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B pasHbIx cTpaHax EBponbl cunbHo pacxoastcsd. Mbl ctpemunuch k paspaboTtke
NMpPaKTUYEeCKMX NMPUHLMMNOB MO YXOAy C Lienblo cTaHgaptusaumm yxogda 3a X[OI3 B
€BPONENCKMX LEHTPax MO JIeYEHWI0 reModunum 1 B LEHTPax KOMMNEKCHOTO
neyenus (LJ/LKIT).

Metogbl: B pamkax npouecca CcoBMecTHOW pa3paboTku, KOTOPOMY
cogencTeoBana EBponeiickas accoupaumsa remodunuM 1 COonyTCTBYHOLLMUX
pacCcTPOWNCTB, COCTOSANMUCH YETbiIpe MHOronpoUIbHbIE BCTPEYM C NOCTaBLLMKaMM
mMegnumHekmx yenyr (MMY), obnapatowmmn onbitom yxoga 3a XAM3, a takke
npeactasutensamu EBponenckoro KOHCOpLiMyma reMmodunum Npy KOHCynbTaumax
C nauneHTaMu v nocTaBLLMKaMn MEANLMHCKNX YCIYT B €BPOMNENCcKOM coobLuecTse
remocpunum. [Ona CBepkuM MO3MUMIA  co3gaTenu Tawke obpawanucb K

COOTBEeTCTBYHOLWMM MEONLNHCKUM obulecTBam 3a npegenamu Esponebl.

Pe3ynbTatbi: Mbl pa3pabotanu gecaTtb NnpuHUMNOB no yxoay 3a XXAI'3, koTtopble
noavepkMBatoT BaXXHOCTb n npenmyLlecTsa LleHTPan1M30BaHHOrO,
MHOFOMpPOUIbLHOr0, KOMMIEKCHOTO M OPUEHTMPOBAHHOIO Ha CeMblo Moaxoda K
oKasaHuto nomolun XXAM3 1 HabnoaeHUo 33 HUMM Ha BCEX 3Tanax XXU3HU. OTu
NPVHLMNBI MO yXOA4y aKLEHTUPYIOT BaXXHOCTb PABHOFO AOCTYMNa U Ka4eCTBEHHOIO
yxoga Ansi Bcex nuu, ctpagatowmx 3, BHe 3aBucumocTu oT nona. Cgoro
noaaepXkky Bblpasvno 6omblioe KONMYeCcTBO MeOMLUMHCKMX O06LecTB 3a
npeaenavu Eeponbi.

3akntoueHusn: [ecsate npuHuunoB no yxody 3a XXAI3 sBnsioTcs pesynbtatom
LUMKINYHOrO Mpouecca, B KOTOPOM MPUHUMANM yyacTue 3auHTepecOBaHHbIe
CTOPOHbI, NPV NOAAEPXKKE COOTBETCTBYIOLUMX MUPOBBLIX MEOWULIMHCKMX OOLLECTB.
HacToswme npvHUMNbI NO yxXo4y MOryT MOCAYXWUTb OCHOBOW NPW OUArHOCTUKE U
KOMMMeKkcHoM HabntoaeHun 3a KO3, a Takke ynyylwnTb OCBEOOMIIEHHOCTb 00
YHUKAINbHbIX CIOXHOCTAX, C KOTOPbIMM UM MPUXOAMTCA cTankmBaTbCs. OHu
npegnaratoT mogens Anga LIJT/LUKIT npu okazaHum paBHoro yxoaa ans scex KO3,
Kak B COOCTBEHHbIX, Tak M B APYrMX MEOUUMHCKMX YyypexaeHuax. Llenbto
OCYLLIECTBIIEHNS HACTOSALLMX MPUHLMINOB SABMSIETCA OKa3aHWe MONoXKUTENbHOMO

BO34€ENCTBUA HA 340poBbe, Bnarononyyne u ka4ecTso xusHu XKOr3.

KIKOYEBbLIE CJTOBA
remopparmyeckoe 3abonesaHue, OGWIIbHOE MEHCTPyanbHOe KpPOBOTEYEHWE, MOCIIepOaoBOe
KPOBOTEYEHWE U PENPOAYKLMS, 6EPEMEHHOCTb, MPUHLMBLI MO YXOAbI, XEHLLMUHbI




BAH I AJIEH (VAN GALEN) U [IP.

Haemophilia WILEY | s

1 | BCTYNJIEHUE

Yxop 3a nuuamm ¢ '3, B LieHTpe BHMMaHMWS KOTOPOro M3HavarnbHo Obinn
MY>X4MHBI, CTpafatoLLme reModunmeil, co BpEMEHeM CTarn oxXBaTbiBaTb
LLIMPOKUIA CNEKTP PacCTPONCTB, Takux kak 6onesHb oH Bunnebpanaa,
pedko  BCTpevawwmincs — aeduuut  ¢akTopos, HapyLueHns
TPOMGOLMTOB 1 Apyrue peakue remopparudeckue 3abonesaHus. 1o
03HavaeT, 4To Bce Bonblue XEHLUMH U 4EBOYEK C reMopparmieckumm
3aboneBaHUsMU MOTyT MOMyYNTb AYArHo3 U HeoBGXoaMMOoe NeyeHue.
3BonoumMst yxoa CTaBWUT CMOXHbIE 3a4a4un Kak nepes nauueHTamu,
Tak U nepea LEHTpaMu MO feYeHUtlo remodunuu u LeHTpamu
komnnekcHoro nedenus (LUT/LKI). Ona mHoxecTBa YHMKanbHbIX
CNOXHOCTEN, ¢ koTopbiMu cTankusatoTcsa XKAM3, B HacTosiwee Bpems
pelleHusi npegnaratoTcs He Bo Bcex LIJT/LIKIT.

B cpegHem y ogHOW M3 NSATU XKeHWWH, obpaljatomxes K
rMHeKornory ¢ xanobamu Ha 0bunNbLHOe MEHCTPyanbHOe KPOBOTEHEHUE,
'3 sBnseTcs nepBoONpuuMHHLIM 3abonesaHuem.>> Tem He MeHee,
HepocTaToyHas AuarHocTvka r3 ocTaetcs KpaviHe
pacnpoCcTpaHeHHbIM SIBNIEHWEM, a CPEAHSAS 3afepxKa B MOCTAHOBKE
OvarHosa AN KeHWWH W aesodek coctasnser 8—16 ner.’®
BbisiBrieHMe HocuTenei reMounuu SIBMSIETCS  HeOOCTaTOYHbIM,
reHeTM4yeckne WCCrnefoBaHUsi 3a4acTylo MPOBOASITCS C Orno3gaHveM
(cpepHuin Bospact coctaBnset 30 net), a 31 % >XEHWWH He
NoA03pEeBaloT, YTO SBNSKTCA HOCUTENSIMU, HECMOTPS Ha M3BECTHLIN
ceMeiiHbIn aHamHes.”® HaobopoT, cpeawn HocuTeneit remodpunum (HI),
BKIMOYEHHbIX B 6a3y [aHHbIX, CTATyC HOCUTENst C MaTepUHCKOM
CTOPOHbI Bbin ycTaHoBNEH B 94 % cnyyaeB 6epeMeHHOCTM [0 3a4aTus,
4YTO NOAYEPKUBAET BAXXHOCTb BbISIBNEHUS U pervctpaumv XKAOr3.°

JeyveHne XOI3 oo cux siBNSieTCA HEAOCTATOYHbIM, @ HbIHELLHWUIA
NoaXoA4 K TaKTUKE TNeYeHWss npu  podax He CHUXaeT puck
nocnepoaoBoro HecmoTps Ha  [OCTYNHOCTb
cneuunanusnposaHHoro yxoaa B LIT/LKII, cebiwe 70 % 6epemeHHbIX
HI" He 6binu HanpasneHsl B LT go ponos.® 2 UsBecTHo, uto HI Gonee

KpoBOTEYEeHUA.

NoABEPXEHb! CMOHTAHHOMY KPOBOTEYEHWUIO W MOBLILLEHHOMY PUCKY
ONUTENBHOO KPOBOTEYEHMSI NMOCTIe XMPYPrMYeckoro BMeLlaTenbeTBa,
yoaneHusi 3y6oB, TOH3unnakTomun. Bce 910 ykasbiBaeT Ha
He[oCTaTOYHOCTb NPEBEHTUBHBIX Mep. 41> OBUNbHOE MEHCTPYanbHoe
kpoBoTeyeHne (OMK) siBnsietcs Gonbluoi Npobrnemon, Ha KOTopyto
perynsipHo xanytotca XAI3, ctpapawowme pasnuyHbiMmM opmamm
'3, npenaATcTBYOWMMWU  HOpManbHOW  XM3HW.  Heobxogumo
YCOBEPLLEHCTBOBATb TAKTUKY NEYEHUS!, YETKO OCHOBAHHYIO Ha OnbiTe
KOra.e-e

Momnumo  cusmyeckoro  3gopoBbss 3 MoryT  okasbiBaTb
oTpuuaTenbHoe BO3AENCTBME HA COLManbHYlO aKTUBHOCTb W
cekcyarsbHble OTHOWeEeHUs. [uarHo3 '3 MoXeT B 3Ha4MTENbHOW Mepe
noBnusATL Ha pelueHne XXOM3 saBoauTb AeTei.'® Takve XeHLMHbI
Yalle PUCKYIOT CTONKHYTbCS C MCUXONOrMYeckuMmn npobnemamu B
CBSA3M C CUMMTOMaMM U/VMN MOBLILLIEHHBLIM PUCKOM 51t CBOMX AeTeil.'?
OTkpbITbIM pasroBop 06 OMK ¢ meanuuHckumn pabotHukammn (MP) n
Aaxe GnMUsKUMKU UYrieHaMn CemMbM 4acTo 3aTPYOHSIOT npeapaccynku,
CBsI3aHHbIE C MEHCTpyauusaMu.* AKTMBHOe BoBredeHve MP, yaenexue
BHYMaHWSi COMyTCTBYIOLMM NCUXONOrMyeckum npobnemam sBRsHOTCS
HeobXxoAMMbIMM MepamMu A4S yryJlleHust yxoaa 3a XOr3.17.20.2%

Llenblo HacToswero MHOronpogubHOrO COBMECTHOIO NpoekTa
sBnsieTca paspaboTka eBpOMENCKMX MPUHLMMIOB No yxoay 3a XAI3,
KOTOpble MOrnu Gbl NOCMYXWUTb TOYKOM OTcYeTa Mpv AUarHOCTUKE U

KOMMNMEKCHOM neyeHun, a Takke ocHoBow ansa LITT/LIKIN B okazaHuu
paBHoro yxopa ans Bcex XKAI3, kak B COGCTBEHHbIX, TaK U B APYrux
MEOULMHCKUX YUPEXaeHUsIX.

2 | METOAbI

HacTosime npuHLMnbI Mo yxoay SIBMsiOTCA COBMECTHON UHULMATUBOM
MHOronpogunbHoN paboyel rpynnbl, NOCBSLLEHHON XeHLMHam 1 M3,
EBponeickoi  accoumaumn  remounMmM M COMYTCTBYHOLUMX
paccTpovicte (EAHAD) n EBponeickoro koHcopuuyma remodunum
(EHC). TMpouecc coBmecTHOM pa3paboTKM COCTOSAN M3 YeTblpex
MHOronpodunbHbIX BCTPEY C MNOCTaBLUMKAMU MEOULMHCKUX YCryr
(MMY), obnagatowmx onbiToM yxoga 3a XAM3, a Takke
npeactasuTensmun naumeHtos npu EHC npu koHcynbTaumsx ¢ 6onee
LUMPOKUM Kpyrom naumeHtoB un MMY B eBponerickom coobLuectse
remocounun (Puc. 1). MpuHumnbl no yxogy paspaboTaHbl C uenbko
[OOMONHEHUs] U YCOBEPLUEHCTBOBAHUS CYLLECTBYIOLLEN KIMMHUYECKOW
npaktvkn B LINT/LIKI n obecneveHnst onTumanbHOro kayectsa yxoaa
3a KOI3, Bkniovyas BOBreYeHMe nauumeHToB B 3TOT npouecc. Mol
CTPEMWUNUCL K TOMY, 4TOObl 3asiBMEHUSI U TEKCTbl 3asBNEHUn Oblnu
BCErga akTyanbHbIMW, MaKCUMarnbHO HEAUCKPUMUHALMOHHBIMK 1
npeanaranu 6bl YeTkne pekoMeHZauuu Anst KIMHUYECKON NpaKTUKu
LUT/LUKDN Bo BCem mupe.
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NOCBSALLEHHbIN PaspaGoTka

3TOMY UHTEpHeT- OKOHYaTeNbHbIX

cemuHap NPUHLMMOB Mo yxoAy

PUC.1 Cxema coBmecTHOI pa3paboTku npuHumnoB no yxody 3a XXOIr3. CokpaiieHust: MY — npuHumnsl No yxoay;
EAHAD — EBponelickast accoumaumsi remounim n comyTcTByOLMX paccTpoiicTs; EHC — EBponeickuii koHcopuuym remodunum; EAHAD 2021

— OHnawiH-koHdepeHuna EAHAD B 2021 r.

B cocTtaB MHoronpocunbHOM €eBpOonewckon rpynnbl BOLWO 6
rematonoros, 1 AeTckui rematonor, 3 MeACecTpbl, yXxaxvsatoLme 3a
nauveHTamu, cTpapatroLwmmm remodunuen, 1 AMpEKTop
nccnegoBaHuin, 1 akywep-ruHekonor, 1 nauveHT/npeacTaBuTenb
nauveHta n 1 ncuxonor. lNMocne pa3paboTku MPOEKTOB 3asBREHWUN
aBToOpbl obpaTMnuchk 3a OOpaTHOM CBA3bIDO KO BCEMy COOOLLECTBY
EAHD un 10—15 Bxoasiwmm B cOOBLLECTBO XEHLMHAM 1 AeBoYKaM C
3. KoHcynbTaumm ¢ HacTOAWMMMN 3aMHTEPECOBaHHLIMKU CTOPOHaMM
npoBOAMNMCE  MyTEM  OHMawH-onpoca C Npocbboh  OLEeHWUTb
MCYEPNbIBAEMOCTb  KaXOOro  3asBneHus/npegocTaBuTb  0bpaTHyo
cBa3b. C yyeTtom 51 oTBETa, BKItovas 5 oteToB o1 XKI'3, B npuHLUMNbI
no yxogy 6binn BHeceHbl nonpaekn. C HaCTOALWMMU AOKYMEHTaMmn
MOXHO O3HaKkoMuTbCcs no 3anpocy B EAHAD u c paspelweHus
cooTBeTCTBytoWero asTopa. Kpome Toro, nepen 3aBepLUeHVEM
pa3paboTku NPUHLMMOB MO yXoAy OHW Obinu nepecmoTtpeHbl B EHC.
PaspaboTaHHble npuHuMnbl MO yxody Obinu  nepepaHbl  Ha
paccMoTpeHne W opobpeHve  cnedyowvMu  MeXOyHapoAHbIMMW
obwectBamm: OoHA remopparmyeckmx 3aboneBaHui y XKEHLWMH ©
nesovek (the Foundation for Women and Girls with Blood Disorders,
CLWA), HaumoHanbHbii doHa remodunum  (National Hemophilia
Foundation, CLUA), KomuteT no BOMpocam >XEHCKOro 340poBbs,
CBSi3aHHbIM C TPOMB030M 1 remocTasom, MexayHapogHoro obluecTsa
no Tpombo3sy u remoctady (International Society on Thrombosis and
Haemostasis Scientific and Standardization Committee on Women'’s
Health Issues in Thrombosis and Haemostasis), KomuteT
HacCneACcTBEHHbIX remopparnyeckmx 3aboneBaHwi y >XeHLMH npu
BcemupHon enepauum remocpunumn  (the World Federation of
Hemophilia Women Inherited Bleeding Disorders Committee, WFH
WIBD) n KoHcynbTaTvBHbIN MeaWUMHCKUA coBeT npu BcemupHon
denepaumnn remocdunum (WFH Medical Advisory Board). Kpome Toro,
NPUHLMNBLI NO yXoA4y NpeAcTaBrieHbl BO BPeMs OHManH-KoHdepeHLmnm

EAHAD 2021 B kayectBe an. nnakarta, a 9 mapta 2021 r. 6bina
npoBefeHa AUCKYCCUS, B KOTOPOW MOIMM MPUHMMAThL yyvacTue Kak
naumeHTbl, Tak u MMY (> 80 ydyacTHmkoB). Mo pesynbTatam 3TUX
MepONpUATUIA GblNY BHECEHbI OKOHYaTENbHbIE NMOMNPaBKU B NMPUHLMNMI
no yxoay.

TABIIMLUA 1 10 eBponmenckux nNPUHUMNOB MO yxogy 3a
HacnepcTBeHHbIMU XKOM3

1. PaBHbIN 4OCTYN 1 Ka4eCTBEHHbIN YXOA ANs BCeX nuu, cTpagarowmx '3,
BHE 3aBWCUMOCT OT nona

2. CBoeBpeMeHHast U ToYHasi AMarHoCTKa reMopparmyeckmx 3abonesaHuii
Y KEHLUMH 1 AEBOYEK

3. OcBeJOMNEHHOCTb O AOMOMHUTENbHbBIX BbI30BAX, C KOTOPbIMU
crankusatotcs X3 Ha NPOTSHKEHUN BCE XU3HU

4. KoMnneKcHbIi yXof, B pamMKax OpUEHTUPOBaHHOIO Ha CEMblO Noaxoaa

5. BoBneyeHve B MHOronpoduibHyto KoMaHay CneumanbHoro akylepa u
rMHekorora

6. MpocBelueHne XOM3 n YneHoB X cemel No BonpocaM MEHCTpyarnbHOro
LMKna u ynpaeneHusi UM

7. PaHHee pacno3HaBaHne U onTuMarnbHoe ynpasneHne 06UNbHbIM
MEHCTpYyalbHbIM KPDOBOTEYEHUEM

8. KOHCyJ'lI:TMpOBaHI/Ie nepen 3adatuemMm n AOCTYNHOCTb npeHaTaru:Hoﬂ
ANarHoCTUKU

9. MNpenocTaBneHne KOMMNEKCHOTO NaLUEHT-OPUEHTUPOBAHHOIO NnaHa
MEeponpuaTUI B Te4eHne Bceh 6epeMeHHOCTH 1 B MOCNepoaoBom
nepwviog

10. BkntoyeHue XKAI3 B peecTpbl, KNMMHUYECKUE UCCNEAOBaHUS U
MHHOBaLun
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3 | PE3VYINIbTATbI

10 eBponevickvx NpMHUMNOB Mo yxoay 3a XXAI'3 npvseaeHs! B Tabnuue
1 1 06bsicHeHbI Hke. MprBeaeHa nHgorpadvka (Tabnuua 2). Bee 2.

3.1 | 1- npuHuMn no yxony. PaBHbIM goctyn n
KauyeCTBEHHbIN yXoA4 Ans Bcex nuu, cTpagarowumx M3,
BHe 3aBMCMMOCTM OT nona

Vcnonb3oBaHue TepMmuHa «remMounusa» B HavMEHOBaHWM LieHTpa
MOXeT OTBReKaTb OT Apyrux '3, KOTopble BCTpeYalTCs Yalle 1 MoryT
oKa3sbiBaTb Gonee cepbe3HOe BO3AEWCTBUE Ha XKEHLUMH 1 AeBoyek. B
HacTosiwee Bpemst yxong 3a KO3 craHgaptuavpoBaH B
HefocTaToyHOM Mepe. ViccnenosaHue, B KOTOPOM NPUHUMANO yvacTune
59 eBponeickux LT, nokasano, 4to B 58 % 13 HUX He npeanaratTcs
YCNyr COBMECTHbIX MMHEKONOMMYECKUX U reMaTonormieckmnx KNuHuK, a
B 42 % oTcyTcTBYyOT cTpaTerun no ynpasnenuto OMK.?? HexBaTka
onbITa W YCTaHOBIEHHbIX anroputmoB yxoda 3a XXAI3 sasnstTcs
NPUYMHON Taknx pacxoxaeHunin. KO3 HyxaatoTcsi B yXO4e Kak B CBS3N
CO CneumndU4ecKMMN KEHCKMMKU, Tak M C OoBWMMKM cuMnToMamu
KpOBOTEYEHUN.

Ona obecneyeHns paBHOrO M yny4ylIEHHOro AOCTyna K ycnyram
LU Heobxogumo B pamkax obwero obyyeHUss MeaUUMHCKMX
paboTHWKOB NoAYepkuBaTh, YTO '3 He OrpaHMYMBaOTCA MYXYUMHAMMN
Uy reMocunuei, a Takxke NpoceeLlaTb 0 CUMNTOMax KPOBOTEHEHUS],
B OCOBGEHHOCTM CMEeLMMUYECKN >XEHCKOrO KPOBOTEYEHMWS, C LEnto
bonee addEKTMBHOIO Pacro3HaBaHWA W PaHHEro HanpaBneHus K
cneuvanuctam. [Mocne noctaHoBku AuarHosa LNT/LKIT gomkHbl
npefocTaBnATe AOCTYN K Hagnexallemy KOMMNEKCHOMY yxoay,
TNIeYEHMNIO N KOHCYNbTaumaMm.
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TABJIULUA 2 Cgogka npegnaraembix AeACTBUIA, HAanNpaBnieHHbIX Ha NPEeTBOPEHME B XXU3Hb KaXKZ0ro NpyMHLUMNa no yxony

MpuHUMN no yxoay

1. PasHbIli docmyn u kadecmeeHHbIlU yxod 0ns ecex nuu, cmpadarowux 3,
8He 3agucumocmu om rosna

2. CsoespeMeHHasi U moYHas OuacHOCMuUKa 2eMoppacu4eCcKux
3abonesaHull y XeHUWUH U 0egoYek

3. OcsedomneHHocmb 0 A0NOMHUMESbHbIX 8bI308aX, C KOMOPbIMU
cmarnkueatomes X3 Ha npomsixeHuu ecell Xu3Hu

4. KomnnekcHblil yxo0 8 pamKax OpUeHmMuUpPOB8aHHO20 Ha CEMbIO M100xXoda

5. BoerieyeHue 8 MHO20MPOUIIbHYH KOMaHdy crieyuabHo20 akywepa u
2UHeKoso2a

6. [lMpoceeweHue X3 u yneHos ux cemel o gornpocam
MeHCmpyanbHO20 YUKa U yrnpasieHusi um

7. PaHHee pacriosHagaHue U onmumaribHoe yrpasieHue 0busnbHbIM
MeHcmpyarsibHbIM Kpogome4yeHuem

8. KoHcynbmuposaHue neped 3ayamuem u 00CmynHOCMb rpeHamarnbHoU
duazHOCMUKU

[eicTBUSA NO NPETBOPEHMUIO B XU3Hb

* O6ecneynTb AOCTYN K YXOAY KaK Npu cneLnuieckn XEeHCKUX, TaK 1
06LLMX CUMNTOMaXx KPOBOTEYEHUS
* Hapgnexauuin MHOronpodunbHbIV yXOA4, NeYeHne, KOHCYNbTMpOoBaHWe

YckopuTb Hanpaenexue K cneluanucrtam
* [MpoceelyeHune obuectea 1 NMY o HopmanbHOM ¥ aHOManbHOM
KpOBOTEYEHUM
o  OcHoBHOWI ynop Ha negnaTtpoB, cemeliHbix Bpayent (CB), ruHekonoros,
oTopuHonapuxronoros  (JIOP), NauneHTCKMX
opraHu3saumii (MO)
* YeTkas npoueaypa v KpUTEPUM BblAauu HanpasrieHnn

cTomMmartosnioroe wu

Ouenka

+ BoBneyeHune akcnepToB B 06nacTu remaTonorMm B npoLecc
obcnefoBaHNs U OLIEHKW reMocTasa

* Mcnonb3oBaHue cTaHAaPTU3MPOBAHHOTO MHCTPYMEHTA OLIeHKM
kpoBoTeyeHusi (MOK) ans onpenenenus deHoTuna

unr
* CuUCTEMHbIN NOAXOA K BbISIBNEHUIO 1 06CNeaoBaHMIo XXEHLLMH-HOCUTENnemn
* Peructpauumsa X3 ¢ cootBeTcTBYlOWEN perncTpaumen HI

» O6pasoBaHne — XAr3 n MMy

« Tcyxonoruyeckasi NOMOLLb MPU CUMMTOMAaX KPOBOTEYEHWSI

o  OnTummsmpoBaTb KU3HK, yyactue B
npodeccroHanbHo/obpasoBaTenbHOW 1 CMOPTUBHOW AEATENBHOCTY,
CeKcyarnbHYy0 U PenpoayKTUBHYO DYHKLMIO

YcoBepLUEHCTBOBAHHOE ynpaBneHne 6onesHbio

o PacwwupeHune BoamoxHocTen XKXAI3

o bonee addekTvBHas camonomoLlb

o  WHauBuayanbHble NnaHbl NeYeHms

o OTKa3 OT HEHYXHbIX XUPYPrUYECKUX MHTEPBEHLMIA

KayecTBO

Kakabli KOHTaKT C MauMeHTOM NpeacTaBsieT BO3MOXHOCTb
YCTaHOBMEHUS APYIMX MMEIOLLMX NPeapacrnonoXeHHOCTL/SBNSIOLLMXCA
HOCUTESNSAMM YSIEHOB CEMbM

MpepocTaBneHne OpUEHTMPOBAHHOMO Ha CEMbIO NoAxoAa K 06yveHmo
MnaBHbIV NEpexXoa OT yxoaa 3a NOAPOCTKAaMM K MEAULMHCKUM ycryram,
NpefoCTaBnseMblM B3pOCHbIM

» Bonee adbdekTmBHas kommyHUKaLumsa mexay NMMY n XKAr3

* MHoronpodwrbHble NnaHbl ynpaBneHusi, KIMHMYeckmMe NpoToKorbI

* VlnamBuayanbHble NauneHT-OpUeHTUPOBaHHbIE MnaHbl MepPONpPUATUIA MO
yxony

* MeaunumHckme obLLecTBa 1 NaumeHTCKk1e opraHuaumm ogobpunu
obpasoBaTternbHble NPOrpaMMbl, MPUHSATLIE HA MECTHOM ypoBHe LIJTT/LIKI

+ CoOTBETCTBYIOLAsA BO3PACTY W yUYUTbIBaOLLAS KynbTypHble 0CO6EHHOCTU
nMcbMeHHast nHdopmMauus

* TomoLlb B CaMOOLIEHKE 1 CaMOMOMOLLM

« 3annaHupoBaHHble cTpaTernmn No NPeaoTBPaLLEHNIO aHOManNbHOro
KPOBOTEYEHUS! U MPEAOCTaBNEHWIO HEMEANEHHOTO A0CTYNa K YXOAy

» OcBeOMNEHHOCTb O NoBbILWEHHOM pricke OMK Bo Bpemst nepBbIx

MeHCTpyauuin 1 neprmeHonaysbl

» PerynspHasi  cTaHOapTU3“poBaHHasi OLieHKa KpOBOMOTEPM BO Bpemsl
MEHCTpyauuii N ypoBHEN xenesa

« YeTkas npoueaypa guarHoctukm n nedeHns OMK c okasaHnem
NepcoHanu3npoBaHHOIO NeYeHunst

* KomnnekcHoe 1 CBOEBPEMEHHOE KOHCYIIbTUPOBaHWE A0 3a4aTusi
(KOHTPONbHbIE CMUCKM)

« MpeanaratoTcs BapuaHTbl NpeHaTanbHON AWarHocTuky, obeyxaarTces
BOMPOCbI 6€30MacHOCTY (MPOTOKOJbI)
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9. [lMpedocmasneHue KOMIMIEKCHO20 NayueHm-opueHmupo8aHHo20 niaHa  * YeTkue nnaHbl poaoB U NPOTOKOSbI yNpaBneHus
meponpussimull 8 mevyeHue eceli bepeMeHHOCMU U 8 nocrepodosoli « BoBneueHue naumeHTkn 1 napTHepa

nepuod + OueHKa cTaTyca CBepTbIBaHWS KPOBW U YPOBHEN xernesa
+ OcBefOMMNEHHOCTb M NPOCBELLEHKe MO BONPOCaM NEPBUYHOTO 1
BTOPUYHOIO MOCIEPOAOBOrO KPOBOTEUEHUS 1 €ro NpefBUaeHIe
* [pensuaeHvie pUCKOB KPOBOTEYEHMS Y HOBOPOXKAEHHbIX
10. BrnroueHue XKI3 8 peecmpsbi, KIUHUYeCKUe ucciedosaHus u  EQvHbIe, yCTaHOBIEHHbIe HAa MEXAYHAPOAHOM YPOBHE KPUTEPUM OLIEHKU
UHHOBayUU [aHHbIX

* Bknioueruve X3, a Takke cneumndrnyeckm KeHCKUX KpUTepUEB OLIEHKN
AaHHbIX B 6asbl AaHHbIX
+ Pa3snuyatoLascs no noroBomMy npusHaky dapmakonormyeckas
G,CIVITeJ'IbHOCTb 1 co3faHune nekapcrts
« AKTuBHOe BkntoveHune X3 B Lienu 1 nnaHbl KNMMHUYECKUX UCCneaoBaHuin
CokpalueHus: NOK — MCHTpYMeHT oLieHku kpoBoTeyeHust; JIOP — otopuHonapuHronor; CB — cemeliHbii Bpay; HIf — HocuTens remodunum; MMY
— nocTaBWwmK MeguumHekmx yenyr; OMK — obunbHoe meHcTpyanbHoe kposoTeudeHue; LUIT/LIKIT — ueHTp mo neyeHuto remodunmun/ueHTp
komnnekcHoro neyexusi; FTOBMK — rpaduyeckas oueHka BenuuvHbl MeHcTpyarbHon kposonoTtepu; MO — nauneHTckas opraHu3auus; MY —
npuHumnel no yxody; MK — nocnepogosoe kpooTeueHue; KK — kavectso xwu3Hu; KO3 — >XeHWWHbl 1 AEBOYKM C reMopparnyeckumm
3aboneBaHusIMU.
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EBPOIMENCKVE NMPUHUWIMBI MO YXO[y 3A
KEHWMHAMW M IEBOYKAMKW C HACIIEACTBEHHBIMW
FEMOPPATMMECKUMW 3ABOJIEBAHNAMWA

JKeHLUMHEBI 1 eBoYKK C reMopparmueckimu 3abonesaHmsamn ((KOM3)
CTankMBalTCA C YHUKANbHbIMK Bbi3oBaMy. C LiENbI0 ONTUMMU3aLMK
OWarHocTUKK, yxoga v Habniogenus 3a XK[I'3 paboueit rpynnoii,
NOCBALLEHHO )eHwmHaMm u '3 npu EAHAD 6binu paspaboTtaHel cnegytouye

NPUHLMNBI MO YXOZ4y:

it

Pagkill ROCTYN 0
KIHECTEEHHLIA YX0/ ANS BCax
T, CTPARSOMMX I3, BSi9
23EMCHMOCTH OT NONa

CEOSEPEMEHHER W TOHHAR
IMSTHOCTHIES TEM0p IaTHSECRE
2300NEBIHAA Y KEHIMH W
[ABEDHEE

(LY =
Npocesmesne W3 W MEH0E PaHHEE PACTICIHABIHKE W
W comedl Mo BONpocaM ONTHMANEHOS YNPIENSHHE
MEHCTRYANELHOTD LMKRE W OGMNEHEIM MEHCTPYANEHEIM
YIPEENEHHA KM KPOBOTEHEHHEM

OCERN0MNEHHOCTE O
ROROAHATENEHEL ERE0SIX, C
KOTOP&IMH CTANEWE3ITCA BJI3
HE NPOTRESHKN ECEH MMIHA

KOHCYRETMROBIHIE NSPED
ITHITHEM W OCTYMHOCTE
NPEHATANEHOR QHATHOCTHIN

o
R

MOMINEKCHE YNO[ B PakKET
OPHEHTMPOEAHHO HA CHMER
NOAX0JA, BRABHE0WENs M3

BOENG4EHNE B
MHOMON POGIALHYE KOMSHTY
CTIBURANEHON SNYWBPS W
THREKONOTE

NpeIoCTIRNSHME EOMINBECHOTD
TEALMEHT-OPH SHTHOSSHIOND.
nnaHa «eponpmwngn: TEHBHHS
DepaMEHHOCTM M B
NOCHepOLoa0d NepRo

Bxnioyerse NS B peacTpel.
KIMHWHECEHS WCCTELOSIHKIA H
MHHOS3LEHH

>
v 1 . L I'IF‘HHLLHI'IH MO YXOAY NPEQNATAKT OCHOBY A LIEHTPOB M0 IEYEHWIO TEMOSWIMK G LIENBIO OKA3AHWSA . E AH AD
E H‘ :+ | TENLHOMO BOZRENCTEMSA HA 3OFOBLE, BATOMONYUME M KAYECTBO MU3IHW A3,

PUC.2 WHdorpaduka ¢ yCTaHOBMEHHBIMM AECATBIO MPUHLMNaMu no yxoay 3a XKAIr3

3.2 | 2-v npuHuMn no yxony. CBoeBpemMeHHas u
TOYHaA AMarHOCTUKa remopparv4eckux sabonesaHum
Y XXEHLMUH U feBoYeK

B pesynbTate 3HauMTernbHbIX 3aepXeK B MOCTaHOBKE AMarHosa,
XapakTepHoro ans 6onblunHcTBa '3, HEBO3MOXHO 06eCNeynTb TOHHOE
yrnpaeneHve TeyeHnem sabonesaHusi, ocoberHo y XOM3.2623 OMK
MOXET BbITb CUTHaNbHbLIM CUMITOMOM, B OCOGEHHOCTM Y NOAPOCTKOB.?*
MpensTcTBUS K paHHEMY BbISIBNEHWIO GonesHW CcBs3aHbl C
HEOoCTaTOYHbIM ~ pacrno3HaBaHWEM  CUMMNTOMOB,  OTCYTCTBUEM
cuUCTeMHOro o6crneaoBaHnUsl Cembu, HOpManu3auuei CUMNTOMOB
KPOBOTEYEHUs1 B CeMbsix CO crnyyasmu [3 W HegoctaToyHOMN
ocBefoMneHHocTbo MMY o BnusHum M3.16.18.25

HecmoTpsi Ha BBLICOKYIO 4acTOTy CMMMTOMOB KpoBoTeuveHust HI
4YacTo BbLISBNSIOTCA C OMNO34aHWeM, [faxe rocfe HacTynneHus
BbepemeHHOCTH c noTeHumanbHbIM1 HebnaronpuaTHbIMU
nocneacTBMsAMU AnNs  HOBOpOXaeHHoro.” 81415 HI ¢ chakTopamm
ceeptbiBaHus VIl nnm IX B obbeme < 0,40 ME/mn, nognexat
perucTpauum n HabngeHuto B kavyecTBe 6onbHbIX remocunuven. C
KPOBOTEYEHMSIMU MOTYT CTONKHYTbCs M HIM, koHueHTpauust VII/FIX y
KoTopbIx coctaensiet >0,40 ME/mMn, 4TO CBSi3aHO C YyXyALWEHUEM

KXK.14:15.26-28 B cOOTBETCTBUM C BHOBb MPEANOXEHHON HOMEHKMATY PO
HI™ HocuTenb remounmum ¢ KNMHUYECKMI CUMNTOMaMu 3aboneBaHns
ABNsieTcsl otAenbHon kateropven HIM ¢ dpeHOTMNOM KpoBOTEYEHWs,
6nunsKkMM K (DEHOTUMY XEHLUMH U AeBOoYeK C Nerkon, cpegHewh unu
TsDKEnon remogounnen.>

AkTuBHOE 0bCrnefoBaHve n perynspHoe o6HOBMEHWE CEMENHOro
aHaMHe3a  ABMATCS  HEOOXOOAUMbIMM  Mepamu  MOOLLPEHUSI
Hagnexalen AWarHoCTUKW W HampaBrneHus K crneuuanucram. B
CceMbsiXx, B  aHamHe3e  KOTopbiXx uMmetoTca  [3,  oueHka
cooTBeTCTBYylOWLEro  hakTopa  cBepTbiBaHusi M beHoTuna
KPOBOTEYEHUS AOMKHbI OCYLLECTBIATHCS
B paHHeM [JeTCcTBe, Hapspy C NPOCBELleHWEM YMEHOB CeMbM
(npuHUMNbl No yxoay 3 u 4), U NOBTOPHO MPOBOAUTLCS A0 MEPBbIX
MeCsYHbIX (NpuHUMNbl No yxogy 6 n 8). B cnyyae ycraHoBneHus
Kay3aTVBHOM MyTauuum BCEM WMEIOLWMM NpeapacnosiokeHHOCTb
nMuam/HocMTENsM JOMKHO BbiTb NMPeAnoXeHO MeAMKOo-reHeTudeckoe
KOHCYNbTUpOBaHWe W obcrnedoBaHWe, Kak npaBwumno, B CTapLiem
noapoCTKOBOM BO3pacTe (Korda OHW  Yyxe CnocobHbl O0CO3HaTb
BO3MOXHble MOCMEACTBUS). B BaXHbIX C KMUHUYECKOW TOUKM 3peHust
cryyasix reHeTUYeckue WCCNefoBaHUsi Takke MOryT MpOBOAUTCS Y
feTen (npuHUmMn no yxogy 8).%°

Heobxoaumo yny4waTte o6Lyl0 0CBEAOMIIEHHOCTb MauUUeHTOB U
MMY, Bkntoyas neauaTpoB, CEMEWHBLIX Bpayel, 3yOHbIX Bpadvei K
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dtan MnageHuyect OTpoyecTBo lOHOWeckui 3ayatve
pasBuTUA Bo/AeTCTBO BO3pacT (nepvop
nepen
3a4yaTtuem)
[ G IR d O6eneqoBaH HopmanbHbeii FTOBMK Meguko-
nB ne ypoBHen MeHcTpyansH OMK reHeTu4ecko
06pa3oBaHM [eeETyfe]ek} bIA LMKN KpoBoTteueHu e
7] cBepTbiBaHM CekcyanbHOe € BO BpEMSI  KOHCYNbTUPO
A NpOCBELLEeHN OBYNALUN BaHue
CumnTomMbl € FopmoHanbH [pegnoyteH
KpoBoTeYeHM CUMNTOMbI  O€e nsi, BKMoYas
o xenesogedv nopasneHve npeguMnnaH
3akpenneHn uuta (A) Hacnepctee TauMoOHHYytO
e [eHeTn4yecko HHOCTb reHeTnyecky
MHoronpodu e 10
TNbHON obcnepoBaH [ANarHocTuKy
KoMaHAb! ve (nrg)
(MK) CoBpeMeHHbI
e
nepcrnekTUBbI
neveHust

BepemeHHo Popabl KopmneHue CpepgHuit/no MeHonaysa
CcTb rpyAblo XKunowm
BO3pacT
MpenatanbH MepBuyHoe/B BesonacHoe OBMK FopmoHanbH
asn TOpUYHOE npumMmeHeHne OMK oe
OMarHocTvka MocnepodoB TpaHekcamuH Bo3moxHOCT nopdasneHue
(no) oe oBon ” nevyeHuss B Bknapg
MHoronpodu kposoTeveHn kucnotsl (TK) 3aBMCUMOCTU rMHeKornora
nbHbIM MnaH e (MK) KoHTpauenu o1
poaos 10(A) ns/ropmoHan npeanoyTeHn
CUMMNTOMOB  bHOE " B BONpocax
nogasrieHe [EeTOPOXAEH
usi

PUC. 3 T[lotpebHocTM B 0b6pasoBaHuM No BOMpOCaM AOMOSHUTESbHBIX BbI30BOB, C kOTOpbiMM cTankusatoTca XKAI3. Cokpawenns: XAr3 —
XKEHLLVMHbI 1 AEBOYKM C remopparuyeckumu 3abonesaHusimm; OMK — obunbHoe mMeHcTpyanbHoe kpoBoTeveHune; FOBMK — rpadmyeckas ouexka
BeNNYMHBLI MEHCTpYyanbHon kposonoTepw; MO — npeHaTtanbHasa gnarHocTtuka; N0 — npegmmnnaHTaumMoHHas reHeTudeckasa anarHoctuka; MI (K)

— MHoronpodunbHasa (komanaa); XK (A) — xenesopaeduumt (aHemus; MK — nocnepoaosoe kposoTeyeHue; TK — TpaHekcamuHoBas kucnota; I

— FrMHekosnor

rmHekonoros, no sonpocam XA3. C uenbio npoceeLleHusi obectea
N MeaMLMHCKMX OBLECTB O CUMMNTOMax aHOMasrlbHOrO KPOBOTEYEHUS!
(NpuHUMN no yxody 7), HAacnNeACTBEHHOCTU (NpuHUMN no yxoay 8),
OLeHKE pucka KPOBOTEYEHWS, Haanexalux nabopaTopHbIX
nuccnenoBaHuin M- KputepueB Hanpaenewus B LT HeoBxogumo
B3aumogevictene MO wn LYIT/LUKI.  YcTaHOBNEHHbIE MPOTOKOSbI
OWNarHOCTUKU M MHCTPYMEHTbI (CaMO-)OLEHKM KPOBOTEYEHUsI MOryT
COKpaTUTL 3aaepxKm.3H32

3.3 | 3-# npuHumn no yxoay. OcBefOMIIEHHOCTb O
AONONHUTENbHbIX BbI30BaX, C KOTOPbIMMU
ctankusatotca XXAI3 Ha NpoTsXeHUN BCEW XKU3HU

Kpome o6LLyx CMMMTOMOB KPOBOTEYEHUS, TaknX KaK KPOBOTEYEHME U3
HOCa, IeCeH, CyCTaBOB U nocrneonepaumoHHoe kposoTevenue, X3
MOryT CTankuMBaTbCs C AOMOMHUTENbHLIMU CMELMPUHECKUN XKEHCKUMMN
crnoxHocTamm (puc. 3). ObunbHOe W/MNK ANUTENbHOE KPOBOTEYEHME
MOXEeT  COMyTCTBOBaTb  MEHCTpyauusiM, OCOGEHHO  MepBbIM,
nepviMeHonayse, OBYNALMM, BbIKUAbILLY, MPEPbIBaHNI0 GepeMeHHOCTH
n pogam. CambiM pacnpoctpaHeHHbiM sBnsetcd OMK (npuHumn no

yxogy 7).16

Maunentkn n NMMY He Bceraa MoryT 3HaTb CTENeHb U THKECTb
OMK, 4TO MOXET cTaTb MPUYMHOW OCIIOXHEHWI, a B 3anyLleHHbIX
cnyyasx u cmeptu.** KpoBoTeueHue BO BpEMSI OBYMSLUM, XOTb U
Heyactoe, [OSMKHO HaBOAMTb Ha Mbicnn o ¢oHoBbIX 3. TMpu
OTCYTCTBUM PaHHEro AnarHo3a pasBuBLLMINCSA reMONepPUTOHEYM MOXET
notpeboBaTb CPOYHON oOMepaumn unu paxe O0O0OPIKTOMUM, YTO
MOXET HeraTMBHO cKka3aTbCs HA  [AETOPOAHOM  dpyHKumuW.®
HacnepncTBeHHbIN XxapakTep koarynonatuii elle 6onbliue OCnoXHAeT
NpoLEecC NPUHATUA peLleHust O NPoANeHnn poaa, a Takke yrnpasrneHue
poaamm (NpUHUMMLI No yxoay 8 n 9).

Habniogenne 3a KO3 pgomkHo ocyuwectensatbes B L,
npocseLueHne NMY 1 naumeHToB B KOTOPbIX ABMSAETCH CyLLECTBEHHBIM
ONS  NpefoTBpalLeHnss U NedYeHuss  Crneunduyeckn  KEeHCKUX
OCINOXHEHUIA KpoBOTEYEHNS. MepBbiM LIaroM Ha NyTu K ynyylueHuo
yxoaa 3a XXAI'3 saBnseTcsa nnaH neyveHns, BKNoYas kapTy HEOTIIOXHOM
NOMOLLM,  PacnpOCTPaHEHHOW CpeauM  MYXYWH,  CTpagaroLumx
remocpunuein. OHa JormkHa OGHOBMSITECS Ha NPOTSXKEHUM BCEN XKNU3HU
M BKNoYaTb B cebsi Mepbl MO NEYEHMI0 cneumndUuyYeckn XeHCKoro
KPOBOTEYEHMS (MpUHLMNBI Mo yxoay 7 u 9).

MMY pgomxHbl MMeTb BBMAY, YTO CUMMMTOMbI KPOBOTEYEHMS,
BKItoYasi cTUrMaTusupyoLime remaTombl, MoryT MMeTb
crneundudeckne uanyeckne n ncmxonornyeckue nocneacteus. OMK
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CBSi3aHO C 0onbto, YTOMMNSEMOCTbIO, HU3KUM YPOBHEM >KMU3HW,
OTCYyTCTBMEM Ha paboTe/3aHATUAX, 4YTO BredyeT 3a cobow
3HauWTerlbHble 3KOHOMUYECKME 3aTpaThbl, CHUKEHHbIM y4yacTueM B
CMOPTMBHOMN OEATENBHOCTU, @ TakKe BO3OENCTBMEM Ha CEKCyarbHYo
N penpoaykTUBHYK  (yHKUMIO.1®35  OwnBoYHbIM  guarHos u
HeJoCTaTO4HOE FEeYeHne MOryT CTaTb MPUYMHON HeBnaronpusiTHbIX
MEOMLMHCKMX SIBMIEHUN, TakMX Kak y[daneHne MaTtku B MOrogom
BO3pacTe, YCIMOXHMBLUEECA MOCMeonepaLyoHHbIM KpoBoTeyeHnem. >’
YnyJleHHoe pacrno3HaBaHue 1 NeYeHre, a Takke MHOronpoguribHoe
peLleHne MCUXONOorMYeckux npobrnemM MoryT Mnomoub usbexartb
HEHY)KHbIX U JOPOroCTOSALMX MPOLEAYP M coumarnbHbIX npobnem.3637
Hagnexalee obydyenne MNMY, XOM3, a Takke YNeHOB MX ceMen
yryylaeT OCBEeAOMIEHHOCTb, CO34aeT YCIOBUA ANs Yry4lleHHOro
VWHAOMBMAYaNbHOrO yxoda W 3d@EKTUBHOW camMonomolmn (puc. 2,
Tabnuua 2).

3.4 | 4- npuHumn no yxoany. KomnnekcHbin yxon B
pamMKax OpMeHTUPOBaAHHOIO Ha CeMblo noaxoaa

Mo npuuynHe HacneaCTBEHHOCTU, BUSIHUSI CUMNTOMOB KPOBOTEYEHUSI
Ha ocTamnbHbIX YIIEHOB CEMbW, COLMarbHbIX MOCMEACTBWIA, yTpaThbl
NPOAYKTUBHOCTM, CTpecca, TPEBOXHOCTM W Opyrux npobnem,
CBA3aHHbIX C 3MM30A4amMu KpoBoTeyeHusi '3 3aTparvBatoT He TONbKO
oTAenbHbIX NIIAEN, HO 1 BCIO ceMbto.841 OMK BeaeT K eXxeMecsauHbIM
CMOXHOCTSIM, CBSI3aHHbIM C  KPOBOTEYEHWEM, W BIUSIET Ha
BO3MOXHOCTb XUTb OObIMHOWM >KU3HbI. JTO 3aTparvBaeT OO OAHOW
TPEeTU >EHWWH Jdaxe cpean O0ObIYHOTO HacerneHusi. B cembsix
MeHCTpyauusi He obcyxaaeTcsl oTKpbITo, a Hopmanusaums OMK B
3aTPOHYTHLIX 3TOM MpOGNEMoN cemMbsiX elle Oornblie yTskensiet
HeBuaumMoe 6pems, cBsizaHHOe ¢ 3abonesaHveM .44 [ina pelueHns
3TUX NpobnemM HeobxoaMMO CTPEMUTLCS K U3MeHeHUIo chokyca LT ot
MHOVBUAYanbHbIX MaLUEeHTOB K OPUEHTUPOBAHHOMY Ha BCH CEMbIO
YXOZy Y NPOCBELLEHUIO.

Mpw BbISIBNEHWUN Y AeBOYKM HacneacTBeHHoro '3 unu nogo3peHun Ha
Hero 0o6OVMM poauTEnsIM [OMKHbI ObiTb MPEAOCTaBMEHbl 3HaHWS O
cneumUIeckn XEHCKMX CHUMMTOMAax KpOBOTEYEHWsl (MPUHLMMN MO
yxoay 3, puc. 2). KoHcynbTupoBaHue no Bonpocam ynpaeneHns OMK
npy MepBbIX MECAYHbIX MOMOraeT POAUTENSM MOArOTOBUTHCA W
cnocobcTByeT  06CyxaeHuo
(npyHUMN no yxomy 6). B nporpammax no nepexogy Kpome

TMHEKOSIOMMYECKOro  KPOBOTEYEHUSI
OPUEHTUPOBAHHOTO Ha CEMbl0 yXoda BHUMaHWE B PaBHOW Mepe
OOMKHO yOensaTbCH BOMPOCY YBENUYMBAILENCS WHAMBMOYaNbHON
OTBETCTBEHHOCTU MOAPOCTKA C Lenbld  (OPMUPOBAHUS  HOBOTO
OCHOBaHUsi Ans [OBEpUs Mexay nauueHToOM W poauTensmv B
OTHOLLEHUM yxoZa 3a B3pOCTbIMU.**

Ha Kkawgoro MyX4uHy, cTpagatmowero remodunven, MoxeT
npuxoantbes 2,5—5 noteHumanbHbix 1 1,6 daktndecknx HI cpeam
POACTBEHHUL, >KEHCKOro norna.*®> KoHUeHTpauusi Ha MyxuuMHax c
reMounuen NPUBOAUT K HEBBISIBIIEHNIO HOCUTENEN C KIIMHUYECKUMU
CYMNTOMaMM U [EBOYEKSKEHWMH C remodunueir, YTo CBA3aHO C
puUckaMu  ATPOTEHHOrO  KPOBOTEYEHUSs U HegoCTaTOYMHOCTM
(PYHKUMOHMPOBaHUs cycTaBoB.®4°46 [Ins Bcex cemeil, B aHaMHese
KOTOpbIX UMeeTcst HacneacTBeHHoe "3, a He TOMNbKO ANs TeX, KoTopble
3aTPOHYThI reModunuen, fomkeH obecneyumBaTbCs NPOCTON AOCTYN K
LTI, Kaxxaplii KOHTaKT C MauneHToM NpeacTaBnsieT BO3MOXHOCTb Ansi
BbISIBMIEHNS APYTUX UMEIOLLMX NPeApacnofioXeHHOCTb YNEHOB CeMbM

(MpyHUMN  no  yxody 2) W npepocTaBneHus  goctyna K
remMocTaTyeckoMy oGCrnesoBaHUn, KOMINEKCHOMY YXO4y M MeauKo-
reHeTUYECKOMY KOHCYNbTUPOBaHUIO YNeHOB ceMbit.*”

Kpome opueHTUpoBaHHOIO Ha CeMbio Noaxoaa no HabrnoaeHuo 3a
NauMeEHTOM  3aTPOHYTbIM  CEMbSM  [OMKHbI  MPEeAoCTaBNATbLCA
KOHCYMbTauMm Mo BOMPOCaM HACMNEACTBEHHOCTH, PEernpoayKTUBHbIX
OnuUWIA 1 MPEenATCTBUIA K BbISIBMEHUIO reHa B ceMbsX.*®4? Bo Bpemst
reHeTM4eckoro KOHCYINbTUPOBaHWSI Heobxoanmo npu3HaTb
LeHTpanbHyl0 pofib  OMnbiTa CeMbW B  MPeAnovTeHusix/onbITe,
CBSI3aHHbLIX C penpoaykumenn.’o50-5 Bcem XAM3 n naptHepam,
BKIMOYasi BO3MOXHbIX WUITM YCTAHOBMNEHHbLIX HOCUTENEN, HEOBXOAMMO
HacTosTenbHO pekoMmeHgoBaTb nocetuTb LJIT/LIKIT go nnaHmpoBaHus
6epemMeHHOCTM C Lenblo obecneyeHuns Nyyero BO3MOXHOMO Mcxoaa
Ansa maTtepw 1 pebeHka (NpuHUMn no yxogy 8).4548

3.5 | 5-v npuHumn no yxony. BoeneuyeHue B
MHoronpodunbHy KOMaHAay cneluvanbHOro akylepa
M rTMHeKorora

Yxe [aBHO NPU3HAETCs BaXXHOCTb MHOrOMNpocunbHOro yxoga 3a
nmuamm ¢ 3 B LS4 Ona XOM3 camble 4yacTble CUMNTOMbI
KPOBOTEYEHMS B TEYEeHWEe AETOPOAHOrO Mepuofa XU3HW CBSA3aHbl C
MEHCTpyaLuen u rmHekonornyeckumm npobnemamu. BepemeHHocTb,
poAbl U NOCNEPOAOBLIA NEpuos — 3TO KPUTUYECKME nepuoabl Ans
O3, Hyxaatowmecs B npucTansHoM BHUMaHUK.>® Bee LT 4omkHbI
YCT@HOBUTb U MOOWPSTb TECHOE COTPYAHUYECTBO C MECTHOW
KOMaHON aKkylwepoB W T[VHEKONOroB, BKMKOYas MOAPOCTKOBbLIX
MMHEKOOroB, Ans yny4dweHus yxoaa 3a XXOI'3 1 onTuMmusaumm TakTukm
neyeHus.

MHoronpodunbHbIA yXon MOXET OCYLLECTBNSATLCS B COBMECTHbIX
N 0ObEAUHEHHBIX KMUHUKAX, B KOTOPLIX MALUMEHTbl BCTPEYarTCs CO
BceMu BaxHbiMu MMY, Bkrovasi, npu HeobxogumocTu, meacectep 1
coumarnbHbIX paboTHWKOB, BO BPEMS OAHOTO BWU3WTA, @ XEHLMHaM
NpefocTaBNSATCA  MHAMBUAYaNbHblE  NaLUEHT-OPUEHTUPOBAHHbIE
nnaHbl MeponpuaTuin no yxody. OGbeAWHEHHble KWHWUKW, BHE
3aBUCMMOCTM OT TOro, NMPEAOCTaBMSOTCA NN TaM NWYHbIE, OHMaWH-
KOHCYNMbTaUMM wnn u Te, W apyrne, GnaronpusiTHO BRAMSIOT Ha
B3aVMOAENCTBME Mexay naumeHTamu u cooTseTcTByowmmu MNMY,
MOBbLILIAIOT YAOBIIETBOPEHHOCTb MALMEHTOB U CHWXAKT KONMYECTBO
noceLleHumin GonbHULbI.%® OdmumansHoe BKIIOYEHUNE
aKyLuepoB/rMHEKONOroB B MHoOronpodunbHble komanabl LT Takke
nosbilWwaeT BuauMocTb '3 BHyTpu Takoro obuectsa MMY, ynydlwaet
0CBEOMIIEHHOCTb U CNOCOGCTBYET paHHEMY BbISIBIIEHNIO GONe3Hu.

3.6 | 6-1npuHUMn no yxopny. NMpoceeweHune XOIr3 n
YrIeHOB X ceMel Mo BONpocaM MeHCTpyanbLHOro
LMKIa ¥ yNpaBrneHus um

3a BCHO XM3Hb Y XEHLUMH B cpeiHeM GbiBaeT okoso 450 MeHcTpyaumi,
N KaxOablh pa3 BO BpeMs OBYMNSUMM W MEHCTPyauuu >KEeHLUMHbI
cTankuealTcs ¢ npobnemamu remoctaTudeckoro nnaHa.>’ % C uenbto
ynyyleHns noHuMaHua u ocsegomneHHocTn LJT/LUKIT gomkHbl
obecneymBaTtb MNPOCBELLEHWE W KOHCYNbTUPOBaHWE MO BoOMpocam
MeHcTpyanbHoro uvkna ansa XXAr3 n ux cemen.

KoHcynbTaumm [omkHbl ObiTb NogkpenneHbl COOTBETCTBYHOLWEN
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BO3PacTy M YYuTbIBalOLWEN KymnbTypHble OCOBGEHHOCTU MUCbMEHHOMN
nHdopmaumen. Kaxaaa XAM3 gomkHa nonyuntb 3HaHWS O TOM, YTO
ABMNAETCA HOPMarbHbIM/MPUEMIIEMbIM U  OXMOAEMbIM BO BpEMS
nepBbIX MECSIYHbIX, OBYNALMM, MEHCTPYaLMn U meHonayabl. LIT/LIKIT
M NauueHTCKue opraHv3auum MoryT crnocobcTBOBaTh YryuLIEeHMo
OCBEOOMIIEHHOCTM O HeOObIYHbIX CUMMMTOMax, COAEUCTBOBaTb
camooLieHke U, Npy HeoBXOAMMOCTU, paHHEMY BMeLLaTenbCTBY Ans
noBbILLEeHNss camocTosTensHocTn XXAI3.

[leBOYKN-NOAPOCTKM CTanKMBaTCS C NOBbILWEHHbIM puckom OMK
13-3a2 HeOOpasBUTUS SIUMHWMKOB U BLICOKOrO YMCra aHOBYMATOPHbIX
umknoB.?*  Bo u3bexaHue NpepbIBUCTOTO  KPOBOTEYEHWUS B
noapocTkoBble roAbl A0 nepBbiX MecsyHbIx  LJT/LUKIT - gomkHbl
npeanpuHUMaTb Mepbl MO MOArOTOBKE AEBOYEK W YNEHOB CeMell K
TOMY, Yero criegyet oxupatb U korga obpallaTbCsi 3a NOMOLLbIO B
LTI, Pa3spaboTka cTpateruii no paHHemy HabnogeHuio cnocobeTsyet
npefoTBpaLleHnto nnu koHTponto OMK/oBYnSTOPHOrO KpOBOTEYEHMS,
B 0COBEHHOCTU 3NM3040B OCTPOrO KPOBOTEYEHUS U MX MOCNEACTBUNA.
LUTT/LUKIN gomkHbl yA0BRNeTBopsATbL NOTPEOHOCTU AeBOYEK U UX cemen
npy NNaHUpPOBaHUM nepexofa OT MeauaTpuyeckod MeauuMHbl K
MeAuLUMHe Ans B3pocnbix (MpuHumMn no yxoay 4). Mpu HeobxoanmocTn
cnegyeT 06paTUTLCs 3a KOHCYNbTaLume K NogpoCTKOBOMY TMHEKOMOTY.

MepvmeHonay3a U MeHonaysa SIBRSIOTCA  KPUTUMYECKUMMU
nepvogamu, COMPOBOXOAKLIMMUCA MOBbLILLEHHOW WHTEHCUBHOCTBIO
MEHCTPYanbHOrO  KPOBOTEYEHUS] U HEPErynspHbIMU  LMKNaMu.
XKeHwmHam OOoIKHa 3abnaroBpeMeHHO npenocTaBnsATLCs
MHPOPMALMA O  MEHCTpyarbHbIX W3MEHEHWsSIX W CUMMITOMax
MeHoMay3bl, a Takke O TOM, kak/korga cTouT obpawatbcs 3a
CMneunanusnpoBaHHOW  MEAQMLMHCKOM  noMowbio B criyvae
HeobxoamMmocTn. Ecnu Heobxoaumo Xupyprudeckoe rneveHve, ¢
Lenblo NpefoTBpaLLEHNsl OCMOXHEHUI KpOBOTeveHus Tpebyetcs
OLEHKa U Hagnexalimin KOHTPONb pucka KPOBOTEYEHUS, C KOTOPbIM
cTankueaeTtcs nauueHT.?0:59

3.7 | 7-nnpuHuun no yxoay. PaHHee
pacno3HaBaHuWe U onTUManbHoe ynpaBrieHne
OOUNbHLIM MEHCTPYyanbHbIM KPOBOTEYEHUEM

Cyb6bekTvBHOE npefocTaBneHve WHopmMauum O MeHCTpyanbHOM
KPOBOTEYEHUM MOXKET BblTb HEHAAEXHbIM U 3aBUCETb OT KyNbTypPHbIX
1 53blkoBbIX Gapbepos.®® Mo 3Tol NpuuMHE MPOLOIHKUTENBHOCTD,
obunue M YacToTa  MEeHCTpyanbHOW  KPOBOMOTEPWU  OOIKHbI
UKCMpPOBaTLCSA C UCNOSb30BaHNeM rpacpuyecKon OLEHKN BENUYUHDI
MeHcTpyanbHoi  kposonoTepu (FTOBMK) ¢ uenbio  ynydieHus
0CBEeAOMIIEHHOCTH, NoAcYeTa KPOBOMOTEPH M OLIEHKMN 3DEKTUBHOCTYH
neyeHus.>> HeobxoaMMO perynsipHo oLeHMBaTh 3anackl remornobuHa
M xkenmesa W, npu  HeoBXoAUMOCTW, HasHayaTb  pPaHHIo0
XernesosamecTUTenbHylo Tepanuto.:52 Kpome aTux TpaavuMOHHbIX
Mep B pamkax MHoronpodunsHoro yxoga B LINIT/LKIT BHUMaHue
OOIHKHO YAENSATHCA YAOBNETBOPEHHOCTU NALMEHTOB, Ka4YECTBY XU3HU
W, npu HeobxoaMMOCTW, YCTaHaBNMBATbCS KOHTAKT C MEeCTOM
paboTbl/06yyeHus.

Metogbl neyenns OMK y KO3 BkmwoyawT B cebs
KpOBOOCTaHaBMnuBatLe npenapatbl (Takue kKak TpaHekcamMuHoBas
KMCMOTa, 3aMecTUTeNnbHasi Tepanusi pakTopamu CBepTbIBaHMs),
rOPMOHarbHyt0 Tepanuio (Hanpumep, nepoparbHble

nNpoTMBO3a4aTO4HbIE Cpe,D,CTBa) Unn nx KoMBbUHaumm, B To BpemMs Kak

onepauyoHHOe BMeLIaTenbLCTBO TpebyeTcsi B pedkux cryyasx.® Mpu
paccMOTPEHMM BOMpoca Ha3HauYeHWsl BHY TPMMATOYHbIX FOPMOHabHbIX
cpedcTB BO3pacT WNW KONMYECTBO POAOB B aHaMHE3e He [OOIKHbI
CTaHOBUTLCA pelualolmMmn  dakTopamu, Tak Kak WccrnefoBaHust
nokasanu, 4YTO Takue CpeAcTBa SBMASIOTCS Haanexawum un
3(pPeKTMBHLIM MeTodoM nedveHust nogpoctkoB ¢ OMK.SLIM/LKN
JOIKHbI MpeanaraTb MeTOoAbl JeYeHWsl, yduTbiBaloLMe BO3pacT,
npeanoyTeHus B Bonpocax depTunbHocTW/ 6epeMeHHoCTH, apyrue
TMHEKONOrMYeckMe CUMMTOMbI, MHEHUe MauueHTa U MpUeMIeMocTb
MeTO[O0B NeYeHus, a Takke No6oYHble AP eKTbl C yHEeTOM KyNbTYpPHbBIX
U NCKUXOIIOMMYECKMX acneKToB.

OMK y X[IOI3 He Bcerga 6GbiBaeT BbI3BAaHO paccTponcTBamu
CBepTbIBaHUS, HO U CTPYKTYPHbIMW MPUYMHAMM, TaKUMWU KaK MOMuMbI,
nBpombl, SHAOMETPUO3 U BHYTpUMAaTOuHble natororun. [lo aToi
NpUYMHE TecHOe COTPYOHMYECTBO C KOMaHZaMW TMHEKOSIOroB
ABMNAETCA CyLIeCTBEHHbIM YCIIOBMEM [N CBOEBPEMEHHOTO U
Hafnexallero rmMHeKonorn4eckoro o6cnesoBaHns 1 neveHns.

3.8 | 8-1 npuHumn no yxony. KoncynbtuposaHue
nepep 3a4yaTtmem v AOCTYNMHOCTb NpeHaTanbLHON
ANarHoCTUKM

XKOr3 moxeT ObITb CMNOXHO MPUHMMATb peLUeHUsi, CBA3aHHble C
nnaHupoBaHvem cembW. [JOMmMKHO npegnaratbCs NCUXONOrnyeckoe
KOHCYNbTUPOBaHWe C 06Cy>KOeHNEM PUCKOB KPOBOTEYEHUS ANt camMon
Matepu, a TakkKe MoAenu HacneACTBEHHOCTM W PUCKOB Ans
HacnegHWkoB. BO3MOXHble BapuaHTbl ONsi CHUXEHUSI TakMX PUCKOB
Heobxogumo obcyantb no mepe rotoBHocT KO3 k 3TOoMy,
XenaTtenbHO HECKOMNMbKO pa3. Takke OHW [OMKHbI YyBCTBOBATb, YTO
MOTyT CBOBOAHO MPUHMMATL PELLIEHMS!, HE OMacasiCh OCYXaeHus.>!
Mpu Tsxenbix '3 cTpaterm no npepoTBpalLeHWo nepegayu
Bbl3blBaloLLEro 6onesHb BapuaHTa OOMKHbI BKIOYATb
NpeavMNaHTaLMOHHYH ANArHOCTUKY U NMpeHaTanbHy0 reHETUYECKYHO
avarHocTuky.® B pamkax npeauMnnaHTauuoHHOW  AMarHOCTUKM
NPOBOAUTCS UCKYCCTBEHHOE OMMoA0TBOPEHNE C OTOOPOM reHeTUYECKN
NpOBEPEHHbIX 3MOPUOHOB, B KOTOPbIX HE BbISIBIIEH CEMENHbIN
Bbi3blBaOWMA  GonesHb  BapuaHT. Heobxogumo  BbiAenvTb
[OCTaToO4yHOe KOMNMMYEeCTBO BPeMeHW Ans 0BCyXOeHWs CroXHOCTeWn,
pUCKOB M MPEeuMMyLLecTB NpeauMnNaHTauuoHHON  OWarHOCTUKK,
BKIOYasi Nobble PUCKM KPOBOTEYEHUSI AN MaTepu, CBsi3aHHble C
npoueaypamu.
npeguMnnaHTauMoHHOW  AMArHOCTUKM — MOXET  OrpaHuy4MBaTbCst
(HMHAHCOBBLIMUY, TEXHOMOMMYECKUMM, KYNbTYPHBIMU U 3TUHECKUMU

COMYTCTBYIOLMMN  MHBA3VBHBIMM HocTynHocTb

npuavHamu.  XKOM3  gomkHbl  BbiTb  NpoMHGOPMUpPOBaHbl 06
OrpaHuyeHusix 1 NbbIX KPUTEPUSIX, MPUMEHsIEMbIX Ansi obecneyeHnst
[O0CTyna K 3ToMy BapuaHTy.5°

B pamkax KOHCYynbTMpOBaHWS MO BOMPOCaM HaTypasibHOro
3a4aTs BHUMaHWe [OMKHO YAensaTbCs BEPOSITHOCTM TOro, YTO
pebeHok bynet
NpeapacrnonoXeHHOCTb, M TOMY, KaKoro KIMHWYeckoro ceHoTuna
cnegyeT oxuaaTb. YeTtkme npotokonsl LT gomkHel o6ecnevnBath
He3ameanuTernbHyl  [AOCTYNHOCTb  MpeHaTanbHOW  FeHeTUYeckom

ABNATLCA Hocutenem nnm NnveTb

AMarHOCTMKW  MpU  XenaHuu  Mmatepu  obcyauTb  npepbiBaHue
6epeMeHHOCTM B Criyyae YCTaHOBMEHWS NpeapacnofioXeHHOCTM
pebeHka. 3T0 BKMoYaeT B cebs HenHBa3NBHbIE BapuaHThl (B Criyvae ¢
remodunuen — BHyTpUyTPoBHOe onpefeneHne nona npy NMOMOLLM
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ynbTpasByka Unu aHanu3 He cBsidaHHOW deTanbHon [OHK B nnaswe
mMaTepu), a Takke WHBa3uBHble npoueaypbl (npoba BOpPCUMHYATOrO
XOpUOHa Wy aMHuoLeHTes). Byaylume poanTenu JomkHbl 3HaTb, YTO
MHBa3uBHble Npoueaypbl NpeHaTanbHON reHeTUYecKon AUarHOCTUKM
CBA3aHbl c HebonbLW1M [OMOMHUTENBbHBLIM p1CcKOM
camMonpounsBsonsHoro abopta.’’f® B Gyaywem He cBsA3aHHas
detanbHas OHK moxeT cTaTb [OCTATOMHO YyBCTBUTENbHOW ANS
onpepeneHns YeTKOro reHeTUYEeCKoro ctaTyca aMGpUoHa U BITECHUTL
NnoTpeBHOCTbL B NpoBeaeHNn NHBa3MBHLIX o6cnenoBaHmin.® 70

Mo3gHsis npeHaTarnbHasi reHeTuYeckasl AUarHoCcTUKa, Ha OCHOBE
KOTOPON MOXeT noabupaTbCsl akyluepckasi TakTuka, AOMmKHa ObITb
npeanoxeHa B cryvasx GepemMeHHOCTW, Mpu KOTOpbIX Ansi nnoga
NnpucyLl, BbICOKUA PWUCK HEOHaTarnbHOrO KPOBOTEYEHWSI BO Bpemsi
pofos. 1o TpebyeT NpoBeAeHNs aMHUOLIEHTE3a B CepeauHe TpeTbero
TpuMecTpa, a MaTb JOMmkHa 6biTb MHGOPMUMPOBAHa O HEGOMbLLIOM
pucKe NpexaeBpeMeHHbIX pogos. 't

3.9 | 9-u npuHumn no yxoay. NpenocraBneHune
KOMIMEKCHOro nayMeHT-opueHTUPOBaHHOIO NaHa
MeponpuUsaTUA B TeueHue Bcel 6epeMeHHOCTU U B
nocnepogoBou nepuoa

KO3 crankueawTcA C  MNOBLILWEHHBIM  PUCKOM  MEPBUYHOTO U
BTOPUYHOrO MOCNEPOAOBOIO KPOBOTEYEHUS, @ UX HOBOPOXAEHHBIE,
KOTOpble MOryT yHacnegosath '3, noaBepraroTcs pUCKy KPOBOTEYEHUS
BO Bpems poAoB, OCOBEHHO MpW WHCTPYMEHTarnbHOM nocobun B
pogax.'%127273 Kpome ouyeBMAHBIX (DUIMYECKUX W  MEONLIMHCKUX
NnocneacTBUA  MOCIEPOOOBOE  KPOBOTEYEHWE MOXKET  HEraTuBHO
OTPasnTbLCA Ha NcuMxMdeckom 3poposbe. OTpuuatesbHbIN ONbIT Npu
POXOEHUN MOXET MOBBLICUTb YPOBEHb TPEBOXHOCTW, KOTOpLIA ByaeT
BNUATb Ha GyayLme GepeMeHHOCTM U poabl.”* 7

Heobxogumo npoBepsiTb ypoBeHb xenesa, a ero aeduuut
NOANEXUT NEYeHNI0 BO BpeMs GepeMEHHOCTU C Lenblo CHUXEHWUS
pucka  HebnaronpusTHbIX  MOCNeAcTBAM — Ans maTepy U
HOBOPOXAEHHOr0.5 [ina yBenuyeHuss 4yBcTBa 6Ge30MacHOCTM K
aBTOHOMUM BO Bpemsi podoB Oyaylume poautenn AOSMXKHbl ObiTb
BKIIOYEHbI B NnaH poaos.2t 31o BkiovyaeT B cebs obeyxaeHne Toro,
6yayT Nn poabl NPOXOAUTb:

B pervoHanbHOM creumanuanpoBaHHoMm ueHTpe (LM wnu B
MEeCTHOM B0orMbHULEe MO MeCTy XuTenbcTBa. YeTkas KOMMyHUKaLus,
[OKYMeHTauus, npegocTaBneHne nnaHa pogos GyayLimMm poautensam
n Bcem cooTBeTcTBytoWMM MY, npuHuMaolWwmm ydactue B
HabngeHnn, ABNSIOTCA BaXHbIMW YCroBuAMM Ans obecneveHus
6e3onacHocTu ponoB. [lepes BbINUCKOW MNOCNE POAOB >KEHLMHAM
nomkHa OblTb  npefocTaBneHa WMHoOpMauus O  HopMarbHbIX
nocnepoaoBbIX BbiAENEHUSX U NpU3Hakax No3fgHero nocnepoaoBoro
KPOBOTEYEHMWS, Takke OHW JOSMKHbl 3HaTb Kak, koraa v Kyaa cnegyet
obpalyatbCs 32 MeQULIMHCKOW NMOMOLLbHO.

LINT gomkHbI COCTaBNATL YETKMIN MHOTONPOMUIBbHBIN MNaH poaos
C NPOMEXYTOYHbIM MNaHoM € 24 Hepenu, B KOTOPOM AOMKHbI ObiTb
npeaycMOoTpPEHbI BCE BO3MOXHblE cnyyawu, BKIOYas
npexaeBpeMeHHble poAabl. [naH nognexut koppekumm B 28—36
Hefent C y4yeToM MOBTOPHOM OLEHKU CcTaTyca CBepTbiBaHUS W
pesynbTaToB MNpeHaTanbHOW reHeTUYeCKOW  AWarHOCTUKW.  JTo
BKMOYaeT B cebsl YeTkMe W KOHKpEeTHble pekoMeHAauuu no noBoay
reMoCTaTUYeCcKoro KOHTPOms BO BPeEMS W MOCne pofoB, MoKa3aHWm K

HelipoakcuanbHOM  aHecTesuu, TpebGoBaHui K  OrpaHUYeHusiM,
CBSi3aHHbIM C NNoAoM, Ans obecnedeHnss 6esonacHOCTV PoaoB (ecnum
TakoBble MMEKTCS) M HabMiogeHUo 3a HOBOPOXOEHHBLIMU Mocre
ponoB.*>"" 79 MoxeT noHagobuTbCs uccnenoBaHve nyrnoBMHHOM KPOBM
1 HanpaBsreHue K 4eTCKoOMy remaTosiory Ha uccriegoBaHue reMocTtasa
[eTen c BO3MOXHOM npeapacronoxeHHoCcTbo. Kpome cneumdmyeckon
KPOBOOCTaHaBMNMBaloOLWLEeNn Tepanuy  TpaHeKcammHOBast
CHWKaeT PUCK paHHEro M NMo3gHero NnocriepogoBOro KPOBOTEYEHUS U
He MpensaTcTByeT KopMreHwo rpyabto.’*f062 Mo aToit npuunHe ee

Kucrnorta

HemeaneHHoe U gnutenibHoe HasHayYeHue nocrne poaoB cnenyet
paccmaTpmBatb B OTHOLWIEHUMM BCEX >XEHLWWMH CO CKIOHHOCTbH K
NOBbILLUEHHOMY KPOBOTEYEHMUIO.

3.10 | 10-# npuHuun no yxoay. BknioueHne XKAI'3 B
peecTpbl, KNTMHUYECKMEe UccnefoBaHUA U MHHOBaLMKN

OanHble o A3 sBnstoTcs orpaHnyeHHbiMU. CTaH4apTM3MPOBaHHOE
BKrtodeHne X3 B HauMoOHanbHble 1 MexXayHapoaHble peecTpbl He
BbIMOMHAETCS, a KNMHUYECKNe UCCRefoBaHUa BNSAHUS U yNpaBneHns
'3 [0 cyx Nop B OCHOBHOM HarnpasfeHbl Ha MyX4uH ¢ remodunuein.83
Onsa ynyywenuna Hawen ocsegomneHHoctn o XKAM3 Heobxogumo
nocrnefosaTtenbHoe W yHuduUuMpoBaHHoe BktoveHne KO3 B
HauuoHanbHble/MexayHapoaHble peecTpbl. [N nyywero noHUMaHus
BMUAHNA 3 Ha XEeHWWH, a Takke TOro, Kakue MeTodbl neyeHus
nomorawT 3pdekTMBHO 6OpPOTLCA CO  Cneumuduyeckn KEHCKUM
KPOBOTEYEHMEM W €ero MocneacTBUAMU, OOSMKHbI UCNONb30BaTLCA
efAuHble, YCTAHOBMNEHHblE HA MeXOYyHapOAHOM YPOBHE CBSA3aHHbIE C
KOHKPETHbIM MauneHTOM (Crieunduyeckn XeHCKne) KpuTepumn oLeHKN
AaHHbIX.

To, 4TO cCBSiI3aHHble C MOMOM  pasnNuUyus
hapMaKOKMHETUKY U 3aTPYAHSIOT TepaneBTUYECKyl ONTUMU3ALMIo,

BINAKOT  Ha

npu3HaeTcs B HegocTaTouHon mepe.®® Heobxoammo yaensts Gonblue
BHUMaHUS pasnuyatoLencs no nonoBomy npusHaky
hapmakonornveckon 64MTENLHOCTY U CO3[aHUI0 NeKapCTB.

C uenbto nyywero neyeHus XAM3 n oueHkn pesynbTaToB 3Ta
rpynna nauveHTOB [JOfkHa OblTb BOBMEYeHa B  KIIMHUYECKME
nccneaoBaHus, NpoLecc  CO3[aHus, COBMECTHOW  paspaboTku
nccneaoBaHWi M AeATenbHOCTb Hay4HbIX COBETOB. B npoTokonax
nccneaoBaHMi  [OSMKHBbI (OUKCUPOBATLCA  CMELMUYECKU KEHCKune
KPUTEPUM OLEHKN AaHHbIX. TOMbKO TOrAa MHHOBaumu B obnactu
MeauUMHbl  ByayT OencTBUTENbHO HampaBfeHbl Ha  ynydleHue
KavecTBa xu3Hu XKAOIr3.

3.11 | OrpaHu4YeHUs U CNOXHOCTHU

PasHble cuctembl 3apaBooxpaHeHust ByayT cTankMBaTbCsi C pasHbIMU
OrpaHVUyYeHUsiMU pPecypcoB, AOCTYMHbIX Af15 OCYLLECTBNEHNUS NEPEMEH.
Mo3ToMy CrOXHOCTH, CBSI3aHHbIE C BBEAEHUEM HAaCTOSALLMX NMPUHLMMOB
no yxoay, 6yayT oTnmM4yaTbCs B 3aBUCUMOCTU OT CTPaHbl U Aaxe BHYTPU
O[HOM CTpaHbl B 3aBUCUMOCTM OT YCMyr, MNpeaocTaBnsieMblX Ha
MeCTHOM ypoBHe. Mbl npusbiBaem kaxapin LITT/LIKIT paccmoTtpeTb
OCYLLECTBMMOCTb MPUHLUMMOB MO YXO4Yy U ONpeaenuTb NpuopuTeThl B
3aBUCMMOCTM OT MMEILIMXCH B HacTosilee BPEMSI PECYPCOB U
obnacren, B KOTOPbIX  W3MEHEHUs1  SIBMAKTCA Hanbonee
HeobxoauMbIMK. BaxHbiM warom gns kaxgoro LJIT/LIKIT ctano 6ol

yCTaHoBIeHue TECHbIX OTHOLLEHUIN co CBS3aHHOW
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aKyLLepCKON/TMHEKONOrMYeckomn cnyxoon, 4yTO ycKopuT
YCOBEPLUEHCTBOBaHMSA B pamMKkax APYrux npuvHUMnoB no yxogy. C
yBernMYeHMeM  [JOCTYMHOCTM  AMCTAHUMOHHBbIX  KOHCYyMbTauuii
Heob6XoOMMO NPUCMOTPETbCA M K 3TOMy BapuaHTy C  Lenblo
cofevcTBusi OBLLUEHNIO C naumeHTamy cnocobom, Mo3BONSOLMUM
3KOHOMUTb BpPeMsi W 3aTpaTbl, B OCOOEHHOCTM B yAaneHHbIX
MECTHOCTSIX.

4 | 3AKIOYEHUA

Oecate npuHumnoB no yxogy 3a XAI3 onpeneneHsl Bcneactsue
LIMKIIMYHOTO NpoLiecca B eBponeinckoM coobyectae '3. 3T npuHLmNbI
no yxody MOryT TOCNYXUTb  OCHOBOW  ANS  YryuleHus
0CBEJOMIIEHHOCTU 06 YHMKarnbHbIX CIOXHOCTSX, C KOTOPbIMU
crankuatotcs KO3, nomMoyb Npu BbISBNEHWWM GONe3Hn 1 okasaHum
KOMMNMEKCHOro MHoronpoduneHoro Habnoaexnus. OHu npegnaratoT
ocHoBy ansa LINIM/LKI B oka3aHumu pasHoro yxoaa anst Bcex XKAM3, kak
B COBCTBEHHbIX, Tak W B [APYrUX MEAULMHCKUX YYPEeXOEeHUSIX.
OcyuwiecTtBneHne un cobnogeHne MpUHLUMNOB MO  yXO4Yy MOXeT
MOTEHUManbHO ynyywnTb kadecTBo xmsHn KO3, nx coumanbHyo
aKTUBHOCTb WM y4yacTue B KIMHUYECKOM YyXO4e M WCCINEeOOoBaHusX.
HeobxoamMma oueHka BO3MOXHbLIX OrpPaHUYEHUA W CIIOXHOCTEN
OTHOCUTENbHO OCYLLECTBEHUS HACTOSILUMX NPUHUMMOB NO yxoay, a
Takke ux Bo3gencTtBuMa Ha Oyaywwmin onbit KO3 ¢ uensto
obecneyeHunst Hagnexallero oxasata u oTobpaxeHns ¢ y4eToM pachl,
3THUYECKOTrO npoucxoXxaeHus, KynbTypbl " coumanbHbIX
0EeTEPMUHaAHTOB (haKTOPOB 310POBbSI.

BINArOOAPHOCTb

OTOT NpoeKT nNony4mn nonHyo noaaepxky EBponernckon accoumnaumm
remMounum U1 COMyTCTBYIOLUMX PACCTPOMCTB, 3a WCKIOYEHUEM
KOMMepYeckoro uHaHcupoBaHus. Kpome Toro, mbl xotenu Obl
no6naropgapute Dawn Rotellini (World Federation of Hemophilia and
National Haemophilia Foundation), Maha Othman (International
Society on Thrombosis and Haemostasis Scientific and
Standardization Committee on Women’s Health Issues in Thrombosis
and Haemostasis chair), Kerry Funkhouser (Foundation for Women
and Girls with Blood Disorders) 1 Amanda Bok (European Haemophilia
Consortium CEO) 3a nx nomoLpb 1 noaaepxky. M HakoHel Mbl XoTenun
6bl BbIpasuTb CBOK GnarogapHOCTb BCEM NauveHTam U MeanuMHCKUM
paboTHVKaM 3a UX BKag M obpaTHYH CBA3b MpW OCYLLECTBIIEHUM
BCEro rnpotecca.

KOH®JIUKT UHTEPECOB

O-p BaH laneH nony4una HeOrpaHWYEHHbI [PaHT Ha Hay4Ho-
nccnegosartenbckyto paboty ot CSL Behring, Bayer n Octapharma, a
Takke roHopap 3a nybnuyHoe BbicTynnexue ot Takeda, CSL Behring
n Bayer. 1-n JlaBuH nony4yuna roHopap 3a KOHCYJIbTaLMOHHbIE YCIyTy,
npepoctasnsemble Takeda u KOHCynbTaTMBHOMY coBeTy Tremeau
Pharmaceuticals, a Takke BbicTynanf B kayecTBe KOHCynbTaHTa Ans
Sobi. . Monnapg nonyyuna roHopap 3a ny6nuyHoe BbICTyNneHNe ot
CSL, Roche- Chugai, NovoNordisk, Sobi, Takeda u roHopap 3a
KOHCYNbTaUMOHHble ycrnyrm oT BioMarin, CSL, Takeda, Roche,
NovoNordisk. [1-p 4’YapoH BbiCTynana B Ka4ecTBe KOHCynbTaHTa Ans
Baxalta/Shire, Bayer, Biomarin, CSL Behring, LFB, NovoNordisk,
Octapharma, Pfizer, Roche n Sobi, Spark 1 6bina npurnaweHHbIM

poknagymkom Baxalta/Shire, Bayer, CSL Behring, LFB, NovoNordisk,
Octapharma, Pfizer, Roche un Sobi. [O-p Karip nonyunn
HeorpaHu4yeHHble rpaHTbl Ha Hay4HO-uccrnedoBaTenbCkyo paboTy oT
CSL Behring, Pfizer, Roche, SOBI, uniQure wn roHopap 3a
KOHCYTNbTaLUMOHHblE  ycryru/mybnuyHoe BbICTynneHve ot  Bayer,
Biomarin,
CSL Behring, HCD Economics, Novo Nordisk, Pfizer Roche, SOBI 1
Takeda. [I-p ducep nony4mna roHopap 3a nybrnmyHoe BbICTYMNEHNE OT
Bayer, Baxter/Shire, SOBI/Biogen, CSL Behring, NovoNordisk;
npeaocTaBnsana KoHCyNbTalUuoHHbIe ycnyrn anst Bayer, Biogen, CSL-
Behring, Freeline, NovoNordisk, Roche u SOBI; n nonyuuna
NnoadepXkKy Ha HayyHo-uccrepoBaTenbckylo paboty ot Bayer,
Baxter/Shire, Novo Nordisk, Pfizer n Biogen. [1-p Momes nonyuuna
HeorpaHu4yeHHble rpaHTbl Ha Hay4HO-UccrnenoBaTenbCkyo paboTy oT
Bayer n Pfizer n roHopap 3a KOHCYynbTauUWOHHbIE ycrnyru/ny6nuuHoe
BbICTynneHue ot Bayer, Biomarin, BPL, CSL Behring, Novo Nordisk,
Pfizer, Roche, Sanofi, Sobi n Takeda. Mpod. A6ayn-Kagup nonyunn
roHopap 3a nekuun/obpasoBatenbHbivi rpaHT oT Pfizer, NovoNordisk,
Takeda n ViforParma.

Hu y Kakmx n3 OpyrMx aBTOPOB HET KOH(IUKTOB WHTEPECOB, O
KOTOPbIX HE06X0AMMO COOBLWNTb.
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