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bubnuoecpagpuueckuii 0630p

['emounms — HacneACTBEHHOE HAPYIIEHHE CUCTEMbl TeéMOCTa3a, 00yCIOBICHHOE
nedurutom ¢paktopoB cBepThiBanus KpoBu VIII (remodunus A) u IX (remoduus B).
3aboneBaHre XapaKTepU3yeTcs IMOBBIIMIEHHOW CKJIOHHOCTBIO K KPOBOTEUYEHUSIM
Pa3IMYHOM JIOKAJIM3AIMU U CTETIeHU BbhIpaXKEHHOCTU. PacnpocTpaHeHHOCTh reMopuinu
COCTaBJISIE€T B cpeiHeM okouio 1 ciyyas Ha 10 000 HOBOPOKIEHHBIX MY>KCKOIO MOJIA.

B mocnennue rogsl mpobiema reMoQuiInu MpHOOpEeTaeT 0COOYI0 aKTyalbHOCTH,
YTO CBSI3aHO C COBEPIICHCTBOBAaHHEM METOJOB IUArHOCTHKH, BKIIIOUas BBISABIICHUE
aerkux Qopm 3a0o0jieBaHUs, a TaKKe BHEAPEHHUEM COBPEMEHHBIX TEparneBTHUECKUX
noaxoaoB. IlpumeHenne pexOMOMHAHTHBIX (DAKTOPOB CBEPTHIBAHUS, a TaKKe
MpenapaTroB MPOJIOHTMPOBAHHOIO JIEUCTBUS M HE(AKTOPHOU Tepanuu (B YaCTHOCTH
AMUIIM3YMa0a) 3HAYUTEIBHO YIIYUIIaeT MPOTHO3 U Ka4eCTBO *KU3HM MalneHToB. Ocodoe
BHUMaHUE yJEJSIETCs MHTHMOMTOpHOU (QopMme reMouianu, a Takke MpuoOpeTeHHON
reMo(UIuK, KOTOpasi MOKET Pa3BUBATHCA MPU OTCYTCTBUU HACJIEICTBEHHOTO aHAMHE3a
U B psJie CIyyaeB OCTAeTCsl HEAMArHOCTUPOBAHHOW Ha YPOBHE MEPBUYHOM MEIMKO-
CaHUTAPHOM MMOMOIILIH.

I'bY IHP «PecnyOnukaHckas HaydHass MEAUITMHCKass OMOIoTekay K 17 anpens —
Bcemupuomy qHI0 remModuiing — moAroToBuiaa oudaunorpaduueckuii 063op. Llens 0630pa
— CHUCTEMaTHU3allMs JTAHHBIX O KJIMHUYECKOW KAapTUHE, IUAarHOCTHKE M COBPEMEHHBIX
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I. HopmaTuBHbIe JOKYMEHTHI U KJIHMHUYECKHE PeKOMEeH 1Al

l. Iemopuimsa : MKB-10: D66, D67 : knunudeckue pekomenpamuu // PyOpuxarop
KIIMHAYECKUX peKoMeHanuii : [cait]. — 2023. — URL: https://cr.minzdrav.gov.ru/preview-cr/127 2.

Knunnueckue pekoMeHganmuu 1o reMo(uianM BKIOYAIOT HH(OpMaIuio o kiaccuduxanuu
3a00J1€BaHUs IO CTETICHHU TSDKECTH, OCHOBAHHOM Ha ompeaesneHnu aktuBHocTh ¢daktopoB VIII u [X. YV
JIMIL, Y KOTOPBIX BO3HUKAIOT MO03PEHUS Ha TeMO(UITHIO, PEKOMEH TyeTCsl TIIATeNIbHbIN cOOp aHaMHe3a,
yzensist oco0oe BHUMaHUE »kajao0aM, CBSI3aHHBIM C IaTOJIOTUSMU KPOBETBOPHOU cUCTEMBI. B ciydasx,
KOI'Zla MMEIOTCSI OCHOBaHHUS IoJlaraThb HaJWYME€ KPOBOTEUYEHHUH B BEPXHUX WM HUKHHUX OTAENax
KEITyJOUHO-KHUIIEYHOIO TPaKTa, LIE€JIeCO00pa3HO BBINOJHEHHE 330(aroracTpoayoIeHOCKONUH W/WIIN
HHAOCKOIUYECKOr0 UCCIIEJOBAHNS TOHKOW MM TOJCTOM KHUIIKU C MIPUMEHEHHEM BUACOKAINCYIbI. s
NAIMEeHTOB, CTPAJAIOUINX TreMoQuiIneld M HMMEIOIUX COMYTCTBYIOUINH XPOHUYECKHH CHHOBHUHT,
IIPEyCMAaTPUBAETCSl HA3HAYCHHWE IPEBEHTHUBHOW 3aMECTUTEIBHOW TEPAIIMH COOTBETCTBYIOIIUM
(dakTOpoM cBepThIBaHUS KpOBH. [lapajuiebHO C 3TUM PEKOMEHAYETCS €KEIHEBHOE BBIMOJIHEHUE
KOMILIEKCa (U3NYECKUX YIPAXKHEHUH, OPUEHTHUPOBAHHBIX HAa MBIIIEYHOE YKPENJIEHUE U COXPAaHEHHE
(YHKIMOHATBLHON MMOJBMKHOCTH TOPAXXEHHOTO CycTaBa. boOJbHBIM remMopuined, y KOTOPBIX
HaOIIOAAI0TCs  JIeTeHEpaTUBHbIE M3MEHEHUS B  ONOPHO-JBUIATEIbHOM  almapare, I0Ka3aHo
IIPOXOKJEHUE  CAHATOPHO-KYPOPTHOTO  JIEYEHUS B  CIELHUAIM3UPOBAHHBIX  YUPEKICHUIX
OpTOIIEINYECKON HAIIPABIEHHOCTH.

2. IlepeyeHb IEKapCTBEHHBIX IMPEMApaTOB, NMPEIHA3HAYCHHBIX I OOCCIICUEHUsS IIHII,
OONMBHBIX reMouiued, MYKOBUCIIUI030M, THUMO(HU3apHBEIM HAHU3MOM, OoJe3Hbpio ['orme,
3JI0KAY€CTBEHHBIMU HOBOOOPA30BAHMSIMHU JTUM(MOHIHON, KPOBETBOPHOW M POACTBEHHBIX UM TKaHEH,
paccestHHbIM ~ CKJIEPO30M, T'€MOJUTHKO-YPEMUUYECKUM CHHIPOMOM, IOHOIIECKUM apTPUTOM C
CUCTEMHBIM HayajaoMm, Mykononucaxapugozom I, II m VI Tunos, ammactuyeckoi aHeMuen
HEYTOYHEHHOM, HacieacTBeHHbIM neduiutom ¢akropoB Il (bubpunorena), VII (mabunbnoro), X
(Crroapra-Ilpayspa), nui mocie TpaHCIUIAHTALIMM OpraHoB U (wid) TkaHed : Pacnopspkenue
[IpaButensctBa Poccuiickori ®eneparuun ot 18 mexabps 2025 r. Ne 3867-p // TAPAHT. PV :
uHpopmannoHHO-IpaBoBoit  mopran. —  URL:  https://www.garant.ru/products/ipo/prime/doc/
413244482/.

Pacnopsoxenuem IpaBurensctBa PO Ne 3867-p ot 18 nexabpst 2025 roxa BBeieH B JeiicTBHE
nepeyeHb MEAMKaMEHTOB, NMPeAHa3HAYEHHBIX JUIs JIMII, CTpajarolux reMopunnuei. JlaHHBINA CIUCOK,
COCTABJICHHBI HAa OCHOBAaHMM JACUCTBYIOUIMX PETYIATOPHBIX HOPM M KIMHMYECKHX IPOTOKOJIOB,
COJICP’KUT JIEKapCTBEHHBIE CPEACTBA, OPHUEHTHPOBAHHBIE HAa BOCIOJHEHHE HeIOCTaTka (haKTOPOB,
OTBEYAIOINX 3a CBEPTHIBAEMOCTh KPOBHU, UTO SIBJISETCS OCHOBOIOJATAIOUIMM TNPUHIMIIOM TEparuu
remodpunuu. B ykazaHHOM JOKyMEHTE NEpeyHCIIEHbl Ha3BaHUS TE€MOCTATUYECKUX CPEACTB H
KOMITOHEHTOB KOAryJIIIUOHHOTO KAaCKa/ia, B TOM YHCJIe: aHTUMHTUOMTOPHBINA KOATYISIHTHBIA KOMIUIEKC,
MOPOKTOKOT alib(ha, HOHAKOT alb(a, OKTOKOT alib(ha, CAMOKTOKOT ayibda, (hakTop CBEPTHIBAHUS KPOBHU
VIII, xoMOMHUPOBAaHHBIA TMpenapar, cojepxamuii ¢axtop cepTbhiBanus kpoBu VIII u dakrop
Buinebpanna, daktop cBepThiBanus kpoBu IX, snrakor anbda (aKTHBUPOBAHHBIN), F3(MOPOKTOKOT
anb(a, a TaKke IMULINU3YMaO.

3. IlepuonepanoHHoe BEACHUE MALMEHTOB C HAPYIICHUSMH CHCTEMBI T€MOCTa3a
MeToAnyYeckue pekoMeHaauuu OOmepoccuiickoil  obmiecTBeHHOW —opraHuzaimu — «Penepanus
aHEeCcTEe3MOJIOTOB M peaHMMarosoroB» U HamuoHanbHON accolMaluy CHEHATMCTOB MO TPOoMOO3aM,
KIIMHUYEeCKoU reMocTasuonioruu u remopeosioruu / U. b. 3a6onorckux, C. B. Cunpkos, A. 1O. bBynanos
[ np.] // BectHuk naTeHcuBHOM Tepanuu uMeHu A. W. CantanoBa. — 2024. — Ne 1. — C. 7-46.

Metoaunueckue pekoMeHaanuu padpadboransl dexepanneil aHECTE3UOIOTOB U PEAHUMATOJIOTOB
Poccun 1 nocssiiieHs NepronepalioHHOMY YIIPABICHUIO MALMEHTaMU, CTPAIal0IIMMU HapYIICHUSIMU
reéMOCTaTUYECKON CUCTEMBI. B OKyMEHTE CHUCTEMAaTH3UPOBaHbI KJIFOUYEBBIE MOMEHTHI, KacarollHecs
IUarHOCTHKH, OLIGHKM W MHTEHCHUBHON Tepamuu Kak BPOXKACHHBIX, TaK W NPUOOPETEHHBIX
KOAaryJonaTuii B IepUOINEpallMOHHOM nepuoje. OcBeleHbl OCHOBOIOJATAIOIINE IOIXOIbl K
MEpPUONEPALIMOHHOMY ~ BEJCHHUIO  MAalMEeHTOB €  JMCCEMUHHUPOBAHHBIM  BHYTPHUCOCYIUCTHIM
CBEPTBIBAaHUEM, II€YCHOYHOM, YPEMHUYECKOM, TpPaBMATHYECKOM M CENTUYECKOM KOaryJonaTHeH.
PaccmoTpensl  mpuoOpeTeHHBIE TPOMOOIMTONCHHH UM TPOMOOIUTONATHH, aHTU(HOCHOTUITHAHBINA
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cuHIpoM, remopunnu A u B, 6one3Hs BunneOpania 1 MHbIE NaTOJIOTHYECKUE COCTOSIHUSA, BIMSIOINE
Ha CBEPTHIBAEMOCTb KpOBHU. [l KaXJAOW W3 IPEICTABICHHBIX PEKOMEHIAUUN YKa3aHbl YPOBEHb
JOCTOBEPHOCTH J0KA3aTEJIbCTB U CTENIEHb YOSAUTEIbHOCTH, YTO IO3BOJISIET OLEHUTh CHITY MMEIOIIUXCS
HAyYHBIX JaHHBIX. PekoMeHganmuu MOATOTOBJIEHBI JKCIEPTaMHU B 00JACTU IMEPHONEPATHTOHHOTO
BEJICHUS TALMECHTOB W TNpPEJHA3HAYEHBbl I Bpadedl aHECTE3MOJOTOB-pPEaHUMATOJIOrOB B KadyeCTBE
MHCTPpYMEHTA MOJJCPKKU IPUHATUS KIMHUYECKUX pemeHui. IIpy 3TOM momdepkuBacTcs, 4TO
OKOHYATEJIBHOE PELICHHE 0 KaKIOMY KOHKPETHOMY CIIy4ar0 OCTAETCs 3a JICUAIlMM BPadOM.

4. MeTtoauyeckue peKOMEHIAINH M0 OKA3aHUIO0 XUPYPTUUECKON MOMOIIH Y TAIUEHTOB C
reModuineii A, MoIy4aronux NpoGUIaKTHYECKYIO TEPAITHIO SMUIIA3yMaOoM : PekoMeHmamm rpymms
skcrieptoB / T. A. Anapeesa, I1. A. Xapxos, H. U. 303ymns [u ap.] // Xupyprus. XKypuan um. H.U.
[Tuporosa. —2024. — Ne 3-2. — C. 3-20.

[TpuBeneHbl PEKOMEHIANN NPU MPOBEACHUHA XUPYPIMUECKUX BMEIIATENbCTB U MHBA3HBHBIX
MaHHUIYJSIOUH y TalMeHTOB ¢ remopmined A, mnoinydarommx smunmusymad. Cpeam KIIFOUeBBIX
MIOJIOKEHUH OTMEUYEHO, YTO IJIAHOBBIE ONEpaluH 1[e1eco00pa3HO Ha3HavYaTh MOCIE 3aBEpLIEHNs Kypca
HayvaJIbHOH 3arpy304HOH /1036 SMHULIM3YMala. B ciryuae sKCTpeHHOro XUpyprudeckoro BMeIaTeabCcTBa
TpeOyeTcsl onepaTuBHAas KOHCYJIbTALUs C FEeMAaTOJIONOM WM CHELUATU3UPOBAHHBIM YUPEXKIECHUEM,
yKa3aHHBIM B MEIUIUHCKOW JOKYMEHTAIMH OOJIbHOTO, Ul ONpEAETCHUS ONTUMAIBbHOM TaKTUKU
nedeHus. [InaHupoBanue pyTHHHBIX XUPYPIUUECKUX BMEIIATENIBCTB MPEANIOYTHTEIBHO OCYIECTBIIATD
B Hayajie paboueil Heslenu U TepBOi MOJIOBUHE JAHA. DTO 00eCeynBaeT MaKCUMaIbHYIO JOCTYITHOCTh
71a00paTOPHON MOANEPKKU M YUUTHIBAET 3arpyKEHHOCTb OaHka KpoBH. llpum BmemaTenbcTBax Ha
opraHax TpyJHOH KJIETKHM M OpIOLIHOM IOJIOCTH MPUOPHUTET IOJDKEH OTHAABATHCS HIOCKOIMHMYECKUM
METOAAaM JOCTylla BBMJIY MX MEHbIIEH MHBazuBHOCTU. Ecim TpeOyercss BBINOJHEHHE HECKOJIBKHX
XUPYPTUUECKUX IPOLEAYP, PEKOMEHIYETCS UX OJHOBPEMEHHOE IIpOBEAcHUE. BeneHue manueHToB
JOJDKHO  OCYILECTBIATHCSA KOMAaHIOM  CIIEHMAIMCTOB, BKIIOYAKOLIEW XUpypra, IemaTosora,
aHEeCTEe3MO0JIOTa-PEaHnMaTONOora, CHelHaIucTa Mo J1adopaTOpHOM TUArHOCTUKE, peabuiuTosiora M
OIIEPAILIMOHHYIO MEIULIUHCKYIO CECTPY.

II. luarnocTuka reMopuinm (BpOKIeHHON U NMPUOOPETEHHOI)

5. IToneraes, A. B. CoBpeMeHHbBIE aClIeKThl AUAarHOCTUKH reModminu A / A. B. Iloneraes,
E. A. Cepéruna, Il. A. XapkxoB // Bompockl reMaroiaoruu/OHKOJOTUA W HMMMYHOINATOJIOTHH B
neauarpuu. — 2024. —T. 23, Ne 1. — C. 200-210.

HccnenyroTest mporpecc B Tepanuu reMopuianu A u pa3padoTKa HHHOBALMOHHBIX MIPENapaToB
JUId  3aMECTUTEIbHOM M He3aMecTUTENbHOM Tepanuu. CyllecTBEHHBIM HEIOCTaTKOM TeKyIleH
3amectuTenbHOM Tepanuu  ¢gakropom VIII (FVII) sBasercs ero orpaHUYeHHBIA TEPHOT
MIOJTyBBIBE/IEHUS, UYTO TPeOYyeT 4acThIX BBEIEHHH, OCOOCHHO y JeTel, HeraTUBHO CKa3bIBasCh HAa MX
KayecTBE JKU3HM M MPHUBEP)KEHHOCTH JeueHuto. IlpencraBneHa wuHpopmanus O CO3JaHUU
pexoMOuHaHTHBIX TpenapaToB FVIII ¢ mponoHrHpoBaHHBIM MEPUOIOM IONYBbIBeAeHUS. JlaHHbIE
pa3paboTKH NpelycMaTPUBAIOT CHUKEHUE YaCTOThl MH(Y3UH, 4TO CIOCOOCTBYET YIyUIIEHUIO KaUuecTBa
KM3HU TIALIMEHTOB TPH COXpaHEHHH Oe3omacHOCTH U 3(h(EeKTUBHOCTH JeueHHs. TeM He MeHee,
MOIUGUIMPOBAHHAS CTPYKTypa 3THX IPENaparoB BIUSAET HAa Pe3yJbTaTbl JJAOOPAaTOPHBIX TECTOB,
UCTIOJBb3YEMBIX JJIsl OLeHKH ypoBHsI akTuBHOCTH FVIII n MoHUTOpHHIra TepaneBTu4eckoro 3Qdexra.
ABTOpBl aHAJTM3UPYIOT aKTyallbHbIE MOAXOJAbl K J1a0OpPaTOpPHOM JHArHOCTHUKE, CPABHUBAIOT
pacxoK1eHUsl MEKIY OJHOCTAAUIHBIM KOAryISIIUOHHBIM U XPOMOTE€HHBIM METOJAMU I Pa3InYHbIX
pekoMOuHaHTHBIX mpenapaTtoB FVIII, a Taxke wccneayroT BO3MOXKHOCTH JIAOOPATOPHOUM CITy>XKObI B
MOHHUTOPHUHTE He()aKTOPHOW U KOMOMHUPOBAHHON Tepanuu reMopuiInu A.

6. Oco0eHHOCTH KJIMHUKO-Ta00paTOPHOM JUAarHOCTHKW PEIKOW KoaryjaomaTuud —
npuobperennoir remodunun / A. A. Cypenkos, E. b. Open, H. U. 3o3yna, B. H. JBupHbik
// Temaronorust u Tpancdyszuonorus. — 2022. — T. 67, Ne 4. — C. 535-550.

AHaIM3UPYIOTCS crelu(pUUecKre acleKThl AMArHOCTUKH MPUOOpEeTeHHON reMO(pUINU — OCTPO
MPOTEKAIOIIEro ayTOMMMYHHOTO PacCTpOicTBa FeMOKOary sinuu. JlaHHOe COCTOsTHHE XapaKTepu3yeTcs
CIOHTAHHBIMHM W/WIM TMOCTTPABMATHUYECKUMH, 3a4acTyIO KH3HEYTPOXKAIOIMIMMU T'eMOpPPAaruueCKUuMHU
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MIPOSIBJICHUSIMU Y MMALIUEHTOB, B AHAMHE3€ KOTOPBIX OTCYTCTBYIOT CBEJICHHUSI O IEPBUYHBIX HAPYIIEHUSIX
remocrtasza. Cpean paccMaTpuBaeMbIX BOIPOCOB OCBEUIAIOTCS TPYAHOCTU UHTEPIIPETAIIUN PE3YIbTATOB
KOaryjiaoJ0rH4eCKUX TECTOB. DTU CJIOKHOCTH OOYCJIOBJIEHBI HEJOCTATOYHON HH(DOPMHPOBAHHOCTHIO
MEAHUIIMHCKOTO MEpPCOHATa OTHOCHUTENIBHO IMPOTOKOJIOB JIA0OPATOPHOM IHUATHOCTHKU W CTPATErHid
MEHE/DKMEHTa nanueHToB. (OTMedaercs OTCYTCTBHE MPSAMON KOPPENSIUU MEXIy JaHHBIMHU
mabopaTOpPHBIX  UCCIEJIOBAaHMA W  KIMHUYECKOW KApTUHOH, 4dYTO OOBSACHSAETCS JUHAMUKON
B3aUMOJICHCTBUS ayTOAHTHUTEN ¢ KoaryisinuoHHbIM (aktopom VIII. TlomuepkuBaercss 3HaYUMOCTh
BBISIBJICHUSI BOJIMAHOYHOT'O AHTUKOATrYJSHTA, IIOCKOJbKY €ro HaJlM4ue MOXKET OCIJIOXKHSAThH
CBOEBPEMEHHOE YCTAaHOBJICHUE IMAarHO3a U MOJITBEPKACHUE 3a00IeBaHMsL.

I1I. CoBpeMeHHBIE OAXO0AbI K TEPANMU reMopuann

7. I'puropnen, K. U. I'emodunust y nereldi — COBpEMEHHBIE TMapaaurMbl JICYCHUS H
npodpunaktuku / K. W. I'puropses, JI. A. XapuronoBa, T. I'. Ilmaxyra // Poccuiickuii BecTHUK
nepuHaTosioruu u neauarpun. — 2023. —T. 68, Ne 3. — C. 107-116.

OcBenieHbl aCMeKThl AMATHOCTHKH, TEPANUU U MPEBEHTHBHBIX MEp MPHU TeMOPUINH y JeTel.
YcranoBieHue amarHoza remModuiamm 0a3upyeTcs Ha KOMIUIEKCHOM aHajiu3e KIMHHYECKOU
CUMIITOMAaTUKN U PC3YJIbTATOB na6opaTopHI>1x HCCHGHOBaHHﬁ. KitroueBnie METOAbI AUATrHOCTHUKHN
BKJTIOYAIOT JICTAIBHBIA COOp aHaMHE3a, OIEHKY KIMHUYECKON KapTHHBI 3a00JICBaHUSI U NPOBEICHHE
crienn(pruIeckux Ja00paTOPHBIX TECTOB. Y HOBOPOXKJICHHBIX M3 TPYIII PUCKA, UMEIOIINX OTATOIEHHBII
CeMEHHBIN aHAMHE3, IMarHOCTHYECKUE MEPOTIPUSATHS MOTYT OBITh HHHIIMUPOBAHBI HETTOCPEICTBEHHO B
POOUIILEHOM JTOMC. cI)yHI[aMeHTOM TCPAINICBTUYCCKOI'0 nmoaxoaa ABJISICTCA 3aMCCTUTCIIbHAA KOPPCKIUA
nedunuta GaxTOpOB CBEpThIBaHUs KpoBH. CTpaTernu JICUCHHs OXBATHIBAIOT IIAHOBOE BBEICHHE
KOHIIGHTPAaTOB (haKTOPOB CBEPTHIBAHUS, NMPUMEHEHHE MPENapaToB MPOJOHTHPOBAHHOTO JEHCTBHS,
AMUIYPATFHYIO TEPANuio, a TaKXKe MOIXOAbl K BEICHHWIO IAIMCHTOB C WHTUOMTOpPHOW (opMoi
32160.HGBaHI/I$I. Baxno OTMCTUTDb, YTO, HCCMOTPSA HAa OTCYTCTBUC HaA TCKYH_[Hﬁ MOMEHT METOA0B ITIOJIHOT'O
M3JICUYEHUS TeMO(UIINH, CYIIECTBYIOT BRICOKOI(D(EKTHUBHBIC CTPATETHH, MTO3BOJISIONINE 00ECTICUnBaTh
KOHTPOJIb HaJl 32a00JIEBAHUEM U MIPEIOTBPALIATH PA3BUTHE KUZHEYTPOKAIOIIUX OCIOKHECHUH.

8. I'emoduaus: posb OTEYECTBEHHBIX MPENApaTOB 3aMECTUTEILHOM TEpanuu B JETCKOM
neuebnoit npaktuke / K. W. I'puropses, T. I'. [Tnaxyra, A. JI. ConosseBa [u np.] // Bpau. —2022. —T. 33,
Ne 4. - C. 43-52.

AHanu3upyeTrcs 3HAYeHME POCCHMCKHMX TMpernapaTtoB s 3aMECTUTENBHOW  Teparuu,
MIPUMEHSIEMbIX B IEIUATPUUYECKON KIIMHUYECKOH NMpaKkTUKe. B 4acTHOCTH, OCBELIAIOTCS TaKHE CPEJICTBA,
Kak MopokTokor anbda (BDDrFVIII), ucnons3yemslii pu JiedeHnn reMopminn A, HOHaKkor anbda
(rFIX) wu onrakor anbda (aktuBupoBanHbii) (rFVIIa). OtaenbHOe BHUMaHHWE —YACHISAECTCS
3(MOpPOKTOKOTY anb(a — pPEeKOMOWHAHTHOW MOJIEKyJe, MpeacTaBistonieii codoii dakrop VIII,
KOHBIOTHpOBaHHbIN ¢ Fc-pparmentom uvemoBeueckoro mMmmyHornooynuHa IgGl. Takoit mexanmsm
JEUCTBUSL TO3BOJIICT KOPPEKTHPOBATH TMPOSBICHHUS TE€MOPPArMYecKOro CHHApPOMa, a TaKkke
MpeloTBpalaTh ¥ KOHTPOJMPOBATh  3MU30Jbl  KpoBoTeueHui. IloaTBepikaeHa  BbICOKas
TeparneBTHYecKas 3PPEKTUBHOCTh POCCHICKUX NPEnapaToB U UX HU3KUNA MMMYHOTCHHBIN OTEHIIMA.
Tak, B X071 paHIOMU3UPOBAHHOTO KOHTPOJIUPYEMOTO MHOTOLIEHTPOBOT'O KJIMHUYECKOTO UCCIIeI0BaHUS
II-1IT ¢a3br OBLIO MPOAEMOHCTPUPOBAHO, YTO MOPOKTOKOT anb(a B ao3upoBke 25-35 ME/kr npu
JICYEHUN Pa3BUBAIOUINXCA KPOBOTEUEHUN «IIO0 TpeOOBAHMIO» MOKa3ajl COMOCTaBUMYIO C IMpenapaTom
cpaBHeHHs 3()()EKTUBHOCTH MpPH TOJHOM OTCYTCTBHM HEXKeJaTelbHbIX peakuuil. Habmromenue 3a
MalUeHTaMu ¢ Tshkesnon ¢opmoit remodrinu A mocie BBeaeHus npenapara «OKTodakTop» BBIIBUIO
OTCYTCTBHE CIOHTAHHBIX KpOBOT€YeHMH B TeueHue 48-72 yacoB y 80% mnanueHTOB, IpU 3TOM
CPEAHEr0/I0BOE KOJIMYECTBO KPOBOTEUEHHI cocTaBWiIo 1,5 anm3ona.

9. IIpumenenne >munmzymada y nerei ¢ remopmineit A 6e3 HHTHOUTOPOB B PeAbHOM
kimandeckoi npaktuke / I1. A. Xapkos, K. A. Boponun, /[. b. ®nopunckuii [u ap.] // Bompocb
reMaTOoJIOTMH/OHKOJIOTUH U UMMYHoTaTonoruu B nepuatpun. — 2023. — T. 22, Ne 4. — C. 96-101.

[IpencraBnena oreHka MNpakTHIECKOW AS(PQPEeKTUBHOCTH W 0OE30MaCHOCTH MPEBEHTUBHOTO
MCTIOJIb30BAaHUS AMHUIM3YMaba y IOHBIX MAIlMEHTOB ¢ HEKOMIEHCHPOBAaHHOU (hopmoil remodummu A.
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HccnenoBatenn oCylmeCTBUWIA PETPOCIEKTUBHBIM aHAIU3 MEIUIMHCKHX 3aluceil AeTed, KOTOPhIM
Ha3HAYaJICsAd AMUIM3yMa0d B JEBSATH KIMHHYECKUX YdpexaeHusx Poccun. Bbuin mpoaHanu3uMpOBaHBI
CIIEyIOIIMe TOKAa3aTelu: CPEJAHEro/IoBas 4YacTOTa SIMU30J0B KPOBOTEUEHHIl, a TaKXKe YacTHBIC
WHJIMKATOPBl: YacTOTa CIOHTAHHBIX KPOBOTEUEHUMN, CYCTaBHBIX KPOBOTEUEHUNW M KPOBOTECUEHUH,
MoTpeOOBaBIINX JIOMOJHUTEILHOTO BBelMeHUs KoHleHTpata (akropa VIII. Taxxe mnpoBoamioch
CpaBHEHHE KOJMYECTBA CTAlIMOHAPHBIX OOPAIICHUH 110 TOBOIY KYITHPOBAHUS KPOBOTCUCHHI /10 U MTOCIIe
Tepanmuu HMHUIM3YMaOOM, a Takke (UKCHPOBAINUCH JIOOblE HEXKeNIaTelbHbIe SBICHUS W HUX
BBIPOXXEHHOCTh B XOJ€ JieUeHHs. B pe3ynbTare NpHUMEHEHUs SMUIM3yMada HalOI01a1o0ch
CYLIECTBEHHOE CHMI)KEHUE YacTOThl KpoBoTedeHHil. [Ipu cpaBHeHMHM aHHYalIM3UPOBAHHBIX YaCTOT
KPOBOTEUYEHHH Y MAI[MEHTOB, MOJIy4aBIIUX NMpoduiakTHueckue nHdy3un smunuzymada B 103UpoBKe 3
MT/KT KaXaple ABE Heaenu U 1,5 MI/Kr eXeHeAeNnbHO, CTATUCTUYECKH 3HAYUMBIC Pa3lIndyus HE ObUIH
BBISIBJICHBI. ABTOpPBI KOHCTAaTUPYIOT, YTO SMHIM3YMal JAEMOHCTPUPYET BBICOKYIO TEpareBTHYECKYIO
LIEHHOCTh ¥ TIPUEMIIEMBbIH PO MIIb 0€30IaCHOCTH Y I€TeH, CTpaJaloIuX TsHKEIoH (hopmoii reMopuinnn
A, HE3aBUCUMO OT HAJTM4US UHTHOUTOPOB.

10. OnbIT npuMeHeHHs 3(QMOpPOKTOKOra anmbda y AeTell W IMOAPOCTKOB: KIMHHYECKHUE
nabmonenus / T. A. AuapeeBa, B. 1O. [lerpos, B. H. Korcrantunosa [u np.] // lleguatpust umenn I'. H.
Cnepanckoro. —2022. —T. 101, Ne 5. — C. 144-149.

PaccmoTpens! pe3ynbTaThl IpUMEHEHUS Ipernapara 3QMOpOKTOKOr anb(ha y IBYX MalUEHTOB,
CTpajalouMx TreMopuiauel A TSDKEIOH M YMEpPeHHOH creneHM TspkecTH. s ompeneneHus
ONTUMAJILHOTO PEKMMA TEPAITUH U OLICHKH €€ Pe3yIbTaTUBHOCTHU CHEIMATNCTaMU Obljla OCYIIECTBIICHA
nepcoHaNbHast (hapMaKOKWHETHYECKas OIIEHKA MaIMeHTOB. VccrnemoBaHuEe BBISBHIIO CIEIYIOIINE
KJIIOUEBbIE MOMEHTBHI: y 16-JeTHero mnarueHTa Mepuoj IOJyBbIBEAEHUS 3(PMOpOKTOKOra anbda
cocraBun 24,25 gaca, a ocraTouHas akTHUBHOCTH (haktopa VIII mepen mocienyromuM BBeICHUEM
nocrurana 7,4%. [1pu atom, Gonee 81% BpeMeHU B TeUEHUE HEENIM OTMEYaIach aKTUBHOCTh (pakTopa
VIII Beie 15%. ¥V 7-nerHero namueHTa Nepuoj NOJYBBIBEAEHUS Ipenapara coctaBui 12,75 yaca,
MUHUMaJbHasi ocTaToyHas akTUBHOCTH (akTopa VIII —2,1%. B TeueHue Henenu akTUBHOCTD (hakTopa
VIII y atoro nauuenta npesbiimana 3% B 86% cinyyaeB. OTMeuyaeTcsi BO3MOXKHOCTh CHHXKEHHS 4YaCTOThI
nH(py3ul ¢ Tpex 0 ABYX pa3 B HEJEINIO, YTO SIBJIAETCA 3HAYMMbIM PEUMYIIECTBOM JIs JAHHOM IPYIIIBI
MalMEeHTOB.

1. Kapkos, I1. A. DapMakoKHHETUYECKHE TTaApaMETPhI TPUMEHEHHUSI CHMOKTOKOTA anbda y
nereit ¢ remopunneit A 6e3 HHTMOUTOPOB B peasibHOM KinHu4eckoi mpaktuke / I1. A. XKapxkos, /1. b.
®nopunckuii, E. O. [lumnep / Bonpockl reMaTonorui/OHKOJIOTHHA 1 UMMYHOTIATOJIOTHH B TIEIMATPHUH.
—2024.-T. 23, Ne 1. - C. 86-91.

[IpoBeieH pETPOCNEKTUBHBIA aHAIW3 JAaHHBIX MEAMIIMHCKON JOKYMEHTAIlMh JIEeTe ¢
reMouiueil A, MoiydaBIIMX CHUMOKTOKOr aib(da B OJHOM IIEHTpe Ha Teppuropuu Poccuiickoi
Oenepanun. HekoTopweie pe3ynabTaThl HCCIENOBaHMs: y OosbIIMHCTBA marueHToB 1 ME/kr
CHUMOKTOKOTa aib(a IpUBOANI K MOBBIIICHUIO aKTUBHOCTH (hakTopa 6osee ueM Ha 1%, MakcCUMaIbHbIE
3HaueHus coctaBwiu 1,7%, Muaumanbusle — 0,82%. YeTblpe manueHTa Molyvdaid aJeKBaTHYIO 103y
koHIeHTpara (akrtopa (43-50 ME/kr), onun pebeHOKk — HemocTtarounyio o3y (22 ME/kr), u Tpu
nanueHTa — Bbicokue 10361 (60 ME/kr, 71 ME/xr u 95 ME/kr) cumokTokora ambda. Memuana
cOaTaHCUPOBAaHHOTO PACYETHOTO Tepuoja MOoJyBbIBeneHHs ¢akTopa coctaBuiaa 11,75 u. Meanana
cOamaHCUPOBAHHOTO pacyeTa BpEMEHU A0 JOCTHXKEeHHs marueHToM aktuBHocTH 5% (0,05 ME/mn) —
53,54, 2% (0,02 ME/mn) — 71,5 4, 1% (0,01 ME/mit) — 82,5 4. ABTOpBI Ie/Ial0T BBIBOJ, YTO CHMOKTOKOT
anbha MokeT 3PPEeKTUBHO MPUMEHATHCSA Y JA€Te ¢ reModuiueii A B KauecTBe MPOOHUIAKTHIECKOTO
IpernapaTa B PeKUME Uepe3 JIeHb IS TOCTHKEHUS BBICOKOM OCTaTOYHOM aKTMBHOCTHU (HE MeHee 5%)
WM Yepe3 JeHb Ha TPETHHl JJisi CHUKEHMsI KOJIMYEeCTBa MHBEKIMH Ha (pOHE OCTaTOUYHOI aKTUBHOCTU
¢axropa VIII e menee 1%.

12. IlepBblii COBpeMEHHBIN POCCUUCKUH MTpenapar Imia3MaTHIecKoro pakTopa CBepThIBaHUS
kpoBu VIII  (Dititormasm): pe3ynbTaThl  KIMHHYECKOTO  HCCIIEAOBAaHUS  (apMaKOKUHETUKH,
addextuBHoctn u GezomacHoctu. / B. FO. 3openko, A. [I. Maxmynosa, E. 3. lunnep [u ap.]
// Tematonorus u Tpancdysuonorus. — 2024. — T. 69, Ne 4. — C. 451-462.




[IpencraBieHO KOMIUIEKCHOE HCCIIEIOBAaHUE OTEYECTBEHHOIO Mpenapara «IUTOILIa3my,
HaIpaBJICHHOE Ha OLIEHKY ero 3(PPEeKTUBHOCTH, O€30IaCHOCTH, UMMYHOTEHHOCTH U (hapMaKOKUHETHKH.
[Ipenapat ucnonb30Bajcs B pexkuMe NMpohUIakKTHIECKOro JICUSHHs ¢ YacTOTOU 2-3 pas3a B HECNIO Ha
MPOTSKEHUHM 6 MeECSIEeB, a TaKkKe JJIs1 KyNHPOBaHUS AMHU30/10B KPOBOTEUEHUN. AHAIN3 PE3yIbTaTOB
BBISIBUI CJIETYIOLME KIIFOUEBBIE TOKA3aTENIN: OTCYTCTBHE 3apErUCTPUPOBAHHBIX KPOBOTEUEHHUN Y 75,9%
naueHToB. Tepamus KpOBOTEUEHHMH OKas3aiach YCIEIIHOM ¢ mepBoro BBeaeHUs y 92,3% OOIbHBIX.
OtmeueHo, uto cmycTs 48-72 yaca mocje BBEACHHUS IMperapaTra, OCTaTOYHAs aKTUBHOCTH (hakTopa
ceepThiBaHus kKpoBU VIII y Bcex 3aBepIIMBIINX UCCIIEI0BAHUE YYACTHUKOB IIOIIEPKUBAIACh HA YPOBHE
He wMeHee 1%. HaGmromanmace oOHamexMBarOmas JUHAMHUKA aAKTHBUPOBAHHOTO YaCTHUYHOTO
TPOMOOIIJIACTUHOBOTO BPEMEHH, CTAaOMJIBHO COXpaHSBIIasCs Ha TMPOTSDKEHUH BCEro Mepuoia
Habmoaenus. He Ob110 3aMKCUPOBAHO CIIy4aeB CephE3HBIX HEXKEIaTeIbHbBIX SBICHUH, alJIeprHUeCKUX
peakuui, a Takke TPOMOOTHYECKUX U TPOMOOIMOOIUYECKHX OCIOKHEHUH. ABTOPBI MCCIEIOBAHUS
OPUXOJAT K 3aKIIOUEHHIO, YTO «DUTOIIa3M» JAEMOHCTPUPYET BBICOKYIO A3(P(PEKTUBHOCTh Kak B
npoduiakTUKe U JICYEHWU KPOBOTEUEHHUH, TaK M MpPU MPOBEICHUHU OIEPATUBHBIX BMEIIATEIbCTB,
BKJIIOYast OOLIMPHBIE XUPYPTHUECKUE TPOLIEAYPHI.

13. JAmutpueB, B. B. Peaxuii cnydaii aHaduUIaKTHYECKOW pEAKIMM HAa BBEICHUE
IUTa3MEHHOTO ¥ peKOMOMHAHTHOTO (akTopa cBepThiBaHus KpoBu VIII y pebenka c Tskenoit popmoit
remopunuu A / B. B. Imutpues, M. I'. Haymosuu, E. B. JImutpuer // Oukorematonorus. — 2022. —
T. 17, Ne 2. — C. 36-42.

Onucan ciydail pa3BUTHS aHAPUIAKTUYECKOTO MI0KA Ha BBEJIEHHE PEKOMOMHAHTHOTO (pakTopa
cBeprbiBaHus KpoBu VIII  4-ro mokoneHus, MPOU3BEAEHHOIO IOCPEACTBOM  TEXHOJIOTUU
pekomOunanTtHoi JIHK B reHeTrmyeckn monuduImpoBaHHBIX KJIETKaX Me3oHe]poca uernoBeKa,
cuMokTokora anbda. UYepes 3-4 Hemenum mocie pa3BUTHS aHA(UIAKTUYECKOTO IIIOKAa Ha
pekoMOMHaHTHBIN (DakTOop cBepThiBaHus KpoBH VIII yemoBeka 4-ro mOKOJICHHS, TIPU OTPUIIATEIIHHOM
BHYTpUKOXHOU mpobde ©Ha pdFVIIL npyroro mnpousBoauTens, ObUIa MpOBENEHA MPOLEAypa
necencuomnmmzanuu kK pdFVII, He comepkameMy CIeIOBBIX KOJHWYECTB O€lka B KadecTBE
cTabunm3aTopa W MOJBEPTHYTOMY TEXHOJOTHW BUPYCHHAKTUBAIMU, HE HAPYIIAIOUIEH CTPYKTYpPY
¢dakTopa VIII u ero cmoco6HOCTH CBsA3BIBAaTHCS ¢ (pakTopoMm (hoH BumneOpanaa. [Tocne nmpoBeneHHOM
IpOIelyphl JIeCEHCUOMIN3aMN OblIa BO300OHOBJIEHA BTOPUYHAS NPOQPHIAKTHKA KPOBOTCUEHUS C
ucnionszoBanueMm pdFVIII; Bcero mocne necencuOunm3anuu umesno mecto 113 gueit BBeneHus. Yepes
50 venenb, Ha 114-it nens BBenenus pdFVIIL, y nanrienTa BHOBb BO3HUKIIA aHA(DHUIAKTHUECKAs PEAKIIUS.
JlanHO€ 00OCTOSTENLCTBO OMPEIENNIO TOKa3aHUs JJid IepeBojia Ha BTOPUYHYIO MNPOQPHUIAKTUKY
KPOBOTEUCHHH JIEKAPCTBEHHBIM CPEJCTBOM 3MULM3YMal, 3aMeIalonuM (YHKIIUIO OTCYTCTBYIOIIETO
(dakTopa cBepTeiBaHus kKpoBu VIII.

IV. Uuruduropuas ¢gopma remopuinmn

14. JAmutpues, E. B. ®axTtopsl pHcKa TMOSBICHUS MATOJIOIMYECKHMX WHIHOMTOPOB
CBEpThIBaHUSA y neTel ¢ Tspkenoit remodunueit A / E. B. Imutpues, A. B. JlroOymkun // Bonpock
reMaTOJIOTMH/OHKOJIOTUH ¥ UMMYHOIIATOI0ruu B nexuatpun. — 2023. — T. 22, Ne 3. — C. 58-64.

PaccmoTtpens! (hakTopbl, ClIOCOOCTBYIONINE PA3BUTHIO HHTUOUTOPOB CBEPTHIBAHUS Y MALIUEHTOB
c Tsokenoi ¢opMoil remoduaMM A, paHee HE IMONMYYaBIIMX JICUEHUS. YCTAaHOBIEHO, YTO OOImas
KyMYJIITUBHAs 4yacToTa 0O0pa3oBaHWs MHTUOMTOPOB Yy MAIMEHTOB, HE MOJIYYaBIIUX 3aMECTUTEIbHYIO
Tepanuio, cocraBmwia 31,0 + 5,6%. IlpumeHnenue ogHoro M TOro ke KoHIeHTpara daxrtopa VIII,
HAa3HAYEHHOTO0 C TMepHoJa HOBOPOXKICHHOCTH, BKJIOYass MNpopUIaKTHUYECKOE  BBEICHUE,
acCOIIMMPOBAJIIOCH CO CHUKEHUEM YaCTOThI pa3BUTUS HHTUOUTOPOB /10 21,3 + 8,5%. D10 3HaUMTENHHO
HUXKe 1nokasarens B 45,2 + 7,8%, nabnto1aeMoro y naiyeHToB, oay4yaBInx npemnapats! pakropa VIII
pa3nuyHBIX npousBoauTeneld. Bozpact nepsoro BBeneHus koHuentpara ¢pakropa VIII (no 1 rona nim
CTapiie) He OKa3ajl CTaTUCTUYECKH 3HAUYMMOTO BIUSHUA Ha (GopmupoBanue WHruouTopoB (log-rank-
tect, p = 0,746). Takxke He BBIBICHO KOPPEISILUH MEXKAY MOSBICHHEM MHTHOUTOPOB U BO3PACTOM
JTUArHOCTUKHU TeMO(InK, UCXOMHON akTHBHOCTBIO (pakTopa VIII, cooTHOmEHeM aKTUBUPOBAHHOTO
YaCTUYHOTO TPOMOOIUIACTUHOBOTO BPEMEHHU MAIMEeHTa M KOHTPOJBHOTO 3HAYEHUS, WU TOKa3aTesIeM




BoccTaHOBJIeHUs1 (yHkiuu (daktopa. OCHOBHBIM (DaKTOpPOM pHCKAa pPa3BUTHS HWHTHOUTOPOB
CBEpTHIBaHUS MPH BBeAeHUU npenapatoB gaxktopa VIII BeisiBiensl Myranuu B reHe FS§.

15.  JAmurtpuen, E. B. Meaununckas npoduiakTika HHTHOUTOPHON (GopMbl remopuianu A
y MalueHTOB U3 rpynmbl Beicokoro pucka / E. B. lmutpues, A. B. JlioOymkun // 'emaTonorus.
Tpancdysuonorus. Boctounas EBpona. — 2024. — T. 10, Ne 3. — C. 296-305.

Onenena H>(QQPEKTUBHOCTb METOJAa NPOPHIAKTUKA BO3ZHHUKHOBEHHUS  IAaTOJIOTUYECKUX
MHTHOWTOPOB CBEPTHIBAHMS Yy MAIlMEHTOB C TsDKeIol reModumiaueid A U3 TPYNIbl BBICOKOTO
TFEeHETUYECKOr0 pucka. B mccienoBaHue BKIIOYEHBI 89 Majlb4yMKOB, COCTOSBIIMX HA JUCHAHCEPHOM
ydere Mo NoBoay reMopminu A Tspkeaol creneHu. Meto npouiIakTHKY [Tl TAllUEeHTOB U3 TPYIIIbI
BBICOKOT'O PHCKa C HYJEBBIMH MYTAlMsIMH 3aKJII0YaeTCs BO BBEIEHUHU IUIA3MEHHOIO KOHIIEHTpaTa
¢axropa VIII B noze 10-15 ME/kr 1 pa3 B Henemo Ha npotsikeHnu nepsbix 19 venens. C 20-i o 50-10
Henento BBeaeHue dakrtopa VIII ocymectBusercs B noze 25-30 ME/kr 1 pa3 B Hegemo. Y CcTaHOBIECHO,
YTO KyMYJISITUBHAs YacTOTa BO3HUKHOBEHMsS HWHTUOMTOpoB B rpymme u3 10 gerelt BBICOKOTO
reHetTudeckoro pucka cocrasuina 11,2+10,4%. KymynsaTuBHas yacTtoTra MOSBIEHHS MATOJIOTMYECKHUX
MHTUOUTOPOB CBEPTHIBAHMS CPEH 35 MALMEHTOB, MOIYYaBIINX MPO(PUIAKTHKY HUHTHOUTOPHOU (hOPMBI
0e3 yuéra TeHEeTHYecKoro pucka, coctaBmwia 15,9+7,7%. Cpeau 21 wmanbuuka, MOIy4aBIIEro
KoHIeHTpar ¢akropa cepThiBaHus VIII (KOCK VII) B pexume OCTaHOBKM KPOBOTECUCHHMS,
MHTHOUTOPBI 3aperUCTPUPOBAHbl ¢ KyMYJIsATHBHOM vactoToi 43,7+11,8%. OTmeueHo, 4To BO3pact
BbIsBJICHMS TeModunuu u Bo3pact nepBoro BeeaeHust KOCK VIII (1o unu nmocnie 1 roga) He OKa3bIBaIH
CYUIECTBEHHOTO BIUSHUS HA BOSHUKHOBEHHE NHTMOUTOPOB CBEPTHIBAHUSI.

16. OnbIT 1npoBeAcHUS UHAYKIMM HMMYHHOH  TOJIEPAHTHOCTH  IJ1a3MaTHYECKUM
KoHIIeHTpaToM (hakTopa ceepthiBanus VIII ¢ BeicokuM conmeprkanuem akropa BumneOpanga y pebenka
¢ uaruoutopHoit ¢opmoit remopmiuu A / I1. A. XKapkos, /I. B. denoposa, E. I1. Epera [u ap.]
// Bompockl reMaToIOrHH/OHKOJIOTHH U UMMYHOIIATOJI0TuU B nieguatpun. — 2022, — T. 21, Ne 2. — C.
122-126.

[IpuBenen npuMep JeUeHUS MadbuuKa S5 JeT, y Kotoporo Tutp uaruoutopa k FVIII coctasmsin
0,52 BE/mn, ucropuueckuii nuk mHruouropa — 28 BE/min. UHAYKIMIO MMMYHHOW TOJEPAaHTHOCTH
(MUT) nauanu uepe3 3,5 roga mocie nepBoro ooHapykenust uaruouropa. MAT Obuta HayaTa B pesxxume
100 ME/xr/cyt o FVIII B cooTBeTcTBHU € TpoTOKOIOM, TpeaoxkeHHbM United Kingdom Haemophilia
Centre Doctors’ Organisation (UKHCDO). Tutp uaruéuropa mossicuics 10 5,5 BE/mn na 10-i nens u
ctan orpunarenbHbM Ha 25-i geap MUT. AxtuBaocts FVIII > 1% Oputa mocturHyra Ha 25-i 1eHb
tepanuu.  [lanmeHT  mpekpaTwin — NPOPWIAKTUKY — LIYHTUPYIOIUM  mpemapatoM.  OpHako
¢dapmakokuneruka FVIII emie He BepHYy1ach K HOPMaJIbHBIM [TOKa3aTeNsAM, U HaMEeHT mpoaosnkut MUT
C Ha4yaJIbHOI /103011 KOHIIeHTpaTa. bbliia mpoBeieHa MOBTOPHAS OLIEHKA MapaMeTpoB (hapMaKOKUHETHUKU
FVIII na 120-#, 270-#1 u 300-i1 qau oT Hayana Tepanuy. IITMKoBbIi ypoBEHb, IEPHO]I TIOTYBBIBEACHUS U
aktuBHOCTH FVIII yepe3 24 4 mocne BBeneHUS MpenapaTa MOCTENEHHO YBEIMYMBAIUCH C TEYEHUEM
Bpemenn. Ha 300-ii 1eHp nepruoa moayBeIBEJCHHS OBLT Bee elie MeHblne 7 9 (6 1), aktuBHOCTH FVIII
yepe3 24 4 oT BBeneHUs yxe coctaBisuia 12,6%. Takum oOpa3zom, malyeHT Hayald CHMXKEHUE J103bI
(mepBoHavaIbHO J103a ObUTa cHIKEeHA 10 75 EJI/kr 1 pa3 B cyTku). HexenaTenbHbIX SBICHUIA B TEUCHUE
1 roga Tepanuu He HaOmoganoch. C 423-ro aHSA ManWeHT OBLT MEepeBe/ieH Ha MPOPUIAKTHYECKOE
BBEJICHHE KOHILIEHTpaTa B pexxume 50 ME/Kr uepes JieHb.

V. KiimHu4eckue BapuaHThbl reModuann

17. Oco0eHHOCTH KIMHUYECKOTO TeueHus u tepanuu remodunuu B / H. U. 303y, T. A.
Amnppeesa, [1. A. XKapkos, B. B. Bnosun // Bonpocbkl remaTo0run/oHKOJI0OTMA 1 UMMYHOIIATOJIOTHH B
nenuarpun. — 2024. — T. 23, Ne 1. — C. 192-199.

[Ipoananu3upoBaHbl acleKThl MaToreHe3a M KIMHUYECKOW KapTuHbl remodunnu B. Jluna,
cTpanaomue remodrmimeir B, TpeOyrOT NpPEeBEeHTHMBHOW Tepamuu JUisi MHUHMMH3AlUA  pPHUCKa
reMOpparudecKux IMpPOSBICHUM WM pa3BUTUSA apTponarui. JledeHue NaHHOW KaTEropuu IALHUEHTOB
CONPSDKEHO C  PSOM  HEYPEryJIUMPOBAaHHBIX BOMPOCOB. (OTMEYEHO, 4YTO CHEKTP AOCTYIHBIX
TEpareBTUUECKUX CPEACTB Uil reMopminu B 3HAUYUTENHHO yCTymaeT TaKOBOMY IPH TeMopuiuu A.
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CnenoBatenbHO, pa3palOoTKa M BHEIPEHHE HOBBIX JIEKAPCTBEHHBIX MPENapaTtoB Uil KOPPEKLUU
nepunura ¢akropa IX mpuoOperaroT CyIIECTBEHHOE NMPAKTHYECKOE 3HAYCHHUE I MEIUITMHCKUX
PabOTHUKOB M HEMOCPEACTBEHHO MAallMeHTOB. CTaThsl CONEPIKUT CBEACHMSI O MEXaHU3Max pa3BUTUA U
KIMHUYECKUX 0COOEHHOCTSIX remoduianu B, a Takke ocBemiaer Hanbosee MEPCIEKTUBHBIC CTPATETUN
JICYEHHUs TaHHOTO 3a00JIeBaHuUs, K KOTOPBIM OTHOCSITCSI MHHOBAIIMOHHBIE PEKOMOMHAHTHBIE MOJIEKYJIbI
FIX, pebGamancupyromas Tepamnusi U TeHHas WHXeHepus. J(OMOJIHUTENBHO B paboOTe OIpeesieHbI
KJIMHUYEeCKHEe U Ja0OpaTOpHbIE MapKepbl, CBUICTENHCTBYIONIME O HEOOXOIUMOCTH H3MEHEHHUS
TEpareBTUYECKOr0 MOJAX0Aa y MalueHToB ¢ remoduiuueii B. IlpuBeneHsl KIMHUYECKUE MPUMEPHI
nepexo/ia Ha MPUMEHEHHUE TIPOJIOHTUPOBaHHBIX (popm mpemnaparoB FIX.

18. Ilpuodperennass rtemodmwims A B peadsXx COBPEMEHHOHW MEIUIIMHBI:  OTIBIT
knuHuYeckoi mpaktuku / A. A. Anmesa, E. B. lBanosa, E. H. [lonoBunkuna [u np.] / BectHuk
COBPEMEHHOM KJIMHUYECKOM MenuiuHbl. — 2024, — T. 17, Beim. 3. — C. 88-93.

Uccnenyercs mpuobpereHnast popma reMopuinnu A — TsHKEIOe HapyIICHHE CBEPTHIBAEMOCTH
KPOBH, OCHOBHBIM 3THOJIOTHYECKHM (DaKTOPOM KOTOPOTO SIBISIETCS ayTOMMMYHHBIH nponiecc. [lanHoe
COCTOSIHUE TIPOSIBIIIETCSI TEMOPPArvyecKHUM CHHIPOMOM Ppa3IMYHOW CTENEeHU BBIPAKEHHOCTH Y
MAalMEHTOB, HE WMEIONMX OTATOIIEHHOM HACIEACTBEHHOCTH WJIM JIMYHOW HMCTOPHU KPOBOTEUEHHH.
[IpencraBieHo KIMHUYECKOE OMHMCAHUE Cllydas MPHOOpeTeHHOW remMopuinnn A Ge3 COmyTCTBYIOIIEH
MaTOJIOTHH, B aHaMHE3¢ KOTOPOro (PUKCHUPOBAIOCH JIMIIb MPOIOIDKUTEIBHOE TTOCIEPOIOBOE MATOYHOE
KpoBoTeueHHe. lIpu3Haku ayTOMMMYHHBIX 3a00JIeBaHUI MJIM 3JI0KQUECTBEHHBIX HOBOOOpPA30BaHMM
orcyTcTBOoBaNH. ChenaH BBIBOJ, YTO CBOEBPEMEHHAs JAMArHOCTHKA MPHOOPETeHHOW reModuanu A u
aJIeKBaTHOE TEPANEeBTUYECKOE BMEIIATEIbCTBO, BKIIIOYAIOIIEE 3aMECTUTENIBHYIO TEpamnuio |
UMMYHOCYIIPECCUBHYIO KOPPEKIIHIO, TIO3BOJIMIIN JIOCTUYh PEMUCCHU T€MOPPArundeckoro CHHIPOMA U
AJIMMUHALMN UHTHOUTOPOB K (hakTopy VIII.

19. AuekceeBa, C. A. I[lpunoOperenHas remMopuians y MAlMEHTKH C CUCTEMHOM KpacHOU
BOJTYAHKOU: omucanue knuaudeckoro Haomoaenus / C. A. AnekceeBa, H. W. 303yns, T. M. PemeTtHsik
// Hayuno-npaktudeckast peemartosiorusi. — 2025. — T. 63, Ne 3. — C. 318-323.

Omnwucan ciydait npuoOpeTeHHON reMO(HIINY, IPOSBUBIICHCS FeMOpParnieCKUM CHHAPOMOM Y
MAIMEHTKHU ¢ CUCTEMHOM KpacHOM BoTYaHKONH. OCOOCHHOCTH HAOMIOCHUS : TEMOPPArunIeCKUi CHHAPOM
BO3HUK dYepe3 2 HEAENI IOC]Ee BBIIUCKA M3 POAJOMA, MOCJIE HEOCIOKHEHHBIX POJIOB; IOSBICHHE
naruouTopa FVIII coBnano ¢ BeIsIBIIEHHEM BOJTYaHOYHOTO aHTUKOATYJISIHTA; TUArHO3 MPUOOPETCHHON
reMopuInu ObUT 3amoJ03peH JHUIIb Yepe3 3 HEeAeIH I0Ciie BO3HUKHOBEHHSI TeMOPpParndeckoro
CUH/IpOMa, KOTJia yke ObLIH MPOBEACHB MHOTOUYHCIICHHBIE ONIEPAaTHBHbBIE BMEUIATENbCTBA; IPOBOIUMAS
TpaHC(y3HMOHHAsl TEpanmusl CBEXE3aMOPOKEHHOW IIa3MOM M KPHOMPELUUIHUTATOM CIIOCOOCTBOBAIA
HapacTaHUI0 TUTPa HHTUOUTOpA, MOCKOJIbKY MpU MPUOOpETEHHOW TeMO(UINH MPOTHBOMOKA3aHO
BBenleHUE TpaHc(hy3noHHBIX cpen, conepxkamux FVIIL. CnenaH BBIBOI O BO3MOXKHOCTH COYETAHHS
MpUOOpPETEHHON reMOGUINU U CUCTEMHON KpacHOW BomyaHkH. OQHAKO OJHOBPEMEHHOE BBISBICHHUE
BOJIYaHOYHOro aHTuKoaryiasHta u aHturen K FVIII — penkoe ssienue. 110 naHHBIM €BpONEWCKOTO
perucrpa, cUcTeMHasi KpacHas BoyiyaHKa Obuia BbIsBieHa Jumb y 5(1%) w3 501 maunmenTta c
npuobperenHoi remodunueil. [ToquepkHyra HEOOXOIUMOCTD TU(HEPEHIINATBLHON AUaTHOCTUKU TIPU
MOJAO3PEHUH Ha TPUOOPETCHHYI0 TeMOQUINI0, OCOOCHHO Yy TAIMEHTOB C ayTOMMMYHHBIMHU
3a00JIeBaHUSIMHU.

CocTaBuTeb: Houenko E. T'.

OTBETCTBEHHBIH 32 BBIMYCK: JlagBuHCckas A. A.




