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KntoueBble onpeaenHug

OnpepeneHue remochunum A

[emodunmna — aTo cuensieHHoe C X-XPOMOCOMOW BPOXAEeHHOe HapyLLUeHWe nrasMeHHOoro remocrasa, BO3HUKatroLlee B
pesynestate gedpuumnta nnm otcytcTeusa dpaktopa ceeptbiBaHna kposu VI (FVIII) - remodomnua A nnu daktopa
ceepTbiBaHUsA Kposu IX (FIX) - remodounusa B

ATNonorna n natoreHes 3aboneBaHunA

[emodunnna nepegaetcs no X-cuenseHHoOMY peueccuBHomy nyTu HacrnegosaHus. [NpumepHo y 70% 605bHbIX MMEETCS
NOSTIOXKUTESbHBIN CEMENHbBIN aHaMHe3 o 3aboneBaHuto. [NpruyunHON reMmounun ABNSATCA MyTauuKn reHa, Kogmpyrowme
FVIII (Xg28), nnun reHa, kogupytrowero FIX (Xg27). B 30— 35% cny4yaeB BO3MOXHbI criopagnyeckue mytauum 6es
Hann4ynsi cCEMeENHOro aHamHesa 3aboneBaHus

AnmnaemMmmonorua. PacnpoctpaHeHHOCTb remodunum B o6Lem nonynauum coctaenset 1:10 000 HaceneHus.
femocbmnusa A (F'A) BcTpeyaetca vyawe, Yem remodounua B (IFB), n coctaensietr 80—85% obLuero ymicna crnyyaes.
[Mogasnatowee 60MbMHCTBO 6OSbHBLIX rEeMOUINEN — MYXXUYUHDI.
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Knaccudpunkauma tsaxxkectn remodounmm A

Knaccudgumkauma remounum no creneHn TaXXKeCctTn ocHoBaHa Ha onpeaeneHumn aktuBHoctu FVIII m FIX

Popma AKTUBHOCTb KnuHnyeckue nposiBneHus
FVIII/FIX (Hopma
50-150%)

Tsapkenas <1%

[e6toT 3ab6oneBaHns B paHHEM [AETCKOM BO3pacTe: peLmanBupyoLLMii reMopparm4eckuini CUHOPOM

c . npenMmyecTtBeHHO remMmaTtoMHOro Tuna (I'Ipel/lMyLIJ,eCTBeHHO CNOHTAaHHbIE KpOBOTe‘-IeHVIFI)
penHei

TAXECTU

1-5%

Jlerkag >5% KpOBOTequI/IFI BO3HUKAOT Mnocrie TpaBmMm Unn npun nposegeHnMn MHBa3nBHbIX BMELLATENbCTB

?5 Okono 60-70% Bcex AMarHOCTMPOBaHHLIX CryYaeB reModuUnnM CoCTaBNaIT TsKenble opMbl 3aGonesaHuns,
== /115 KOTOPbIX XapakTepHbl CMIOHTaHHbIE reMopparnyeckme ann3onbl (MpPeuMyLLLECTBEHHO reMapTpOo3bl U reMaToMbl
MSTKUX TKaHEeW pasnuyHbIX nokanusauun).
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KnnHnyeckne nposBneHna reMmoounmm

Tunn4yHble
« 70-90 %
emapTpo3bl KPYMHbLIX CYyCTaBOB
femaTOMbI (KPOBOM3NMUAHUA B
MbILWLUbI/MArK1Me TKaHw) * 20-40 %
KpoBoTeueHUsi U3 CAN3UCTBLIX
(HocoBble, AecHeBbIe, NTYHOUYKOBbLIE) * 10%
FemaTypum e 5-10 %
KnsHeyrpoxatorue
B LUHC, B XXKT, B obnactu wewu/ropna, . 504

3a0pHOLLIMHHbIE FreMaTOMbl
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Ona Taxenoun hopmMbl remopunum
XapaKTepHO MnosiBrieHne
remMopparm4eckoro cMHgpoma Ha
nepBOM roay XusHu ¢ Ha4yana
aKTUBHOIO nepuoga y pebeHka

Femodomnua cpegHen TaKecTn
MMEET CXOAHbIE NPOSIBNEHNUS.
lNepBble NpuU3HaKKU, Kak NpaBuno,
pasBMBaloOTCA nocre roaa.
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JTabopaTopHble AnarHocTUYeckne nccneaoBaHus

MaumeHTam c nogo3peHnem Ha remochunuio, a Takxke nauueHTam ¢ BepucpmumnpoBaHHOM

remochunven

°  peKoMeHOoBaHO BbIMOJIHEHME KoaryrorpaMmMbl (OpUEHTUPOBOYHOMO UCCreaoBaHUS CUCTEMbI reMocTasa), ¢
06s13aTenNbHbIM BKIMIOYEHNEM CIieayoLLINX NapaMeTpoB: akTUBMPOBaHHOE YacTUYHOE TPOMBONNacTUHOBOE BPeEMS

(AYTB), onpeneneHne NPOTPOMOUHOBOro (TPOMOOMNNACTUHOBOIO) BPEMEHMU B KpOBY UNK B Nasme,

onpeaeneHne TPOMOMHOBOIO BPEeMEHU B KpOBU, UccrenoBaHve YPOBHSA (hMbpUHOreHa B kposu Ans
KOHTPOIMSA COCTOSAHNA CBEPThIBaIOLLEN CUCTEMbI KPOBY

[Npu BbIABNEeHUU nsonuposBaHHoro yanuHeHusa A4YTB

* nccrenoBaHue KpoBu Ans ANAarHOCTUKU BPOXAEeHHOro aeduunta paktopoB CBEepPTbIBaHUA,
BKrovatollee onpeaeneHne aktueHoctu paktopa VIl B cbiBopoTke kKpoBU, onpeaeneHne akTUBHOCTU
dakTopa IX B chiBOpoTKE KpOBU, onpeaeneHune aktusHoctTy dpakTopa Xl B cbiBOpoTKe KpOBU, onpeaeneHme
aktuBHocTu (pakTopa Xll B cbiBOpOTKE KPOBU, UCccneaoBaHe aKTUBHOCTU U CBOUCTB hakTopa
BunnebpaHpa B kposu, nccrnenosaHve aHTUureHa cdpakropa BunnebpaHaa
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JTabopaTopHada gMarHocTuKa Ans naumMeHToB, Nony4arLmnx aMmumaymab

Ona nayuMeHTOB, NONyYarwWmx IMMUM3ymab, npu onpeaenenHmn aktueHoctn FVIII
n Tntpa nurnbmutopa FVIIlI pekomeHayeTcs ncnonb3oBaTb XPOMOreHHbIW MeTof C
OblubuUMMK haKTOpaMu KPOBMU.

Pe3ynbrathl ogHOCcTaaMnMHOro metoaa onpegeneHna A4TB y nauneHTos,
nosiyyarowmx aMmmum3ymab, oyayT UCKaXKeHbl 13-3a Toro, 4to B otnmyne ot FVIII
aMuumnsymab He TpebyeT akTnBauum TpoOMOMHOM Anst CBA3U € cybcTpatamu. Kak

cneacTene, Bce TeCThbl, OCHOBaHHbIe HAa A4YTB, Bknovyasa ogHOCTaAUNHbLIN
aHanu3 aktuBHocTtu FVIIl n onpepgeneHune Tutpa uHrMbutopa metoaom betesaa
OyayT AaBaTb UCKaXEHHbIe pe3ynbTaTthl.

OTO HeOHXOOMMO YYUTbIBATb MPU Ha3HaAYeHUN U UHTeprnpeTauumn pe3ynbLTaToB
nabopaTopHbIX TECTOB Yy NaUMEeHTOB, NOJy4YarLWnX aMMUM3yMab, n Tex, KoMy
npenapar obinn OTMeHeH MeHee 6 mecsaueB TOMY Ha3a[g
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OnpeneneHne akTUBHOCTU MHIMOUTOPOB K pakTopy

Knaccudmkauma MHrMoMTopoB:

Tutp nHrmbuTopa < 5 BE NHIMBUTOP B HU3KOM TUTPE (HMU3KopearnpyoLwmnn)

Tutp nHrmbutopa = 5 bE NHI1MOGUTOP B BLICOKOM TUTPE (BbICOKOpEarnpyroLLnn)

Y naumeHTOB, nony4varowmx npodunakTuky aMmmumsymabom, ansa onpeneneHuns Tutpa
nHrméuTopos k FVIII cneagyet ncnonb3oBatb XPOMOreHHbIN MeToA € OblYybUMUK haKkTopamMmu
KpoBMW.

||§\\\

KnuHuyeckne pekomeHpaumm "T'emocunus”, 2023. OnekTpoHHbIM pecypc. URL: https://cr.minzdrav.gov.ru/recomend/127_2, pata poctyna 06.2023



https://cr.minzdrav.gov.ru/recomend/127_2

[MlokasaHua ans npoBeneHnd NOCTOAHHON I'IpOCbMJ'I&KTW—IGCKOVI 3aMeCcTUTESTbHON Tepannn

doakTopamm ceepTbiBaHUA Kposu (BO2BD no ATX knaccudukaumn)

*  TAXenaa dopma remocpunumn

* cpepHeTsaxenasa coopma remodunun Npu pasBuTUN XoTA 6bI 0O4HOIro aNM3oAa remapTpo3a UNu
BblpaXXeHHbIX reMopparn4yeckmx NposiBrieHUM Opyron fnokanmsauum

° MnauueHTaM Cc aKTUBHOCTbLIO (hakTopa 25% NocTosiHHOE UK ANuTenbHoe npodunakTuyeckoe
rneyeHne HeobxoaAMMO NMpu NOBTOPHLIX KPOBOUINUAHUSAX B CyCcTaBbl, NOSIBNIEHUM NPU3HAKOB
CMHOBUUTA UMK apTPoONaTUKN, BblpaKeHHbIX FreMOpparn4yeckux NposiBNeHusiX, TpeobyroLWwmx 4acTbIX
BBeAeHUN (paKTOPOB CBEPTbIBAHUSA KPOBW.

HenoctaTtouyHaa 3acdppeKTMBHOCTb NpOoMdnnakTu4eCKon 3aMmecTUTesribHOU Tepanuu:
oonee 2-x ANN30A0B CMOHTAHHbLIX reMapTpPo30B B roa, rnodaBrieHnA nNpm3HakoB XpOHNYECKOIO
CMHOBUUTA UIN nporpeccunpoBaHnmn aptTponatnn, BOSHMKHOBEHUA XN3HEYTPOXaLWNX KpOBOTeHeHMVI.

||§\\\
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[TpodmnakTnyeckas Tepanuga

Heobxoanmoe ycrnoBue coxpaHeHUA (pn3MYeCKOro M NCUXOSIOrM4ecKoro 3A0poBbA NaLUEHTOB C
TAXENON U cpeaHeTsKesion remounmen

*  [MpodhunakTuka 3aknoyaeTcsa B CMCTeMaTUY4ECKOM NPUMEHEHUN haKTOPOB CBEPTLIBAHNA KPOBU UM aMULM3ymaba
(mocnegHWn TOMbKO AN NauneHToB € Tshkernon doopmon remopunum A) ¢ Lenbro npegoTBpalleHuns
KpOBOTEYEeHUN N pa3BUTUSA reMounnyeckon apTponaTuu.

- MpodunakTnyeckan Tepanusi, KOTopas Ha4MHaeTCA NpPU OTCYTCTBUU NMPU3HAKOB NOBPEXAEHUA CYCTaBOB, [0
TPexneTHero Bo3pacrta 1, XoTs Obl, 10 BTOPOro anvM3oaa remapTpo3a Ha3biBaeTcsl NepBUYHOM.

NepBuYyHaa npodunakTuka asnaetTcsa Hanoonee acpcpeKTMBHON ANA NpeaoTBpaLLEeHUA NOPaAXKEeHUS
ONMopHO-ABUraTesibHOro annapara.

- MpodmnakTuyeckas Tepanus He YCTPaHSET Y)Ke pa3BMBLLUEECS NOBPEXAEHNEe CyCTaBa, HO YyMEeHbLUaeT 4acToTy
KPOBOTEYEHUN U MOXET 3amMeasinTb NPOorpeccupoBaHue apTponaTum M yny4vylnuTb Ka4eCTBO XU3HMU.

- Bcem naumeHTam c Tsxkenown doopmoin remocpunumn u/unu ¢ TxXenbIM KNMHUYEeCKUM oeHOTUNOM 3aboneBaHus
peKkoMeHA0BaHO NnpoBeAeHne NnepBUYHON NPOMUNAKTUKU C LieNbio NpeaoTBpaLLeHns pasBuUTus
reMmodunmnM4eckon aptTponaTtum n MHBanMan3aumMm nauueHToB
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3MI/ILI,I/I3yM86 npencTtaBiideT cobon 6VICI'I9LI,I/IC*)I/I‘-IHO€ r'ymaHm3mpoBaHHOE MOHOKITOHAJIbHOEE

aHTUTeno, cBA3blBatoLLee aktmsmpoBaHHbIN FIX ¢ FX 1 BocnonHsawowee doyHKUMN
aktuBupoBaHHoro FVIII

- Ha peicteue amuumsymaba He BnuseT KoHueHTpauusa FVIIl n Hanu4yune
MHruounTopa « FViil.

* PewweHne Bonpoca O NTPUMEeHEHUU 3MVIL|,VI3YMa6a npMHNMaeTCH neyvyauwmm

BPaA4YOM c y4eTOM OONOSTHUTENbHbIX CbaKTOpOB (BeHO3HOFO AoCTyna, KIMHN4YeCKOro Te4eHuns
3aboneBaHud, HaNU4u4 aptponatnn, KOMniiaeHTHOCTU n KOMOp6l/ID,HOCTI/I I'IaLl,l/IeHTa).

* Bo3moxHo NPpUMeHeHune y naumueHToB noodoro BO3pacCTa.
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IMnun3ymad ansa nauueHToB ¢ Taxernon doopmon remopunum A n nauneHTam c

MHIMOUTOPHOM dbopmon remodounnun A

* PekomeHOoBaHO npoBeAeHue
npodnnakTM4ecKoro rie4eHusa aMmMUnM3ymabom:

Hepensa 1-4 Hepens 5+
* HarpysoydHada gosa 3,0 mr/kr maccbl Tena

1,9 mMr/kr pas B Heflenio
OAMH pa3 B Heagesiko B Te4eHune nepBbix 4- 3 Mr/Kr
X Hegelb,
i 1 pas 3 mr/kr pas B 2 Hepenn
° 3ateM 1,5 Mr/Kr OAOMH pa3 B Hegesnko 1Uin B HE[lENto
6 mr/kr pa3 B 4 Hegenu

3,0 mr/kr 1 pa3 B 2 Hegenu, unun 6,0 Mmr/kr 1
NHbekuus

* dMuumsymab BBOAMUTCA NMOAKOXKHO, BbIOOP bekuns (] B BEPXHIOW

MecTa ANs UHbEKUUN CneayeT orpaHuynTb B 06MaCTb _ | B HacTb finesa

pEKOMEHOOBaHHbIMKU y4acTkamu: 0bracTb XUBOTA, KNBOTA \U N

BEPXHASA YaCTb HAPY>XHOW NMOBEPXHOCTU nsieva u U /

6enpo NHbekums

AP B befpo \

pa3 B YeTbipe Heaern.
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AT y naumeHTOB C TsaXXenowu remodunnen A

* MauyuneHTtam ¢ nHrmomtopHoun copmou INA so Bpems UAT ona npodunaktukm

remopparmdeckoro cuHapoma Bo Bpemst MNT pekomeHaoBaHo MPUMeEHeHe amMuLm3lymaba B
CTaHOAPTHLIX peXxnumax

- B cny4yae ucnonb3oBaHua amuunsymaba npu nposeaeHun UUT nosbl n pexxumbl BBEAEHUS

KOHLIeHTpaToB dhakTopa cBepTbiBaHusA Kposu VIII AOSMKHbI ObITb U3MeHeHbl: 50-100 ME/kr ¢
BBeAEeHMEM 3 pasa B Hedent, Unu Yepes AeHb, U exeqHEBHO B 3aBUCUMOCTM OT TUTPa UHrmMbutopa.
B cepusx knnmHuveckux HabnogeHnn nauueHTos, nony4datowmnx MAT Ha dooHe npoaormkaroLencs
NpPOodMIaKTUKN AMULM3YMAOOM NOBbILLEHUST pUCKa MODOYHLIX /UMM TPOMBOTUYECKNX ABITEHNN HE
3aperucTpmpoBaHo

- PekomeHaoBaHO nauueHTam ¢ UHrMontopHou chopmom NA npekpatnte UAT m
nepeBeCcTU NaULMEHTa Ha Tepanuio npenapaTtamMu LWYHTUPYIOLWEro AencTBua Unm

3IMUMUM3YMaOOM, Npu OTCYTCTBMU TEHAEHLUMN K CHUKEHUIO MHIMOMTOpAa B Te4eHnn 12 Mecsaues oT
Hayarna BbICOKO4O3HOW Tepanuu
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OnepaTuBHOE rie4yeHne

+ MaumeHTam, nonyvawowum npoduriaKkTmyeckoe riedyeHne aMMUnN3ymadbom, pekoMeHa0BaHo
npoBoanTb Noboe ornepaTUuBHOE BMeLUATeSIbCTBO UMW MHBA3NBHYO npoleaypy 6e3 OTMEeHb
npenaparta ¢ npuMeHeHUeM CTaHOapTHbIX A03 dpakTopa ceepThiBaHMs kposu VI

 Onsa nauneHTtoB ¢ M'A, OCITO)KHEHHOW MHIMOMUTOPaMU U NOMyYarLWUX 3IMMLN3yMab,
npenapaTtom BbiOopa ABNAeTCcA anTakor anbga (aKTMBMPOBaHHbIU) B CTaHAAPTHLIX
Ao3ax.

* [Mpn HEOBXOAMMOCTM Ha3HaYeHNss aHTUMHIMOUTOPHOrO KoaryrissHTHOro KomMrrekca
HavyanbHaga Oo3a He AOoMKHa npeBbiwaTtb 50 EA/Kr, n cyTouHasa ao3a He AOJKHa
npeBbiwatb 100 Ea/kr
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OcTaHOBKa KPOBOTEYEHMUSA Y NALUMEHTOB C TAXernon goopmoun ['A, nonyyarowmx

aMunumsymaob

[na naynMeHToB € TAXKENOU HEMHITMOUTOPHOU hopmMon remodmnumn A, nony4varoLmx aMmmunsymab

*  PekomeHgoBaHO NpUMEHATL AOMNONMHUTENBLHO dpakTop cBepThiBaHMA KpoBu VIlI/okTokor anbda, MOpOKTOKOr anbga,
CUMOKTOKOT anbda (paktop ceepThiBaHMS KpoBu VIII yenosevecknin pekoMObUHaHTHLIN), TYPOKTOKOr anbda B
CTaHOapPTHbIX 403UPOBKax B 3@aBMCMMOCTU OT floKannsauum KpoBoTEYEHUS

[ns nauMeHToB ¢ MHFIMBUTOPHOMN chopMom remopunmm A, nony4varoLnx AMNLU3ymad

» [lpenapaTomM nepBoun NUHUM ONA KYNMPOBaHUS KPOBOTEYEHNA ABNSETCH anTakor anbda (akTMBUMPOBaHHbIN) B
CTaHOapTHbIX 4o3ax. ANTakor anbda (akTMBNMpoBaHHbIN) Ha3HavaeTca B Ao3e 90—120 mkr/kr kaxable 2 — 4 yaca ao
OCTaHOBKW KPOBOTEYEHUS.

*  AHTUMHIMBUTOPHBIN KOArynaHTHLIM KOMMMEKC Ha3HavaeTcs kaxable 12- 24 yaca. HavyanbHas gosa
aHTUNHIMOUTOPHOrO KoarynsaHTHOro KoMnnekca He AormkHa npeBblwaTtb 50 Ea/kr, n cytouHas gosa He JormkHa
npesbiwatb 100 Ea/kr
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BakunHauus

MauymeHTbI ¢ remodnnmen MoryT 6bITb BaKUMHUPOBaHbIl. OCOGEHHO BaXXHO NpoBeaeHne
BaKLMHaUMMOT renatuTa B.

* [lpn BakunHaumn NpegnoyYyTeHne otgaeTcd oparibHOMYy UM NOAKOXHOMY BBeAEHUIO
npenaparta, no cpaBHEHUO C BHYTPUMbILLEYHbIM UM BHYTPUKOXXHbIM.

- Ecnu ona gaHHOW BaKUMHbI AOCTYNEH TONIbKO BHYTPUMbILLIEYHbIN NYTb BBeAEHUS,

Heobxoanma 3aMecTUTENIbHaA Tepanua Ana npenoTBpaleHus pa3sBUTUA reMaToMbl. B atom
crnyyae 3aMecTUTENbHYI0 Tepanuio NPOBOAAT HakaHyHe BakuuHauun. B aeHb BakumMHauum BBegeHue
npenapara He pekoMeHayeTcs..

* Y naumeHTOB nony4yarowmux aMmunu3ymao, oononHUTenbLHoe BBeAeHMe npenaparoB
FVII/MLWO nepea BakuuHaumen He Tpeodyetca*

 Henb3sA npoBoAuUTb BaKuMHaUUnO BO BpeMA KPpOBOTE4YEeHUHs.
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[MpuHUMNBI OpraHn3aunuM NOMOLLM NauneHTam ¢ remounmen

« MapaHTUpoBaHHOEe becnepedbonHoe obecnevyeHne

+ ¢pakTopamu ceepTbiBaHUsA KpoBu VIl n FIX, dpaktopom ceepTbiBaHus kposu VIl + doaktop
BunnebpaHaa, oKToOKOrom anbda, MOPOKTOKOrom aribda, CUMOKTOKOrom anbda (daktop
cBepTbiBaHUS KpoBu VIl yenoBevecknn pekoMOMHAHTHbLIW), HOHAKOrom asribga, JTIOHOKTOKOroMm
anbda, TYPOKTOKOrom arnbda, apMOPOKTOKOromM anbda, pypuoKToOKOrom anbda naros,
anbyTpeneHoHaKorom anbga

° 3IMULUM3YMaObOM Yy NaLNEHTOB C HEOCSIO)KHEHHOW reMmodonnnen
nnu

° 3IMMuUM3ymabom, npenaparamu WYHTUPYIOLEro AENCTBUS, Y NALUMEHTOB C UHIMOUTOPHOM
doopmoun remodounun A

KnuHuyeckne pekomeHpaumm "T'emocunus”, 2023. OnekTpoHHbIM pecypc. URL: https://cr.minzdrav.gov.ru/recomend/127_2, pata poctyna 06.2023



https://cr.minzdrav.gov.ru/recomend/127_2

Ccblnka Ha KnmHn4eckne pekomMeHaaunnm

Ol

Elss

I- II.

s
MMMMMMMMMMMM
AAAAAAAAAAAAAAA
POCCUMCKOM @EQEPALINM

FTEMOOUNIINA

KITMHUYECKUE PEKOMEH ALY

2023



https://cr.minzdrav.gov.ru/recomend/127_2

NHCTPYKUMA MO MeAULIMHCKOMY NPUMEHEHUIO NpenapaTa aMuumM3ymab

YTOObI 03HAKOMUTBLCSA C MHCTPYKLUMEN MO MEAULIMHCKOMY NPUMEHEHUIO NpenapaTa
aMmunumnadymab, otckanmpymte QR-kog nnvm nepenguTte No Cebifike:
https://www.roche.ru/ru/produkty/katalog/Hemlibra.html

Ecnu Bam TpebyeTca pacnedaTaHHasa akTyanbHasi MHCTPYKUKS, CBSXKUTECH C HAMU
no TenedoHny +7 (495) 229-29-99, n Mbl NPULLIEM UHCTPYKLNIO NO yKazaHHOMY Bamu

agpecy.
AO «Pow-MockBa» [aHHasa npe3eHTauus noarotoneHa npu nogaepxke AO "Polu-Mocksa”
107031, Poccus, r. Mockea, Tpy6bHas nnowagp, oom 2 MHdbopmaLums npegHasHadeHa TOMNbKo Anst MeaULMHCKUX pabOTHUKOB
MomewteHue |, atax 1, komHaTa 42, MOK «["anepesa HernvHHas» MHeHune nekTopa MOXeT He coBnagaTb ¢ no3munen AO "Pow-Mocksa

Ten.: +7 (495) 229-29-99
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