J€BOM KOJIEHHOM U TOJIEHOCTOITHOM CyCTaBaX.
B 2007 rony onepupoBan B BCMII r.I'ponHo 1o noBoay pa3pbiBa OCYMKOBaHHOM
reMaToMbl IPABOM MOAB3IOMIHONW 00JIaCTH U BHYTPUOPIOLIHOIO KpoBOoTeUeHus. B
mapte 2007 rojja mOBTOPHO ONEPUPOBAH B CBSI3U C PA3BUTHEM CTPAHTYJISLIMOHHOMN
KHUILIEYHOW HEMPOXOAUMOCTH, TAHTPEHbI MOIB30IIHON KUIIKY, BEI3BAHHOW 3aBOPOTOM
uieoLeKaibHOro yria. boasHoMy BbinosiHeHa pe3ekius 80 cM MoAB30IIHON KUILIKH €
HaJO0KEHHUEM KOHLIEBOU 3HTEpocTOMBI. Kaxkioe onepatnBHOE BMEIIATEIbCTBO
COIMPOBOXK/IAJIOCh 3aMECTUTENBHON Tepanuen U nepeiuBaHueM aHTUreMO(UITbHBIX
npenapatoB. CycTst S Mecs1IeB Mociie MocaeHeN onepanuu 00IbHOM
rOCIUTAJIU3UPOBAH B reMaToJoruyeckoe oraenenue I'pogHeHckoil o6nacTHoM
KJIIMHUYECKON OOJBHULIBI C jkajno0aMu Ha caadbocTh, pe3koe noxyaanue. [lpu Y3U u
SAMP-ToMorpaduu B HOJOCTH MAJIOTO Ta3a 0OHApYKEHO 2 HENPABWILHOU (POPMBI
TUIO3XOTE€HHBIX 00pa3oBaHus ¢ YeTKUMHU KOoHTypamu 40x38x67 MM 1 33x26x25 MM 1
JUTSl TalibHEMIIEro JIeUeHUs MalMeHT HarpasieH B PecriyOnukanckuii
reMaToJornyeckuit neHTp r.Muncka. OdcrneoBaHue NalMeHTa CBUAETENbCTBOBAIIO O
3HAYHUTEIIBHOM CHU)KEHUHU MACChI TeJa, TUIO-U nucnporenHemun (00muii 0emok 51
/1), yYMEpEHHOM CHIKEHUHU ypoBHs Xjiopa (89 mmons/n), yuauaennn AYTB no 36,4
cek. AktuBHoOCTh (pakTopa VIl cocrapnsina 1%, a akTuBHOCTH MHTHOUTOpA-2,28
BU/ml. TTotepu xumyca mo 3uTepocToMe coctaBisuim a0 1,5 n/cyTku. YunuteiBas
BBIPAKEHHbBIE META0OJNYECKUE U AIIEKTPOIUTHBIE HAPYILIEHUS, IPOTrPECCUPYIOILIEE
CHU)KEHHME MaccChl Tejla ObUIM BBICTABIICHbBI TOKA3aHUS K 3aKPBITUIO SHTEPOCTOMBI. B
TedeHue S qHel B ycnoBusax OUTP nauueHnTy npoBeneHa npeaonepanioHHas
MOJArOTOBKA ¢ MpUMeHeHHeM KoHleHTparta (pakropa VIl «Koate» u pazpaborana
MHIAUBUIYyaJIbHAs POTpaMMa MpeA-U MOCIEONepaMOHHOIO BEICHHS MallUeHTa,
BKUTtovaromas: 3a 1 gwac qo BmemarensctBa BBenenue 4000 E/] npenapara, nmocne
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BBeaeHus B Hapko3 — 2000 E/I; B 1-ii u 2-it nenp nocie oneparuu — 2000 EJ] yepe3 8
yacos; ¢ 3-ro aHs — 2000 EJ] yepe3 12 yacoB; exxeJHEBHBIN KOHTPOIb KOAryJ10rpaMMbl
c onpezaenenremM yposHs gakropa VIII u uaruduropa.

16.10.2007 BbInOSHEHA ONEPALIMSL: JIAMTAPOTOMHUS 3, 3aKPBITUE IHTEPOCTOMBI,
aJre3uoJIM31C, UICOTPAHCBEP30CTOMUS OOK B OOK, IpeHUpOBaHKUE Masloro Ta3za. Kpome
reMoCTaTUYeCKON MH(Y3MOHHOM Tepanuy B KOMIUIEKC JICUEHUSI BXOIUJIa
aHTHOaKTepuaibHas Tepanus (e TpruakcoH, METPOHKIA30J1), IEPETUBAHNE
KPHUCTAJIOU]IOB, PACTBOPA TITFOKO3bI, OCIKOBBIX MpenapatoB (MH(e301, aap0yMHH),
OMOKCHITHH, 2-X KPaTHOE BBEJICHHUE aHA0OTMYECCKUX TOPMOHOB (peTaboui). JIBak bl
MPOBEJICHO NepeauBanue 3puTporuTaproi maccsl (520 mut) B cBsA3M ¢ aHeMuUcCH B
NEPBBIE CYTKH MOCJE ONEpau.

Ha npots>keHnu Bcero nociaeonepaiuoHHOro neprojia moka3aTesid KoaryjaorpaMMbl
HaXOJWJINCh B IIpeJiesiax HOpMbI, akTUBHOCTh Pakropa VIl Ha pone 3amecturenbHOM
Tepanuu nojaepxxuBagach Ha ypoBHe 50%, a ypoBeHb HHTHOUTOPA MAKCUMAJIBHO
nosbrmancs 10 1,28 BU/ml. 'emopparuueckux 0CIOXHEHUN B TCUCHHE BCETO
nepuoja npeObIBaHus MalMEeHTa B CTAllMOHAPE HE OTMEUYEeHO. /[peHax u3 OpromHoi
noJyiocT yaaneH Ha 9 cytku. I1IBbI cHATHI Ha 12 cyTku. 3akuBiIeHHE paH NEPBUUYHBIM
HaTskeHueM. Ob1iee npedpiBaHUE B cTalMOHape cocTaBmiio S0 KOWKO-IHEH.
BbonbHOI ocMoTpeH cniycTs 3 mecsina. JKanob He npeabsasiser. Ctyn 2-3 pa3a B CyTKH,
KamuueoopasHsiid. [Ipudasun B Bece. BoccTaHOBMII 00yUeHUE B YHUBEPCUTETE.
BriBoanl

1. V 60abHBIX € TsDKENON popMoit reMopriing A U HaTUYHMEM UMMYHHbBIX
MHTMOMTOPOB BO3MOKHO BBINIOJIHEHUE PEKOHCTPYKTUBHBIX OMEPaLMi HA KETyJOUHO-
KHUILIEYHOM TPaKTe NP YCIOBUU aJ€KBATHON KOPPEKIMU HApYILIEHUI TeMOocTasa B J10-
Y TIOCJIEONEPALIMOHHOM NIEPHOJAX;

2. BeinoyiHeHKE MIaHOBBIX XUPYPrUYECKUX BMEIIATEIbCTB Y IAHHON KaTeropuu
OOJIBHBIX LEIECO00Pa3HO MPOBOIUTD B CIIEIIMAIIU3UPOBAHHBIX CTALIMOHAPAX C
pa3pabOTKOW MHAMBUIYAIbHBIX IPOrPaMM I€MOCTATHYECKOM Tepanuu MpHu yCI0BUU
oOecreyeHus: BMEIaTeIbCTBA JOCTATOUHBIM KOJTMYECTBOM aHTUIeMO(UIbHBIX
npenaparoB U 1a00paTOPHON JUArHOCTUKOM.
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