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HoBocTtu Becepoccumckoro
obwecrea remodunum

lMpedcmaensieM eHUMaHUr YumameJsieli Ho8bIl 8bInyck XxypHana. K coxaneHuro, Ha4HuHaemM ¢ HepadoCMHbIX 8bl-
e0doe: nocsiedHue 200bl, Ha4uHasi ¢ 2019-20, o3HaMeHo8aJsluCb HavyasioMm nepeboee 8 siekapcmeeHHOM obecrevyeHuUU

60s1bHbIX 2eMogpunueli. AMo NPoucxodusio u3-3a psida 06LEeKMUBHbLIX MPUYUH.

Bo-nepsasbix, ysenuyurcs peeucmp 80 ecell npoepamme B3H, npu atom yBenuyeHve Grogxeta He nocrnesano 3a yBenuye-
HVMEeM Konunyectsa B0mMbHbIX.

Bo-emopeix, yeenuyunace nompebHocms 6 npenapamax. Kak B cuny Toro, 4to, Hanpumep, A03VPOBKY PacCy/TbIBAKOTCS
Ha BeC nauueHTa, a, 3Ha4yuT, 1 BCem AETSM, NO Mepe UX pocTa, TpebyeTtcs bonbliee KONMMYECTBO Npenapara, Tak 1 B CUry TOoro,
YTO PErncTpbl «CTaperT»: pacTeT NPOAOIMKUTENBHOCTb XM3HU NALMEHTOB — TO, PaAu Yero U CyLLeCcTBYeT cama nporpaMma:
cpeaHuin Bo3pacT 6onbHbIx remodunuen B Poccnmn coctaBnsieT cerogHst 36 net, npu cpegHem Bo3pacTte Bcero HaceneHus — 40
neT, a ecny 6paTb TONbKO MY>CKOe HacerneHue, To — 37,2. [ntoc Ko BCemy, KOHEYHO, eCTECTBEHHAas NpUYmnHa yBenuyeHns no-
TPeBGHOCTM B Mpenaparax — PocT pernctpa 6onbHbIX HacneACTBEHHbIMU KoaryrnonaTusiMu:
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B-mpembux, pacwupsemcs ne4yeHue bornee 0opo20cmoAauuMU rnpenapamamu, NpuMeHeHne 6ornee 4OPOrnx Cxem, Hamnpu-
Mep, NpU UHrMBUTOpHON bopme remochunun. JleyeHne NHIMBUTOPHON POpPMbl Ha NOPSAOK AOPOXKE MNEYEHUs KracCuyYecKom
dopmbl remocpumnuu.

B-yemeepmeix, npogpamma B3H 6bina pacwupeHa, B Hee 6biv BKMYEHbI HOBble Ho3onoruu: B 2018 (+5 Ho3omnorui) u
B 2019 r. (+2 Ho3onoruu), Takum obpasom PepepanbHas nporpamma BbiCOKO3aTpaTHbIX Ho3onormn «7B3H» paclumpunace
Ao «14B3H», Ho nMpu aTOM Te BloKeThl, KOTOPble ObINY 3aN0XXeHbl HAa HUX, OKa3anucb CUINbHO 3aHWKEHBI, 1 Mpobnembl ¢ eé
MHaAHCUPOBAHMEM CTann CTPEMUTENBHO HapacTaTb.

Bce ato npuBeno k Tomy, 4to no nporpamme B3H MuHucTepcTBO 30paBooXpaHeHnss He CMOIMOo 3akynaTtb npenapartbl Kak
npexae — Ha Tpu Mecsaua Bneped. PaHblie MWHUCTEPCTBO 34paBOOXpPaHEHMS MOMMo cebe No3BONUTL 3aKynaTb B KOHLE Te-
KyLLEero roga Bnepes Ha Tpy Mecsilia creayoLero roga, YTo No3Bonsano CHUMaTk NpobrnemMy 1 yxe nocne AnuTenbHbIX HOBO-
rOAHUX MPa3gHMKOB NMPOBOAUTL 3aKynku. He yanBuTensHO, YTo 6e3 Takon «nogyLukm 6e30macHOCTUY - MEePEXOASLLEro Tpex-
MECSHYHOIO OCTaTKa — PErmoHbl YXXe B KOHLe KaXXOoro roga HaumHamno nuxopagutb, @ MUHUCTEPCTBO 34paBOOXPaHEHUs He
BCerga ycnesaro 3aKynuTb Nocrne HOBOroAHUX NpasaHMKOB HY)XXHOEe KOMMYeCTBO npenapara. Pesynstatom OTMeHbI 3aKymnokK
nepexoasaLnm 3-x Mecsi4HbIM OCTaTKOM YXKe Ha MPOTSKEHWW ABYX NET ABMAIOTCS nepebon B obecneveHnn naunmeHToB B heB-
pane-mapte, a B 2020-2021 r.r. nepebou ¢ nekapcTBeHHbIM obecnevyeHnem B pamkax B3H kocHynvch naLmMeHToB CO MHOMMMM
3aboneBaHuaAMY, Yero paHee BoobLue He Habntoganock. BOI™ n Bcepoccuiickuii coro3 naumMeHToB OLEHWBAKOT TEKYLLMIA Aedu-
umnT G6ropketa ans nporpammbel B3H B 10 mnpa py6nen, a ¢ y4eTtoMm HeoOXoaMMOCTH NepexoasiLero octatka Ha Tpu Mecsua
noytu B 20 mnpa.

B Hauane 21 . 6bin AeduumMT NOCTaBOK paga npenapaTtoB: MyuH3apaB He AOoKynuI OKTOKOr anbda, aMuumusymad, CUMOK-
TOKOTr anbda, aHTUMHIMOUTOPHbLIVA KoarynsHTHbIM KoMnnekc. Mpuyem no psagy npenapatoB He 6bino 3akynneHo novtn 50%
notpebHocTu. B cBA3m ¢ atum BOI™ ctan cTyvaTtbcsa BO BCe ABEpU M obpallatbCsi BO BCE MHCTAHLMKU, YTOObI CHATb OCTPOTY
cuTyaummn. HeogHokpaTHble obpalleHns B opraHbl UCTONMHUTENBHOW M 3aKOHOAATENbHOW BRacTyh, K NPe3vaeHTy CTpaHbl Mno-
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MOINU: B pesynbraTte aKCTPEeHHbIX obpalleHnii MMHMCTepCTBO 30paBOOXPaHEHNS CMOTTO AOKYNUTbL HEOBX0AMMOe KONMMYECTBO
npenapara, Ho.... 3a cyeT brompkeTta 22 roga! Ml Ham coBepLUEHHO 04€BUAHO, YTO €Cnv He ByAeT AOMNONMHUTENBHOIO (bMHaHCH-
poBaHus, 3TO CTaHET TOMbKO yrnybneHneMm rHaHCOBOro Kpusmca nporpammel. B koHue 2021 r. paccmatpuBancs 61ogkeT Ha
22,23 n 24-n r.r., 1 BOI' coBMecTHO co Bcepoccuickum co3oM naumeHToB obpatunuck B FocyaapCTBEHHYH AyMy C MPOCh-
6on paccmoTpeTb Bonpoc 06 yBenuyeHun ruHaHcupoBaHus nporpammMbl B3H B pamkax obCcyxaeHnsa aToro 3akoHOMpoekTa.
Mucemo lMpepcepatento MNocyaapcTeeHHon Oymbl PenepanbHoro cobparus Poccuiickon ®epepaummn B.B. BonoguHy, kak n
BCe Apyrve obpalleHus, BbINIOXeHbI Ans 03HaKOMIeHWs Ha HaweMm cavite. BOIr 6yaeT npunarate Bce yeunus k ctabunumsaumm
CUTyauum C NekapcTBEHHbIM obecneveHneM. MpaBnUTENbLCTBO BbIAENWO A0OMNONHUTENbHbIE 8,9 MNpa pybnew, YTo No3Bonuio
ocyLLecTBUTb B KOHUe 2021 . gononHuTenbHble 3aKynky hakTopoB CBEPTbIBaHWSA KPOBU. Mpn 3TOM Hemnb3s He OTMETUTb, YTO
obLee KONMMYECTBO 3aKynaeMbix MpenapaToB NPoAomKaeT pacTu: 1 B Yactn ME Ha gyuly HaceneHus, 1 B 4acTu obLuero oob-
ema BOCbMOro ¢haktopa (CyMMapHO Nia3maTu4eckoro 1 peKOMOUHAHTHOrO):

NMPOIrPAMMA «14B3H» (®Paktop VIII ME Ha aywy HaceneHus)
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Ha dpoHe cnoxHocTen ¢ nekapcTBeHHbIM obecrnevyeHneM BOMNbHbIX reMounmMen NPUATHO OTMETUTb OYEHb BaXKHbIN (PaKT:
NPaKkTUYECKN NpekpaTunmch xanobbl Ha MC3. B npeabigylnx HoMepax XypHana Mbl NogpoOHO OCTaHaBNMBAaNMCb Ha BCex
acnekTax 3TON npoueaypbl: 0GHOBMEHNN KPUTEPMEB NMPU3HAHMSA N1LA MHBaNMAOM, NpaBuniax npoxoxaeHus kommccmn MCO
Ons geTen u B3pOCHbIX, MPONUCHIBANN MapLUpyTU3aumio Ansi NPOXOXAEHUSA MEOUKO-COLManbHOM 3KCNEePTU3bl, NpUBMeKanu
BHVMMaHUe K BaXHOCTU 1 HEOBXOAMMOCTM pasnUYHbIX OKYMEHTOB, K NpaBuiiaM ocnapuBaHUs peLleHnii komuccuii. Beé ato no-
MOTFJ10 NPEOAONIETb, Ka3anock, HEMPEOAONMMbIE TPYAHOCTU, U CEFOAHS C YyBCTBOM YAOBMNETBOPEHMS MOXHO cKasaTb, YTo BOI
[obunock KapauHanbHbIX U3MEHEHUI B 3ToN cdepe. NonyyYyeHre NHBanMaHOCTU CEroaHs nepecTano ObiTb HEMPEOLONNMOW
TPYOQHOCTLI0. ATO BHYLUAET YBEPEHHOCTb, YTO Mbl CMIPaBUMCS 1 C APYrMMuM Npobnemamu.

loBopsi 0 geatensHocTn BOI, Hago npusHaTh, YTO MAHAEMUS He OCTaBuna HaMm A0BPOBOMLHOMO BbIOOPa MEXAY OYHbIMU 1 3a-
O4YHbIMK chopmamm paboThbl. Moatomy Bcepoccurickoe 06LLECTBO reMochmnum NepeLLno Ha ropuaHble: TaMm, rae anuaeMUornori-
Yyeckasi obcTaHoBKa no3sonsina, BOI npoBoanno o4vHble «LLkorbl remodunumy, Tam, rae 3To 6bINo HEBO3MOXKHO, OYHbIe «LLIKonbIy
NEPEHOCUIN UMM OTMEHSNN 1 MPOBOAMIN aKTUBHYIO paboTy Yepes OH-NanH nnoLlaaki. B mapte yaanock npoBecTy Lwkonbl B ben-
ropoae, KemepoBo n Yde, B anpene — B Jluneuke, Kypcke n VpkyTcke, n3-3a CROXHOW 3NMAEMUOIOrMYECKon 06CTaHOBKM OH-ManH
npowna «Llkona» B MockBe, B Mae yaanock npoecty «LLkony» B iBaHoBe, HoBocnbupcke n OpeHbypre, B utoHe — B Kapenuu, Bo-
poHexe 1 Benvkom HoBropoge, B ntone — B brnaroselueHcke, B ceHTAOpe — B Omcke, Briagneoctoke, Apocnaene n Bnagumupe, B
oKTA6pe — B bpsiHcke n YnaH-Yaa. O «Llkonax», npolieaLumnx o4Ho, Yntante 063opbl Aanee. YaadHbiM onbitom BOI™ ctanm oH-nanH
BebuHapbl. K yyacTuio B HUX NpUBIEKaoTCA Nyylume creumanmcTbl, Bpadn, KOTopble He MbICIAT XuU3HM 6e3 cBoelt npocheccun. Mol
OnarogapHbl 3TUM HEPaBHOAYLUHBIM MIOAAM, KOTOPbIE TPATAT CBOE AparoLeHHoe cBOOOAHOe BpeMs Ha Hac, nayneHTos!

Tonbko ¢ AaHBapsa no mar 2021 r. 6bnM NnpoBeAeHbl AecsATb BeEOMHAPOB Ha OYeHb pasHble, HO akTyarb-
Hble onga Hawen ayautopumn Tembl (https://hemophilia.ru/news/1330-programma-onlajn-meroprijatij-
vog-na-pervoe-polugodie-2021-goda.html).

Eweé pBa BeOvHapa, NpoBEAEHHbIE B CEHTAOPE, NPOAOIKUNN NPOrpamMmMy OH-NaH MEPONPUSTUIA MOCNE NETHEro nepe-
pbiBa. He Bce BeOMHapbl MOXXHO MOCMOTPEThb OchnarH, No3ToMy pekoMeHAyeM XOTs 6bl OQHOMY YNeHYy CeEMbW BbIKPOUTH
BPEMS 1 NMPUCOeaNHUTBLCS K ydacTHMKaM, TeM Boree 4To nnatcopma, Ha KOTOPOW OHW NMPOBOAATCS, NMO3BOMSAET KAaXXA0OMY 3a-
[aBaTb BOMPOCHI HANpPsIMY0 MPaKTUKYOLLEMY Bpady BbiCOYANLLErO Klacca 1 nony4vaTb OTBEThI Ha CBOM KOHKPETHbIN BOMpOC,
KacaroLwmncsa nuyHo Bawen cutyauyuu.
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He Bce BebBuHapbl MOXHO Ny6rnvKoBaTb, HO KOrAa Takas BO3MOXHOCTb €CTb, 3anuCb BblKNaAblBaeTCs cpasy B He-
CKOmbKMx MHopMaumoHHbIx pecypcax BOI, B nepByto odepenb Ha kaHane BOI B toTbio06 (https://www.youtube.com/c/
HEMOPHILIARUSSIA) v Ha cawnTe Bcepoccuiickoro obwectsa remocdunun www.hemophilia.ru, a ccbinku gatoTcs Bo BCex
MHMOPMALIMOHHBIX KaHanax:

TELEGRAM: OduumansHblid ny6rvyHbiii HOBOCTHOW kaHarn «Bcepoccuickoe ob1ectso reModunmumy
t.me/hemophilia_russia

FACEBOOK: CtpaHuua «'emodunus. MNpasuna xu3Hm» GemophiliaLifeRules
BKOHTAKTE: CoobwectBo Bcepoccuiickoe obiectso remodunum unu vk.com/hemorussia
WHCTATPAM: HEMOPHILIA RUSSIA nnu @hemophilia_russia/

CAWT Bcepoccuiickoro obLecTsa reMmocunumn remodmnus.opr unu hemophilia.ru

hemophilia.ru YouTube Facebook Telegram MHcTarpam

BOI" Bcerga npyaepxumBanocb rmbko MHPOPMAaLMOHHOW NOMUTUKM, MOSTOMY MaHAEMUS He TONbKO He 3acTana Hac Bpa-
Cnnox, HoO nomorna bbicTpee NepecTponTbCA: BO3pOCHa porib MHHOPMUPOBAHUS Yepes coumarnbHble CETU, POAUTENBCKUA YaT
1 apyrme MHOPMaLMOHHbIE KaHanbl.

Pooutenbckuin yat — Bcepoccuinckas poguTensckas rpynna «Hawwm maneumwkuy B WhatsApp, cosganHas B 2015 r., k
KoHuy 2020 r. gocTMrNa MakcnMarnbHOW YNCNeHHOCTN B 255 yyacTHukoB, noatomy ¢ 2021 r. 6bina nepeBeaeHa B Telegram. B
HaCTOSALLMIA MOMEHT B Hel 369 yyacTHMKOB. Ta rpynna opueHTpoBaHa Ha CeMbM C MaNeHbKUMU OETbMU, HEAABHO CTONKHYB-
LIMMUCS C remodpunmen. [ins BCTynneHnss BO BCEPOCCUNCKUIA POAMTENbCKUIA YaT «Hawm mansumwwkuny B Telegram Heobxogmmo
obpaTtnTbes Kk agmuHucTpatopy +7 (910) 470-0730 unv npucnaTtbh 3a8BKy Ha noyTy: info@hemophilia.ru

Pa3 B Tpu roma BOI' cobupan akTMBUCTOB Ha TPU BaXKHbIX MEPOMNPUSATUS, 06beanHssi BMECTE UX MPOBELEHME: BCEPOC-
CUNCKYIO Hay4YHO-MPaKTUYECKYI0 KOH(DEepeHUMIO A4S CneLmanMcToB-MeamMKoB, UMEIOLLMX OTHOLLEHUE K NTIEYEHMIO MaLUeHTOB C
HacnedcTBeHHbIMY Koarynonatusamu, Cbesn Becepoccuickoro obLiectsa remounnm n TpeHuHri ans aktvmemctos BOT. [Npose-
OEHNEe 3TUX MEPONPUATUIA B OOHOM MECTe 3aHMMasio HECKOMbKUX AHEN 1 NO3BOMAMO creyuanuctam - Meamkam co BCeW CTpaHbl
0B6MeHATbCA MHpOpMaLMeEn, NPAKTUYECKMM OMbITOM W NO3HAaKOMUTLCH C CamMbIMU MOCHEAHNMU OOCTKEHUSMU B NIEYEHNUN U
camMbIMM HOBBIMM NpenapaTtamu. lNpresxatoLime Ha MepONpUSTUE Aerneratbl OT permoHanbHbIX oTaeneHni BOI™ n aktmBucTbl —
nauneHTbl MMeny BO3MOXHOCTb ClyLlaTh UHTEPECYOLLME NX AOKNaAbl, @ HAa TPEHMHIaxX yunTbes 3MEKTUBHO CTPOUTL PaboTy.

MoaBopka Tem BbICTYNNEHNI Y YPOBEHb YHACTBYIOLLMX B KOHDEPEHLMAX CNELMAnMCTOB HACTONBKO BbICOK, YTO BbI3bIBAET WH-
Tepec ropa3ago 6onee LWMPOKOro Kpyra MeguKoB, YeM MPOCTO MMEHOLLMX OTHOLLEHME K NIEYEHUIO NALMEHTOB C Hacne4CTBEHHbIMN
Koarynonatuamu. lNMaHaemms He No3Bonua NPOBECTM O4HO 3TV MeponpuaTud, nostomy 14 oktabpst 2021 r. IX Beepoccuiickas Ha-
yYHas KOH(PEpPEHLMS BNepBble MPOXOAMIa B OH-NanH peXnMe 1 BNepBble MMENa He MPOCTO NH(OPMALIMOHHbIA O3HAKOMUTENbHbI
xapakTtep. bnarogaps nnarcdopme, Ha KOTOPOW OHa MPOBOAMNACH, — MOPTany MeAULIMHCKOrO OH-ManH obpa3oBaHusa med.studio,
BCE 3apervcCTpMpoBaHHbIE YHaCTHUKN-MEOVK MOIIN MOMYyYUTb CEPTUMUKAT O NOBLILLEHUN KBanNMduKaumm. 31O BbIBENO KOHGe-
PEHLIMIO Ha COBEPLLEHHO OCOBbLIN YPOBEHbL: OHa Bblna akkpeauToBaHa KoopAnHAaLMOHHBIM COBETOM MO Pa3BUTUIO HEMPEPbLIBHOIO
MeAULIMHCKOro 1 dhapmaLeBTr4eckoro obpasoBaHus. bonee nogpo6bHO 0 Hel 1 CCbINKM Ha BUAE03aMnUCH CMOTPUTE HUXKE.

VIII cbesn Becepoccuiickoro obuiectea remodunum coctosncst 16 oktabps 2021 r. Takke B OH-NariH popmaTte. YyacTHuKa-
MU Cbesfa cTanu generarbl OT PErMOHarnbHbIX OpraHM3aLumnin, n3bpaHHble Ha permoHanbHbIX KOHPEPEHLUMAX, YaCTb U3 KOTOPbIX
Obina Takke NpoBeAeHa OH-NalH B CBSA3U C HeBnaronpusaTHOM anuaemMuonornyeckon o6ctaHoBkorn. O cbesae U ero peLleHnsax
YuTanTe Jaree Ha ctpaHuuax xXypHana.

TpeHvHr pykoBoguTenen pernoHanbHbix opraHusauun n generatoB VI Cvesga BOI, coctosBluninca 23 okts6psa 2021 r.
He cTan UCKIYeHneM 13 pexnma oH-naviH. Ewé netom 6bino npoBedeHo ronocoBaHne No NpeasioXKeHHbIM Temam, Ha OCHO-
BaHWUM KOTOPOro, C y4ETOM MHEHUS NpecTaBUTENel perMoHarnbHbIX OpraHM3auuii, bbina cocTaBneHa nporpaMmma TPeHUHra.
[MoppobHee 0 HeM ynTanTe ganee.
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IX BcepoccuMCcKana HayuyHO-NpaKTHYecKana KoHpepeHuuna
no remopurumu <Bonpockbl opraHusaumum, AMarHoCTUKHM

U A€YEeHMUA NAUUEHTOB C HACAEACTBEHHbIMH
Koaryronatuamm»

KoHdepeHuus, npu3BaHHasa 0600WNTL BCe NOCNEAHNE U3MEHEHMUS U NPAKTUYECKUIA ONbIT B NIEYEHNM NALMEHTOB C Ha-
cneacTBEHHbIMU KoarynonaTusimum, NPoOBOAMTCS 04MH pa3 B Tpu roga. OpraHusatop — Becepoccuiickoe obLectBo remodu-
num coBmecTHo ¢ ®IBY «HMWL] rematonorumy» Munsgpasa Poccun n ®IrbY «HMULL AFOU um. Omutpusi Poradesay.

14 okTabpsa 2021 r. BnepBble B npakTuke BOIN ans meponpusatuii Takoro Macwtaba n 3Ha4MMocTy Obin MCNONb30BaH
OH-navH copmart. B pabote koHepeHUnn NpuHsnu yyactme 665 yenosek n3 58 pernoHoB Poccum n 7 ctpaH (Poccuum,
Benapycu, KasaxcraHa, KeipreiactaHa, Mongosbl, TypkmeHun, YkpauHbl). BupTyanbHow nnowaakon KoHdepeHuun ctan
noptan MeguUMHCKOro oH-nanH obpasoBaHus med.studio, 6bnarogaps Yemy nosiBUnacb BO3MOXHOCTb PaclUMpUTb Kpyr
y4acTHWUKOB. BbInun npurnatleHsl Bpayn pasnuyHbIX crneumnansHOCTEN — remartonor, TpaBMaTonorn-optoneabl, XMpypru,
Bpayn KMMHUYEeCKoW nabopaToOpHON AMArHOCTMKW, PYKOBOAUTENW MO OpraHu3auun 34paBooXpaHeHust U obLecTBEHHOro
300pOBbS, Bpaun obLern BpayebHow npakTuku. MNonyyuns akkpeauTaumio KoopamHaumMoHHOro coBeTa no pasBUTUIO Hemnpe-
PbIBHOIO MeOMLIMHCKOro 1 dhapMaLeBTM4eckoro obpa3oBaHuns, KOHdepPeHLMs nonyyuna cratyc, AalLwWwuid NpaBo cynTaTtb
yyacTue B Hel MNoBbILeHVEM KBanudukauum anga cneunanuctos. bnarogapsa atomy cratycy, noytn 400 Bpayen U3 pas-
HbIX permoHoB Poccun cmornu npontn obydeHne v nonyyuntb 6annbl HenpepbIBHOrO MeanumHekoro obpasoanusa (HMO).
Takas BblCOKas OLeHKa YPOBHSA KOH(EpPeHLMM roBopuT cama 3a cebs. Jlydwmne cneunanucTbl-npakTUkn Aenunmcb CBOUM
onbITOM C Komnrneramu. B nneHapHow Yactn koHdepeHumn 6binn cobpaHbl AoKNaabl Be4yLMX crneunanucToB B obnactu
neyeHus remouNUK, 3aTem LUK napannenbHo CUMMNO3WyMbl B TPEX HanpasneHusax: A8 reMaTtornoros, Ans OpToneaos v
XVpYproBs, Ansi Bpaden nabopaTopHON AWarHOCTUKWU. TPpyAHO nMepeoueHnTb 3HaYMMOCTb Takoro MeponpusaTisa 1 Ans Hac,
nauueHToB, U AN CreunannucToB, Hac nevawmx. bnarogaps HalwvM KOHEpPeHUUsM, pacrnpoCTPaHAOLWMM OMbIT NyYLLNX
cneumanncToB Cpean MeAMKOB, YPOBEHb MEOULIMHCKON MOMOLLM, OKasbiBAeMOW NnauMeHTam C HacrneacTBEHHbIMWU Koary-
nonaTtnMsMu, OAMHAKOBO BbICOK B Pa3fnyHbIX permoHax ctpaHbl. B xoge koHdepeHuun 6bin paccCMOTPEH LLUMPOKUIA KPYT aK-
TyanbHbIX TEM, KacaloLMics COBPEMEHHbIX NMeKapCTBEHHbIX MpenapaToB, BbICOKOTEXHONOMMYHOM MEeONLIMHCKON NMOMOLLM,
nepefoBbIX METOAOB MEeYeHMs 1 OnbiTe UX NPYMEHEHUS B HALLEN CTpaHe, O peanusauuy nNporpammbl BbICOKO3aTpaTHbIX
Hosonorui (14B3H) n opraHmnsauumn nekapctBeHHoro obecnevyeHnsi naumeHToB. CcCbinkn Ha BUAEO3anMcu KOHEpPEHLMN
n cumnosmymMoB Bl Hanpérte Ha cante BOT (https://hemophilia.ru/news/1494-zavershila-rabotu-ix-
vserossijskaja-nauchno-prakticheskaja-konferencija-po-gemofilii.html).

Mpeacrasutenn Becepoccuiickoro obLectsa reMounmm n naumeHTcKoro coobLecTesa MMenu Bo3-

MOXHOCTb CMOTPETb TPAHCMALMIO MEQULIMHCKON KOHdepeHUmmn 6e3 Kaknx-nmbo orpaHuyeHunii, nony-

Yas [OCTYMN K camoW nocregHen, caMomn akTyanbHOW MHpopMaLumn 13 nepBbIX pykK.




HoBocTtu BOT

Ewé oaHo BaxxHOe cobbITME COCTOANOCH B OKTAOpe B OH-NainH dopmarte: 23 oktabpsa 2021 r. cobpanuck nepen MOHUTO-

.

pamu pyKoBoAWTENW pervoHarbHbix otaeneHuii BOI 1 akTUBUCTbI U3 pa3HbIX PETMOHOB. TPEHWHIU aKTUBa OGbIYHO MPOXOAUIIN
pa3 B Tpy roga BMecTe C KOH(epeHLUMet 1 Cbe3[oM opraHusaLum, Ho NaH4eMus NuLna Bcex BO3MOXHOCTU cobpaTbcs BMe-
cTe. Kasanocb, Ans Toro YtoGbl OTCTanBaTh CBOM MHTEPECHI, JOCTAaTOMHO OObEAVHUTLCS aKTUBMCTAM B MHULMATUBHYIO rpynny
U HayaTb AelicTBoBaTh. OOHAKO OMbIT paboThl pervoHanbHeIX opraHnsauuii BOIN noka3sbiBaeT, YTo Mano npocTo o6beanHUTb
YCUINNSI HECKOSbKMUX aKTUBUCTOB, Marno UMeTb CTaTyC HopuaMYECKOro nuua unm onbIT obLiecTBEHHOW paboTsl. [Jaxe ropsyee
XenaHue CABUHYTb ropbl ByaeT pacTpayeHo BMyCTYH, eCrnvi He 3HaTb NpaBuIl B3aVMOLENCTBUSI C aAMUHUCTPATUBHBIM pPecyp-
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COM, He CMNoTUTb BOKPYr cebsi cnocobHyt0 akTUBHO paboTtaTb rpynny NOAAEPKKN U3 B3POCHbIX NALMEHTOB U poguTenen, He
ymeTb paboTaTb C MMCbMaMun 1 OKYMEHTamMu, He BnageTb XoTd 6bl B MMHUMansHOM 06beMe opuanYecKMMmn 3HaHUSMU 1 npa-
BUNamu BegeHus byxrantepun... M ewé macca BCSAKNX BaXKHbIX 3HAHWI M YMEHUIA HeobxoamMma permoHanbHoMy akTmey BOI

Ons 9 HEKTUBHONM M yCrNeLIHOW paboTbl, KOTOPbIE KaK pa3 U MOXHO MONy4YMTb Ha TakoM MeponpusaTun. B TpeHuHre 23 okTabps
2021 r. npuHsanu yyactue 54 npeacrasutens BOI: nporpamma 6bina coctaBneHa ¢ y4eTOM MHEHUS CaMuX NpeacTaBuTenem
pervoHanbHbIX opraHusaumnii. Ha ocHoBaHMM pe3ynbTaToB roflocoBaHus U3 BOMPOCOB, HabpaBLUMX HanborbLuee KOnM4YecTBo
ronocos, 661 chopMMpoBaHbl TPY TeMaTuyecknx bnoka:

— Bonpocbl nekapcTBeHHOro obecneveHns n opraHusaums MeamuMHCKON NOMOLLN;

— NpaBoBble 1 OpraHM3aunoOHHbIE BOMPOCHI AEATENbHOCTM perMoHanbHbIX opraHmusauun BOT;

— ®PuHaHcoBOe obecneyeHne AeaTenbHOCTU perMoHanbHbIx opraHm3aumn BOT;

Ha cante BOI (https://hemophilia.ru/news/1497-trening-rukovoditelej-regionalnyh-organizacij-
vog.html) MOXXHO 03HaKOMWUTLCS C TEMAaTUKON TPEHWHIOB 1 AOKNagamu BeayLnx TeMaTnyecknx Griokos:

— KnuurnHa H.®. «lMpaBoBble Bonpockl aeaTtensHocTy HKO» (Npe3eHTaumsi co cCbifikamu Ha topuandeckne AoKYMEHTbI);

— YypakoB M.B. «paHTbl 1 HKO nauuneHTOBY;

— ActawwnHa E.E., CadpoHknH O.I, Lito3b O.B., Sarpagckuii M.A. «[NpueneyerHne pecypcoB B naumeHtckme HKO yepes

B cootBetcTBMM C ycTasom BOI pa3 B Tpu roga NpoOBOAMTCS Cbesd opraHv3aLum, Ha KOTOPOM MOABOASTCS UTOMM paboThl
o6LLeCcTBa 3a HECKOSBKO FET, OLEHMBAIOTCS YCNEeXn 1 Heyaauun, HameyaroTcs HanpaeneHust pabotel. B obsi3aTensHom nopsiake
3acrnyLUMBatOTCst OTYETHI NPe3naAeHTa, BULLe-NIpe3naeHTa U BCex UneHoB LieHTpanbHoro npaeneHusi, MHaHCOBbIA OTYET MO UTO-

counanbHoOe NPOEKTUpPOBaHUEY.

ram 4esiTenbHOCT OpraHu3aumm, OTHET PEBU3NOHHOM KoMuccrmn. OBLwmUM ronocoBaHneM faeTcs oueHka paboTsl LieHTpanbHoro
npasnenus (LIM) n BbibupatoTcs Ha cnepytoLme Tpu roga npesnaeHT, BULe-npe3naeHT, Ynenbl LM n peBusnoHHon kommccuu.

16 okTabps 2021 r. npowen odyepenHon VIl Cbesn Beepoccuiickoro obectsa remodpunun. B ycnosusax naHgemum mepo-
npusiTue NPOBOAMITIOCL B OH-NanH hopmate Ha nnardopme Zoom. [1ns ronocoBaHMs UCMonb30Banoch crneumanbHoe BCTPO-
€HHOE NPUINOXeHne A5is NPoBeAeHNs ONPOCOB C aBTOMaTUYECKNM NOACHETOM rorocoB. Kaxablil y4acTHUK MMer BO3MOXHOCTb
03HAKOMUTLCS C OOLLMMM pesynsTatamMmu 1 NPOBEPUTb YYET CBOUX ronocoB. [apannensHo NpoBepKy rofiocoB OCyLLEeCTBNANa
CcYeTHast KOMUCCUS N3 YETLIPEX YETOBEK.

YyacTHuKamu cbesga ctanu 92 gernerata oT permoHanbHbIX OpraHM3aumnii, n3bpaHHble Ha permoHarnbHbIX KOHpepeHuusix,
NPOBOAMMBIX KaK B O4HOM, TaK U B OH-NariH hopmMare.

Mo cocTosiHMo Ha ceHTsbpb 2021 1. B cocTtaB BOI™ BXOAAT perMoHanbHble opraHnsaummn ns 68 cyobektoB Poccuiickon de-
nepaummn. 3a nepuog ¢ 2019 no 2021 r.r. 6bInM co3gaHbl HOBbIE perMoHarnbHble opraHm3auun — Kamuatka (OPO), ApxaHrenb-
ckas obractb (C3P0), Pecnybnuka Komu (C390).

B obwem otyeTe LieHTpanbHoro npaeneHus Obino oTMeyveHo, YTo «LLkonbl» Ans nauMeHToB — MHpOPMaLNOHHbIE CEMUHA-
pbl C NpUBIIEYEHNEM BpaYven, pasnnyHbIX CNeLmnanncToB, NaumMeHToB 1 YneHoB nx cemen, B 2020 r. n3-3a naHgeMuM nepeLunm
B chbopmat BebmHapoB. B 2019 r. B 3aHATMAX 04HbIX «LLkon» npuHanm yyactue okono 1700 yenosek! OgHako, OH-NanH LwKona

— (BebMHap) HMKOrAa He MOXET CTaTb MOMHOLEHHOW 3aMEeHOW OYHbIM MEPOMNPUATUSAM.

Heneratbl oTMeTMAM, 4YTO, HE cMOTPSA Ha naHgemuto COVID-19, ocyLlecTBNAKTCA OCHOBHbIE NPOrpamMMbl OpraHu3aLuuu,

M aKTUBHbIM PErMOHarnbHbIM OpraHM3auusM yaaéTcsa NpoBoAUTbL CBOK paboTy U HaxoAWTb MyTU ANS peanu3aunm NPOeKToB.
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HoBoctn BOT

Bbinn HameueHbl nepcnekTusbl pa3sutna BOI Ha 2022-2024 rr.:

— BeneHne paboTbl B rubpungHom oopmare: Co4ETaHUN OYHbIX U OH-NTAaiH MEPONpPUATUN;

— PaclwupeHne nporpamMmm TPEHWHIOB C aKLEHTOM Ha pasHble LieneBble rpynmbl: PyKOBOAUTENM PErMoHarnbHbIX OpraHun3a-
LWIA, aKTUBUCTbI 1 BONOHTEPbI, MOAPOCTKU 1 MOMOAEXb U AP.;

— AKTMBHOE BOBJIEYEHNE B AEATENBHOCTL HOBbLIX BOSIOHTEPOB;

— OpraHusauusi n pas3Butre paboTbl MO TEMATUYECKMM HAMPaBEHUSIM: XXEHCKUIA Y POAMTENbLCKUIA KNyObl, Ncuxonoruyeckas
rocTUHas, cTapLumnii Bo3pacT 50+, )KeHLMHbI ¢ koaryrnonaTusamu, nauneHTsl ¢ 6onesHbto BunnebpaHga, naumeHTsl ¢ UTM u ap.;

— OpraHusaums NpoeKTHON AeATernbHOCTU 1 paboThl C rpaHTaMu Ha chefeparnbHOM YPOBHE M YPOBHE peroHarsbHbIX opra-
HU3aLMIA C OPUANYECKMM NULIOM, @ TakkKe C MPUBMEYEHNEM PErMOHanbHbIX OpraHu3aumii 6es3 tpuanyeckoro nuua.

BonbLUIMHCTBOM rofiocoB Ha crneayowue Tpu roga npesngeHtom Beepocceuiickoro obectsa remodmnum 6bin nsdpax XKy-
nés KOpui AnekcaHgpoBuy, BuLe-npesvaeHTom —Apxunosa H./. YUnenamu LieHTpanbHoro npaeneHust 60MbWNHCTBOM rono-
coB 6binn n3bpaHbl bepesunH B.B., BeccmepTtHbix A.®., NoHuapos [.U., Mpomosa J1.U., Tnyxosa T.M., KpxxemeHeBckas B.I1.,
MpockypuHa H.C., B coctaB LleHTpanbHOW KOHTPOMbHO-PEBU3NOHHON Komuccumn Bowwnu Tpouukmi B.KO., Aswapos U.B. u
LWywnsakos H.W.

C 2014 r. BOI' peanu3yeT nporpamMmy Mo nNoggepxke 1 3alumTe nauMeHToB C MAMOMNaTUYecKon TpoMOOLMTONEHNYECKON
nypnypon (UTI) n npogomxaeT 4obmnBaTbCs BHECEHMS 3Toro 3aboneBaHnsi B dhefeparnbHyto nporpammy «14 Belcoko3aTpaT-
HbIX Ho3omoruiy. 20 okTAbPA exxeroaHo oTMevaeTcs kak Becepoccuickuin geHs AT, 31o 3abonesaHve kposu BxoguT B MNepe-
YeHb XXM3HEYrpoXatoLLMX N XPOHUYECKMX NPOrpeccupyoLmx opdaHHbix 3abonesaHnii, NPMBOASALLMX K COKPALLEHWIO MPOAOoS-
XUTENBbHOCTU XU3HM rpaXaaH v ux uHeanugHocTu. Mo gaHHbiM MuH3agpaBa Poccun Ha 2021 r. B ®egepanbHoM perncrpe
naumMeHToB ¢ opdaHHbIMK 3a60NeBaHNSMN HACUMTLIBAETCS NSATb ThiCSY naumeHToB ¢ UTII, ns Hux Gornee Tbicsun — AETU 0O
18 nert. Bbineunts UTT, kak 1 remocunuio, n 6onesHs BunnebpaHaa HEBO3MOXHO, OfHaKO, NpWU NpaBuilbHO NogobpaHHOM 1
CBOEBPEMEHHOM feveHUn 3aboneBaHNe Takke MOXHO KOHTPOIMPOBATb.

Ha cerogHsi octaeTcsi No-npexxHeMy akTyarnbHbIM BONPOC 06 okaszaHun MeauLMHCKON noMoLum naumeHTam ¢ UTT1, nockonb-
Ky neyeHne oveHb goporocrosiiee. PrHaHCMpoBaHMeE NekapCcTBEHHOTo obecneveHns nauneHToB ¢ UTTT ocyllectenseTcs 3a
cyeT cpenctB bromxeToB cybbekToB Poccunckon ®egepaunm, KOTopble HE MMET HEOOXOAMMBIX (PUHAHCOBLIX PECYPCOB Anst
obecneyeHuns notpebHocTeln naumeHToB. BHeceHnue UTTT B chegepanbHyto NporpaMmmy BbICOKO3aTpaTHbLIX HO30Morui gano ool
LaHc naumeHTam n3bexaTb nHeanuamnsaummn. Becepoccuiickoe o6LlecTBO remochunmm, npeacTaBnss MHTepeckl 6onbHbIX AT,
NpYKnagbIBaeT CBOU YCUMMUS K TOMY, YTOObI MOCTOSHHO MOBhLILWATE YPOBEHb NHAOPMUPOBAHHOCTU O
6one3Hu MegUUMHCKOro NepcoHana u camux nauueHToB, Nnpooas «LLkonbl MMyHHOW TpOMBOLIUTO-
neHumny. B 2021 r. cocTosinnck yxxe Heckonbko Takux «LLkon»: B anpene — B Tomcke, B CEHTs6pe — B
HoBocunbupcke, B okTsi6pe — B YnaH-Yas.

[ns B3pocnbix nauneHtoB ¢ ATl nogrotoeneHa Gpolutopa ¢ MHopMaLmen no 3abonesaHuto,

B MHTEPHETE NoaAepXmMBaeTcs MHpopMaunoHHbIn pecypc https://itpurpura.ru



HoBocTtu BOT

17 Hos6psa 2021°T. B oHnariH-cbopmate coctosancsa VI Beepoccuickuin gpopym UTT, opraHm3oBanHbin BOI Ha nnatdgopme
webinar.ru, xopoLlo 3apekoMeHgoBaBLlel cebs npu npoBegeHMn BeOGMHApPOB 1 KoHdepeHLMn oblecTBa. Ha noBecTky AHA
ObINK BbIHECEHbI BOMPOCHI AOCTYMHOCTU NIe4EHUS, COBPEMEHHbIE TEHAEHLMN B AMarHOCTMKe 1 neveHum VT, cywiecTtsyowme
npobnembl B Tepanuy 1 BO3MOXHbIE MyTU UX pelleHusi. B paboTe dopyma NpuHSanm yyacTume:

- Mpe3naeHT Becepocceuiickoro obuiectea remodunum KOpuii AnekcaHaposud XKynée ¢ goknagom «estensHocTb Beepoc-
cuinckoro obuectea remocmnum no 3awmuTe npae nauneHToB ¢ UTT»;

- 3aBeayoLLas Hay4YHO-KIMMHUYECKUM OTAENEeHneM ctaHgapTusaumm metogos tepanun OIbY «HMUWL, Memartonorumy M3
Poccuun, g.m.H. AHanT JleBoHOoBHa MenuksiH ¢ goknagom « CoBpeMeEHHbIE KITMHUYECKME peEKOMEHAUUN N0 AUAarHOCTUKE U fne-
YeHuto B3pocnblx nauneHToB ¢ UTI B Poccumy;

- 3aBegytoLLasi oTAeNneHMeM remaTonornm 1 XMMmoTepanum, oUeHT kadeapbl rocnutansHou neguatpumn ®rAQY BO PHUMY
M. H.W. Muporoea MuHaapasa Poccun, aoueHT kadeapb! rocnuTtansHon negnatpumn ®rAQY BO PHUMY um. H.W. MNMuporosa
MwuH3gpasa Poccuu, k.M.H. Enena KpoHugosHa [oHiow ¢ goknagom «UTI y geten. luarHoctuka, nedexmve. MNpobnembiy;

- UneH OkcneptHoro CoBeTa lNocygapcteeHHon dymbl Poccuiickon ®enepaLmm no oxpaHe 300poBbsi MO peakum (opdpaH-
HbIM) 3aboneBaHNsAM, aHaNUTUK, PyKOBOAUTENb NPOEKTHOro ocuca «Pegkme (opdaHHbie) 6onesnun» rBHY «HaunoHanbHbI
HayuHo-uccneposatensckun NHctutyT ObLectBeHHoro 30opoBbst MMeHn H.A. Cemawko» EneHa KOpbeBHa KpacunbHukoBa
c pgoknagom «[uHamuka pasButrs u npobrnemel iekapcTBeHHOro obecneyeHus naumeHTos ¢ ATM»:

BcemupHbin AeHb remodpuaum B Poccum

Hwv ans koro He cekpeT, 4To No uHuumatuee BeemupHon denepaumm remocounum (World Federation of Hemophilia, WFH)
n BcemupHoi opraHmsauum 3gpaBooxpaHerus (BO3), exerogHo, 17 anpens, B AeHb poxaeHus ocHosatens WFH ®paHka
LLnan6ens BoT yxe 6onee 20 net otmevaeTcss BcemupHbin aeHb remodomnum (World Hemophilia Day).

Mo 3ambicny BcemupHon degepaunn remodmnmum n BcemmpHon opraHnsauuy 3gpaBoOXpaHeHuns], aTa exerogHasa gata
B KaneHgape HyXHa Ansi NpuBneYeHnss BHUMaHUs LIMPOKOW obLLeCTBEHHOCTU K Npobrnemam noden, cTpagatolumx HapyLue-
HUSIMW CBEPTLIBAEMOCTU KpoBU. BecepoccminckoMy obLecTsy remounmm, Kak 1 BCeM HallMM CopaTHWKam — opraHu3aumsam
60MbHbIX remodunMen pasHbix CTPaH, BXOASLLMX BO BCEMUPHYIO dhefepaLmio, NpUXoanMTCs eXXeqHEBHO OTCTanBaTb 3aKOHHbIE
npaea poCCUMNCKMX BOMbHBIX reMoUNnen Ha nekapcTBeHHoe obecneveHue.

PacnpocTtpaHeHune nHgopmarmm o 3abonesaHmmn gaeT BO3MOXHOCTb HAWTX NOAAEPKKY M MOMOLLb CPean HEPaBHOAYLLHbIX
nogewn, passedtb MUbI N CTpaxu, NOBLICUTb MOANBHOCTL 0bLEecTBa K naumeHTam ¢ remodunuent. bonbluyto ponb B 3TOM,
6eccnopHo, UrpalT paguo 1 TeneBuaeHue, nevaTHble U ANeKTPOHHbIE n3aaHus. Kpome npreneveHms
CpencTB MaccoBor UHopmauun, Obinn NpuayMaHbl O4eHb HEOObIYHbIE, HECTaHOAPTHbBIE Meponpu-
atna. Hanpumep, ¢ 2015 . Bo BcemupHbin geHb remodumnumn Poccust ysacTByeT B MexayHapoaHOu
akumum Light It Up Red — OcBeTu kpacHbIM. CMbICr €€ B TOM, UTOObI Yepes SPKyH KpacHYo NOACBETKY
Kakux nmbo [OCTONpMMEYAaTENbHOCTEN UIMN 3HAYMMbIX AJ1A KaKon-Nnnbo MeCcTHOCTM OObEeKTOB Mpu-
BMeYb BHUMaHWe o6LLeCTBEHHOCTM K Npobrnemam ntogen, cTpagarLumx HapyLUeHUsIMU CBEpPTbIBaeMO-
CTN KpoBW. Beb KpOBb — OIMHAKOBO KpacHas y BCEX...

Yuactue OctaHkuHcKoM TeneballHn B HEOObIMHON MEXAyHapoaHoW akummn — « OCBETU KPacCHbIM» — YiKe
cTtano Tpaguumen. OHa nepsoi B Poccum Brtoumniack B 3T0T NpoekT 1 B 2021 T. yxke LeCTon pa3 paccka-
3blBaria 0 Hac: ponvk ¢ norotunom Beepoccuiickoro obLuecTsa remodounmm n nHdopmaumein o BcemmpHom
OHe remodounum, a Takke Gonbluas Kanns KpoBM CO croBamuy #crnacmbogoHopam TpaHCNMpOoBanuch Ha
MynbTUMEAUIAHBIX 3KpaHax OcTaHkmHckon TenebaHn B Mockse. Kak aTo npovicxogumno,

MOXHO MOCMOTPETL B MHTEPHETE Mo cebinke: https:/lyoutu.be/Ks7T60awXrs.

Bbipaxkaem orpoMHyto 6narogapHocTb pykoBoacTsy cdunumana PTPC «Mockos-

CKUR perl/lOHaJ'IbeII;I LEeHTP» 3a NoanepXKKy Hawen MHMUMaTnBbI.



HoBocTtn BOT

— Jlnpepom, no or3biBam B CMW 06 akumm «OcBeTU KpacHbiM» B Hallel cTpaHe, cTan MocT BrtoOGnéHHbIX B THOMEHMN.
OObIYHO MEHSLLNIA NOACBETKY C OAHOIO LiBETa Ha Apyron, 17 anpenst oH 6bin noacBeYeH ansiM — B pamkax BcemumpHoro gHs
remoounuu.

— 3acBeTuncs anbiM LBETOM W OrpoOMHbI Meguadacas 3ganHus «EnbumnH-ueHTp» B EkatepuHbypre — HacTosiLero coepe-
MEHHOro apT-o6beKTa ropoaa.

—3axrnacb kpacHblMU orHsiMmn BedepoM 17 anpens u MNeH3eHckas TeneballHst — 0OHO U3 CaMblX BbICOKMX COOPYXKEHUI B
MeH3e, obecneyvnBatoLlee Npuem Tene- U paguonporpaMmm Ha Tepputopun Bcero ropoga lNMeHsbl 1 GrvkanLLmMx OKPEeCTHOCTEN.

— MpucoeguHnncsa k akuun «OcBeTU KpacHbIM» 1 Jluneuk: BedepoM 17 anpens TaMm npoLuno fnasepHoe npeacTaBreHue.
Ha 3gaHum no ynuue MNMnexaHoBa ThicA4M NoAen Mornm HabnogaTe aHMMMPOBaHHY0 CUMBONWKY Bcepoccuiickoro obLecTsa
remocounumn n nHpopmMaumio o BcemmpHom aHe remocpmnuu. Jluneukas pernoHanbHas opraHusaums Becepoccuiickoro o6uie-
cTBa remodunun bnarogapuT 3a NogaepXKKy u cogenctame ampektopa Jluneukoro dunuana NMAO Poctenekom KoHcTaHTuHa
Bnacosa.

— Csou Bknag BHec HwxkHuin HoBropoa: Ha PuskynbsTypHO-0300poBUTENBHOM KoMmnekce Hukeropogckon obnactu 17
anperns TpaHcnvpoBarnach berylias cTpoka B KpacHOM LBETE € MHopMaLmen o BcemmpHom oHe remocmnmm.

B akuum « OcBeTM kpacHbIM» NMPUHSINW y4acTe MHOrMe ropofa CTpaHbl, BECbMa Opu-
rMHanbHo obbirpaB 3Ha4YeHue aTux cnos. Hanprmep, B Mepmuy npoLuen yamBuTenbHbIN
npoekT — choToceccus «MNapannensHele Mupbly. OpraHnsatopbl NpoekTa — HamutoBa
CeetnaHa u NepmsikoBa Hatanbst n3 MNMepmMckoi permoHansHon opraHusaummn «Bce-
poccumnckoe obLecTBO reModmnumn» 3anucany 1 onybnmkosanu Heckonbko 6ecen ¢
XKEHLLMHaMKN — XuTenbHULamn Mepmun, Bonet cyabObl OKa3aBLUMXCA CBSI3aHHBIMU C
remocunnen, KOTOPOI CTpadatoT UX OnM3kMe. Y4acTHULbI NPoeKTa, Mambl 1 XKEHbI na-
LIMEHTOB, pacckasanu o cebe 1 cBomx cembsx. bbinm caenaHbl He NPOCTo hOTO ATUX
XEHLUWH, a HacToswas gotoceccusi, B KOTOPOWM MPUHSANK yvacTue npodeccroHanb-
Hble BU3aXWCTbl, CTUIUCTbI, UMUOXKMENKepbl 1 dpoTorpad. Y Kaxaon y4acTHULbI do-
Toceccum ObINo YTO-TO KpacHoe — knybok, neHTa... bnarogaps pabote doTtoctyanm
PRESTIGE, napukmaxepy-Busaxucty LymunuHon Hatanbe, BU3aXnCTy U MacTepy
no npuyeckam CykpylieBor Onbre, >KabuHon AnvHe — BU3aXWUCTY 1 NapuKMaxepy,
BopmoTtuHon MaprapuTte — Moaensepy-MMUIKMENKepy U CTunm-
cTy, a Takke BopobbeBo Onbre — npekpacHomMy chotorpady —

pe3yneraT paboTbl NONyYMrica 3amedatenbHbli. Bel camu moxere
B 9TOM y6eautbesd, nobeieaB Ha cavite BOI™: https://hemophilia.
ru/news/1387-proekt-parallelnye-miry-g-perm.htmil
Iepue, cpomoceccus «llapannenbHbie Mups!» Bo mMHorvx ropofax cTpaHbl 16, 17 1 18 anpens Npoxoaunu MeponpusiTUst Kak
obpa3oBaTenbHOro, Tak U pasBrekaTenbHOro XapakTepa, BOBMEKaoLWmMe B pasroBop O reMounum, O foasx ¢ KoaryrnonatusMu u,
KOHEYHO, O IOHOPaX, CcracarLwymx xusHu. Tem Gonee yto 20 anpens B Poccum npoBognTCs AeHb OHOPA KPOBY:

— Bcepoceuickuin donawiMob ¢ ydactnuem pogutenei U geten K 17 anpensi, ¢ Np13biBOM K aKTUBHOWN MPaXaaHCKoM nosuumm — 3a
COXpaHeHWe Ka4ecTBa M YPOBHS JIeYeHws, NPOTMB Bo3BpaTa B npoLusioe! OcobeHHO STO BaXKHO ceivac, koraa nosiersieTcs Bcé Gonblue
TeKyLLMX Npobriem ¢ nekapcTBeHHLIM 0BECTIEHYEHMEM.

— Bbnarogapst MockoBckorn 06nacTHon perMoHans-
Hol opraHusauun BOIN 6onee 200 yenosek us Mo-
ckBbl, MockoBckor obnactu, Kypcka, HwkHero Hos-
ropoaa, CmoneHcka, Bonorabl, Pasann n Apocnaens
no6eiBanu 16 anpens B napke atTpakuynoHoB « OcTpoB
MeuTbl» (MockoBckun [ducHenneHs). OrpomHas 6na-
rogapHoOCTb pyKoBOACTBY napka « OCTpOB MeuTbI» 3a
npenocTaBrneHHble GraroTBopuTenbHble GUNETHI.

— B Jluneuke akTMBUCTbI OTMETUMMN STOT AEHb MO-
X0OoOM B My3sei HapogHo-npuknagHoOro UCKyccTBa,
3KCMO3MLUNM KOTOPOTO MOHATHBI U MHTEPECHBI U Ae-
TAM, 1 B3POCHIbIM.

— B HoBocnbupcke n Mockse poguntenu ¢ getbmu
nocMoTpenn ecTuBanbHbIN UTaNbSHCKUA OUNbM
pexuccepa Camyane Poccn « CTEKNSHHbLIN Manb4YnKy
(Glassboy) o manb4nke ¢ remogUnmnen. IMapx ammpakyuoHos « Ocmpos Medmbi»



HoBocTtu BOT

— B Omcke 17 anpens ctan OBOWHbIM NpasgHUKOM — B 3TOT [eHb ABa AecATuneTust Hasag Obina opraHmMsoBaHa Omckas

pervoHanbHasa opraHusaumsa BOT. MNMpasgHoBaHue 20-neTHero obunesa npoxoguno B ropoackom [ome KuHo ¢ ydactvem om-

cKkoro konnekTuea «Menogus gylwny» 1 naypeata MexayHapoAHbIX KOHKYPCOB — oMckoro aHcamons « MKO3ET». MpusTHbIM U1

TporatesibHbIM NogapKoM y4YacTHUKaMm cTarn My3bIKaJ'IbeIl7I CHOpnpu3 OoT KaHanaaTta MeguUMHCKUX HayK, Bpada-aHecTe3norora,

nmMmMyHorora, rematonora OKB MapuHbel AnekcanapoBHbl [aHeBol: pomaHc bynata OkyaxaBbl «3Ta XeHLUUHa B OKHE» B €€

NUCNOJTHEHNIN 3aBOPOXNIT MPUCYTCTBYHOLLNX U NOBEPT B U3yMI1eHME. Kakue e TanaHTnvBble HaLLK Bpaqm!

— Okorno 200 naumMeHToB remaTorniorm4eckmx otaene-
HUA 13 Bnagmmupa, Pasanu, Tynbl, Koctpowmsl, ViBaHo-
Ba, Bonorgbl, MockBbl U Apocnaens NpuHANM yvactue
B «CnopTMBHOM Mpas3gHMKEe HOBbIX BO3MOXHOCTEMY.
B pamkax npasgHuka npoLlunvM Mactep-Knacchl no pas-
NNYHBIM BUZAM CMopTa, B rOCTSX y pebsaTt nobbiBanu us-
BECTHble cropTcMeHbl. MNMoapobHee 06 aTOM npasgHuke
ynTanTe ganee.

— B MaTturopcke cocrosanacb koHdepeHuus, noces-
LeHHaa BcemmpHoMy AHIO remodununm, KoTopyto opra-
Hu3oBano u nposeno CTaBpOMNOnbCKOE pervoHanbHoe
oTaeneHne Bcepoccuiickoro obuwectBa remodunuu.
OeTtun c pogutenamm 3anyctunu B HeGO KpacHble Lwapbl,
CUMBONU3MPYHOLLME Kanernbku Kposu. MeponpusaTtre oc-
Belwanocb CtaBpononbckum TB, «Maturopckon lMpas-
Jov» 1 gpyrummn mectHbimm CMU.

— B HwkHem Hosropoge pernoHansHasi opraHnsauusi Bee-
poccuiickoro obliectsa reMounMn B aKkTOBOM 3are LUKObI
Ne62 nposena meponpuaTie, nNpuypodeHHoe Kk BcemupHomy
OH remounuu. Haww TanaHTnvBble OETVM NpencTaBunmu
CBOKO MporpaMMy: nenu MecHW, Yntanu CTUXW, Urpanu Ha rm-
Tape, nokasanu npeseHTaumto «Mosi XnsHb». «[deTCKui LeHTp
PU3NYECKOM KyNbTYpbl Y 0300POBUTENBHBIX CUCTEMY» MOA, PY-
KOBOACTBOM AupekTopa u TpeHepa CemeHoBa A.A. BbICTynun
C NMOKa3oM MPUEMOB CaMOODOOPOHbI, @ YY4EHUKM LLKOIbI, Ha 6a3e
KOTOpOW Mpoxoguna BcTpeya, NPeAcTaBuiin CBOM TBOPYECKME
HoMepa. B nmogapok roctam oHu nposenu nawmob, npuypo-
YeHHbIN K akunm « OCBETU KpacHbIMY, UCMOMHUB TaHEL, B Kpac-
HOW ogexae.

— B Mockse npowno cpasy HeCKONbKO MepONnpUATUIA.

MockoBckoe 06LecTBO 60MbHbLIX reMoUNMEN NPOBENO B OH-
navH copmare «llkony remodunumn», OTKpbIB
OOCTYN K HEeW >XenaroLimMm co Bcen cTtpaHbl. Me-
OVILIMHCKYHO YacTb LLKOMbI BEMN CaMbIl OMbITHLIN U
3acnyxeHHbIi fokTop — Bnagumup BukToposuy
BooBuH. A pebsita c pogutensMm ctanm y4acTtHu-
Kamy pasHbiX 3KCKypCuI, B TOM Yucre B Tene-
BU3NOHHO-TEXHMYECKUA LEHTP «OCTaHKMHO»
Ha ynuue akagemuka Koponéaa, rge nocetnnu
CTYOUN, B KOTOPbIX CHUMAaKTCS XOPOLUO N3BECT-
Hble BCEM Mepeaayn.

— B ActpaxaHu npoluna BcTpeya BOSIOHTE-
pOB-MeauKoB ¢ y4eHukamm 10-x krnaccoB «Jlioan
KoarynonatusamMu 1 AOHOPCTBO. [Noyemy Beerga
pAOooOM?», a CTyaAUs YHWKanbHOro npasgHuka
«YX Thl!» nomorna getam c remodunuen n 6o-
nesHbto BunnebpaHaa 3arnsHyTb B MUP Yapo-

[JencTea 1 BoreoeTBa.

lMamueopck

HuwxHut Hoszopod
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CnopTHBHLIN NPA3AHUK HOBbIX BO3MO)XHOCTEH

Apocnasckas permoHanebHas opraHusauma BOIN 24 anpens 2021 r. B nerkoarneTnyeckom MaHexe «Spocnasnby» NpuHU-
Marna rocteir. Tam npoLunio MeponpusiTie no nonynspusaLmmn akTMBHoro obpasa »usHu 1 6esonacHbix BUAoB cnopta «Cnop-
TMBHbBIN NPa3gHNK HOBbIX BO3MOXHOCTEN». Takoe MeponpusaTie cTano pesynsraTtoM TECHOrO B3avMOAENCTBUS SpOoCnaBcKoi
pervoHansHon opranmnsauun BOI, agmuHucTpaumm ropoga Apocnaens v nogaepkke dapmkoMnaHum Pow. maeHas naes
npasgHuka — 3TO Nonynspusaunst U pacnpocTpaHeHne 340poBoro obpasa XM3HU cpeay naumeHToB ¢ remModunuent. MNoyya-
CTBOBaTb B HEM M3 ropofoB LieHTpanbHoro deaepanbsHoro okpyra npuexanu 6onee 200 YenoBek —MaLMeHTOB ¢ reMounmnen
M 4YNeHoB ux cemen us Brnagumupa, Psisanu, Tynel, Koctpombl, ViBaHoBa, Bonorgbl, MockBbl 1 Apocnaeng. Ewé ogHumm
roCTsIMM CTanu U3BECTHble CMOPTCMEHbI: onuMnuinckmii YemnuoH 2012 roga Bonenbonuct AnekcaHap CokornoB, 6pOH30BbIN
npusép Onumnunckmx urp 2018 roga B ancumnnuHe «dppuctanny» Unes bypos, yemnmoH mupa no dppuctanny 2021 roga Mak-
cum Bypos, 3acnyxeHHbI macTep cnopta Poccun no dpuctaniny JTlo6osb HukutnHa. Pa3 cnopTrBHOE MeponpusaTie — 3HauYuT,
OomkHa 6bITb pasMuHKa: «3apsiAKy CO CMOPTCMEHOMY MpoBerna MacTep cnopTa MexayHapo4HOro Kracca no npbbkkam Ha 6a-
TyTe Anna LasixoBa. B pamkax npasgHumka npoLunuv Mmactep-knaccbl No hexToBaHuto, cTpensbe 13 nyka, Laxmaram, HacTosb-
HOMY TEHHWUCY W MoKa3aTeslbHble BbICTYMEHNS] CMOPTCMEHOB. YYaCTHMKN TakKe CMOMMK nourpate B GOYNMHT U HACTOMbHbIE
Urpbl, MOCETUTL NEKTOpUI Bpaver u caatb HopMbl [TO. A elwé — wallky, waxmarbl, cTpenbba 13 nyka, HacTomNbHbIA TEHHUC,
NOBUTENBLCKUI XOKKEN U MacTep-knacchl. OpraHn3atopbl cTapanuch BbibpaTb 6e3onacHble passredeHusi. Beab rmaBHoe —
300pOBbe y4acTHMKOB. [ogoOHbIM NpasgHUK NpoBoanncs B Apocrnaene Bnepeble. BeicTynas nepen yvacTHukamu, Bnagummp
BonkoB — Map Apocnaens — 06bsiBUN O peLleHn NpoBoAUTL Takon NpasaHMK CriopTa eXerogHo.

lMpe3udeHm Spocnasckoll pecuoHanbHOU opaaHu3sayuu BOI
C.B. Tpembsikoe

Llkxona remodpunun. Kemeposo

[Mocne AnUTEnNbHBLIX OrPaHNYEHWUI, CBA3AHHbBIX C MaHAEMUEN, Mbl BEPHYIUCH K O4HON dhopMe MeponpusaTtuin. 6 mapta 2021
roga B . KemepoBO COCTOSANOCh AONroXAaHHOEe «kKMBoey» 3aHATue LLkonbl Ans naumeHToB ¢ remodmnuen n 6onesHbio Bunne-
6paHpa. K yyactuio B MHOpMaUMOHHOM cemuHape Obinn npurnalleHsl NaumeHTbl, BegyLune Bpadv-reMaTtonory u negmarpbl
ropoga Kemeposo un Bcen KemepoBckon obractu, B Tom yucre r. HoBokysHeuka. OTkpbiBas meponpusaTtue, Jliogmunna MropesHa
pomoBa, uneH LieHTpaneHoro npaenenus BOI, npeactasutens Beepoccuiickoro obuwectsa remocpunum B COO, otmeTuna, 4to
HeobxoaMMO NpuBnekaTb OOLLECTBEHHOE BHMaHWE K npobrnemam, ctoswmm nepes 6onbHbIMM remocbunmnen. Kaxpoe 3aHatue
«LUkonbl» — 370 NOBOA BbINYCTUTb Npecc-penus, obpatnTbCs K BNacTAM CO CBOVM BUAEHVMEM U NPEANOXKEHNAMM MO PELLEHMIO aK-
TyarnbHbIX BOMPOCOB, KacaloLMXCs NPOUNaKTVKK, NeveHunsi, peabunurauum n nHterpauum B obLlectso 60nbHbIX reModunmen.

3a nocnepgHwe rogbl, 6€CcnopHo, B 1e4eHnn reMouum Npomn3oLLen OrpoMHbIi
npopbIB: pervoHbl Cnbupn obecneveHbl npenaparaMmun He Xyxe, YeM LieHTpanbHas
YacTb cTpaHbl. Ho 3T0 He 03HavaeT, 4To Bce Nnpobremsl peLueHbl. Bcepoccuiickoe 06-
LLIeCTBO reModunnmm, B TOM Yncre permoHansHble opraHnsaumm COO, no-npexHemy
aKTUBHO OTCTaMBaloT MHTepechl 6onbHbIX remodunuen n 6onesHsto Bunnebpanaa,
ocobeHHo aeTen. VMiIMeHHO npodunakTuka sBnseTcs OCHOBOW NPeoTBPaLLEHNs NH-
Banvamnsaumm cpeam ManeHbkux NauneHTos.

Mo BuaeocsaAsn (B 3anvcu) npeangeHT BOI KOpuin Anekcanaposuy 2Kynés nosapa-
BUIN BCex ¢ npolueamm 20-netHum tobuneem BOT. OH npu3san o6beamHuTb yeunus
BCEX 3aMHTEPECOBaHHbIX L, — MEAMKOB, POACTBEHHUKOB BOMbHbIX, CaMmnX naumeH-
ToB. B kayecTBe HeGOMbLIOTO Npe3eHTa OT aKTUBHbIX PErvoHarnbHbIX OpraHv3auuni
BOI" ayanTopun 6bin npeactaBneH BUAeoponuk k 20-neTHemy obuneto opraHMsaLmm.

KntoyeBbiM B nosecTke «LUkonbl» cTano BbICTyNneHne JOKTOpa MEeAULIMHCKNX
HayK, Bpaya-remartosniora BbiClieln kateropuv MopO30BCKOM AETCKOW ropoAcKon
KNunHmnYeckor 6onbHuubl . MockBbl Buktopa HOpbeBuya MetpoBa «OcobeHHOCTU
neveHva remounun y eten — MeaMLUMHCKUE U coumarnbHble acnekTbly. [1o MHe-
Huto BukTtopa KOpbeBunya, Ha cerogHsALWHMIA AeHb NauneHTbl ¢ remodunuen, nomny-
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Yawlume afeKBaTHOE JleYeHne, YKe He CTOSMb OrpaHWYeHbl B COLMAanbHO-00LLECTBEHHOM XN3HW. HblHELWHE nauneHTbl XUBYT
abConTHO NOMHOLIEHHO: MOMy4YaloT BbiCLLee 06pa3oBaHme, 0CBaMBaloT Npodeccun, CTPOST CEMbU 1 BOCMIUTLIBAKOT AeTen. Bee
3TO CTano BO3MOXHbIM briarogapsi Tomy, YTo obecneveHne naumMeHToB ¢ remodunmnert no nporpamMmme «14 BbiCOKO3aTpaTHbIX
HO30MOrMn» JOCTUITIO CErOAHS TAaKOro YPOBHSI, KOTOPbIN NO3BONAET Bpadyam NPOBOAUTL BCE BO3MOXHbIE BUAbl NIEYEHUS U OKasbl-
BaTb BCO HEOOXOAMMYH MEOULIMHCKYHO MOMOLLb, @ BKIHOYEHME B NPOrpaMmMy HOBbIX NMpenapaTtoB Mo3BOMNsSET NPOBOAUTL 3aMeCTU-
TenbHy Tepanuio bonee paunoHanbHO 1 3hEKTUBHO. BbICTynaBLUMiA rMaBHbIN remMaTornor 06racTHON KIMHUYECKOW GOMbHULbI
r. Kemeposo MapuHa BnagnmuposHa KocrHoBa akUeHTMpoBana BHUMaHue Ha 3Ha4MMOCTU NPOdUNaKTUYEeCcKoro nevyeHms loHbIX
NauMeHToB, a rMaBHbI AeTckuin oHkonor-rematonor N'bY3 KO «HoBoky3HeLkas ropogckas Aetckas KnuHudeckast 6onbHuua
Ne 4%, k.M.H. MapuHa KOpbeBHa oOpoLLKOBa NpUBENa aHanNMTUYeCKMe 1 CTaTucTUYeckme gaHHble no KemepoBckor obnactu, pac-
ckasaB, 4To yxe ¢ Mas 2021 r. ne4YeHne HOBbIM MHHOBALIMOHHBIM NpenapaToMm, NpeaHasHa4YeHHbIM B MEPBYIO ovepenb AN AeTen
C MMOXMM BEHO3HbIM AOCTynoMm, Byaet um JOCTynHO. B xoae meponpusitusi coctosinach AUCKyccus Ha Temy «JledeHne geten m
nauueHToB cTaplle 18 net, 6onbHbIX remodunuen n 6onesHsto BunnebpaHaa B Kemeposo 1 Kemeposckorn obnactmy.

Mpencrasutens BOI B CPO Jiogmuna UropesHa MpoMmoBa B CBOEM BbICTYMNEHWMN pacckasarna 06 OCHOBHbIX MePCrneKTu-
Bax feKapCTBEHHOro obecneyeHns NaunMeHToB AETCKOro Bo3pacTa U O NOAroTOBKE JOKYMEHTOB, HEOOX0oANMBIX Ansi ohopmIie-
HUSA peb&HKy MHBanuaHocTu. Kak obblbHO, B KOHLIe ceMmnHapa MeguunHckas cectpa FAY3 «Kysbacckas ObnacTtHasi getckast
KnuHuyeckas 6onbHuua» Onbra MuxannosHa KoyakoBa npoBena Ansi y4aCTHUKOB NPaKTUYECKMIA MacTep-Knacc no BHYTPU-
BEHHbIM Y MOAKOXHBIM MHBEKLMNSAM.

BOI BblpaxaeT NCKPEHHIOK NPU3HATENbHOCTb AOKTOPaM, MPUHSBLUMM y4acTue B CEMUHape, a Takke hapMaLleBTUYeCcKnM
KOMMaHWsAM 3a NoMoLLb B paboTe. Torbko B TECHOM B3aMMOLENCTBMAM MOXKHO 06ecrnevmTs MHOronpoMUIbHbIN NOAX0M K KaX-
OOMYy naumeHTy 1 3dEKTUBHO peLlaTb NpakTUYECKNE BOMPOCHI, TaKMe Kak NpodunakTnyeckoe rneveHue, nogbop Heobxo-
OVMbIX NpenapaToB, YTOObl HauMyyWnM 06pa3oM yaoBNeTBOPUTL NOTPEOHOCTM NaLUMEHTOB U He AONYCTUTb B AalbHENLLEM
MHBanMau3aumm geTen n B3pocrbiX NauUEeHTOB C HapyLLUEHNEM CBEPTbIBAIOLLEN CUCTEMbI KPOBMU.

Ynen U1, npedcmasumens BOIr ¢ COO
J1.U. Npomoea

27 mapta 2021 r. B Benropoge B KoHhepeHLU-3ane rocTuHULbI «Bosik» COCTOANCSA OYHBIN MHOPMALIMOHHBIN CEMUHaPpP Ans

60nbHbIX remocunueit. B ceMmHape npuHano ydactue okorno 50 yenoBek U3 pasHbix paroHoB Benropogckon obnactu — na-
LIMEeHTbI, 60rnbHblE remodunmen, pogntenu, remaronoru, xmpypru. Cpegn Hux 6einm n 20 CTyAEHTOB MEOULMHCKOTO MHCTUTYTa
HWY «BenlY»: opaMHaTopbl XMpypruieckoro npoduns, cTyaeHTol dakynsreTa nedebHoro gena. OTkpbiBana ceMuHap npesu-
neHT benropoackoi pernoHansHon opraHusaumm Becepoccuiickoro obuiectesa remodunum KpxxemeHeBckasi BaneHTuHa Mae.-
NOBHAa, NPeACTaBMBLLAs 3aMevaTernbHbIX Bpadven-qoKnaaymkoB. TeMon nepBon YacTu cemuHapa 6bino COBpeMeHHOoe neyeHne
remounun n eé€ ocnoxHeHun y geten. C goknagom «O daktopax. CoBpeMeHHble MEeTOAbI Nle4eHns AeTel C QUarHo3om
remMomnusa» BbICTyNuMna NpPekpacHbI JOKTOP, 3aBeaytoLasi oHkorematonorndeckum otaenednem JOKB Bypnyukas TatbsHa
VBaHOBHa.
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LLyToB Cepren AnekcaHapoBuY, JOKTOP XUPYPrMuyeckoro otaeneHuns ans 6oneHeix remocunven «HMWL, rematonornm» M3
P®, Beictynun ¢ goknagom «OcobeHHOCTU OKasaHWsi MEOULMHCKON MOMOLLN XMPYPrUYecKoro npouns 60nbHbIM reMounnm-
eny». [IoKTop He TONbKO OTBETUI Ha BOMPOCHI 1 pacckasarn 0 TOM, Kak MOXHO NonacTb Ha NedYeHne B XMpypruyeckoe otaeneHue,
HO 1 NINYHO KOHCYNbTMPOBar NauneHToB. Kaxabivi nony4mn pekoMergaunm o garnbHenweM NeYeHnn KOHKPETHO Mo CBOEN Npo-
6neme. MHoro Bonpocos 6bino y cTyaeHToB: «Kak npy Heo6xoaMMOCTM COBMELLLaTb aHTUKOArymnsiHTbl C hakTopoM CBEPTbIBAHUS
KpoBU?», «Kakme onepauum Yalle BCero y naumeHToB ¢ remocdunuern?». Ceprei AnekcaHapoBuy OTBETUM Ha BCeE.

Hoknag «JleyeHne B3pocnbix 6onbHbIX B Benropogckon obnactuy npeacraBuna 3aBefytoLLasl OHKOreMaTosiorMyeckmm oT-
AeneHvem obnactHon 6onbHULbI, KaHAMOAT MEAMUMHCKUX HayK, doueHT bensesa CeetnaHa CepreeBHa. BeicTynanu npea-
crasutens LM BOT B LU®O, npe3anaeHT benropoackon pervoHansHom opraHmdauunn KpxxkemeHeBckas BaneHTuHa NaBnoeHa ¢
paccka3oM o aesTenbHocT BOI n aktuBmcTbl O6LlecTBa. Bbin nokasaH Buaeoponuk k 20-netuio cosgaHms Becepoccuickoro
obuwectea remodmnun. O geatenbHocTM benropoackon opraHnsaumm pacckasan Maeen [opaH: o Hayane nyTu, 06 ycnexax B
TeyeHne novtn 20-neTHer paboTbl. Y4acTHMKaM ceMuHapa Obin nokasaH BUAEOPOnuK o aestensHocTu benropoackont opra-
HU3auMKn 1 BUAeoponuk «femodmnmsa — cTunb XU3HN» 06 akTUBHOW XU3HW pebsT — aKTUBUCTOB Benropoackon opraHnsaumu,
nporpamma — nNpoekT KoTtopon «[BwxkeHne Brnepea» B 2021 r. B o4epeaHON pas Bbilwna nobegutenem u Beivrpana cyocmamio
13 cpencTs obnactHoro 6iomxketa B 500 000 pybnei. B nnaHax meponpusaTtuii Ha 2021 1. 1 BuAeoKoHKypc «'emodunnmsa — ctunb
XW3HW», N (POTOKOHKYPC «S MobBMo CBOKO CTPaHy», U KOHKYPC PUCYHKOB «Moe cyacTnmBoe AeTCTBO», U UCTOpUYecKas BUK-
TopuHa «l'epon Benukon OTeyeCcTBEHHON BOMHbI», U CMOPTUBHO-0340pPOBUTENBHOE Meponpustne «Moe 300poBbe — B MOMX
pykax», akckypcum B Mocksy u Tyny n MHoroe gpyroe. A nobegutenu nepsoro B 2021 r. BuAeokoHkypca «femodunus — ctunbe
XU3HM» 00 aKTUBHOW XWN3HM 6enropoackux pedart 6binm HarpaxxaeHbl AUnIoMamMmu u npusamu.

Bo BTopow yactu «LLkonbl» Ha4anocb camoe MHTEPECHOe Ans AeTel u B3pochbiX: 0byyeHne BHYTPMBEHHBIM NHBEKLUSIM
Ha mynspke. [MpakTuyeckoe 3aHATME NPOBEN YfEH Hallel opraHn3aunmy, BbIMyCKHUK MEAULMHCKOTO KOmnneaxa, a Tenepb yxe
CTYAEHT 2-r0 Kypca MmeguumHckoro dakynsteta HNY «benropoackuii rocyaapcTBeHHbIV yHuBepeuTeT» [NaBen [opaH (cam na-
LMEHT ¢ remodunmen).

B3anmHbIn 0OMeH KOHTakTamu, obLLEeHNe Ha BaXHble TeMbl yXke B cBOGOAHOW, HecbopmanbHon obcTaHOBKE BO BpEMS KO-
de-bpeiika, a Takke TéENnble crnoBa GnarogapHocT B agpec Bcepoccunickoro obuiecTtsa remomnmm 1 Halmx Bpaden — 3a
npodeccmoHannam, OTBETCTBEHHOCTb M BHUMaHWE K nauveHTam 3aBepLunnu aTy BCTpeYy.

Akmueucm benzopodckol peauoHanbHOU
opeaHu3sayuu BOIr
lopaH Masen
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Mocne HenpocToro 2020 roga, Korga OYHble
BCTPeYn ObINy NPOCTO HEAOMYCTUMBI, NALNEHTbI
W Bpauu Kak HMKOrga HyXOakTcs B KOMMYHW-
kaumsx. CToUT OTMETUTb, YTO B MPOLUSIOM rogy
Aaxke OCTaHaBnuBanach nnaHoBas MeanoMoLLb
B pervoHe. Ml cenvyac, HeCMoTps Ha To, YTO orpa-
HUYEeHUS MOCTENEHHO CHUMAIOTCS, aKTyanuampy-
toTCS 1 Apyrmue npobnembl. NS nauneHToB ¢ re-
MObUNnen 3HaYMMOCTb M NPOCTOro OBLLEHMS, U
OYHbIX BCTPEY C BpayaMu Herb3s NepeoLeHnTb.
MMeHHO ¢ Takmx KOMMYHMKaLUiA Ha4anack UCTOo-
pusi Bcepoccuiickoro obuiectBa reMounuu:

Bpayy 1 NauueHTbl pewmnnu pabdoTatb cooblya 6onee 20 neT Hasag. B 1o Bpems u Gbino obpa3oBaHo ABMXKEHME NALMEHTOB,
KOTOpOe CTano oTctanBaTb CBOM Npaa. B Jluneukol ob6nacti akTMBHO AEVCTBYET U pa3BUBaETCH pervoHanbHas naumMeHTckas
HekoMMep4eckas opraHusaums Becepoccuiickoro obectsa remopmnmm. AKTuBHaa paboTa Ha NpOTSAXKEHUN OecATKa NeT, ecTe-
CTBEHHO, MPUHOCUT CBOW pe3ynbTaThl. «Ecnn roBopuTe 06 OCHOBHbIX JOCTWKEHMSX, TO BCe MauueHThbl B Jluneukon obnactu
nonyyarT HeobxoavMyLo NekapCTBEHHYIO Tepanuio, obecneyeHa MapLUpyTU3aLmMs Mo OKasaHW0 CTOMaTONOMMYeCKon NoOMOLLW,
€CTb BO3MOXHOCTb 6ecnpensaTCTBEHHO NoryYaTb BbICOKOTEXHOMOMMYECKYHO MOMOLLbY», — OTMeYaeT npe3ngeHT Jluneukon peru-
OHanbHOM opraHunsauum Beepoccuiickoro obectsa remodunumn Makcum 3arpsagckiin.

TpeTbero anpenst 2021 r. nauneHTbl 1 Bpaun Jlunewkon obnactu npuexanu Ha BcTpedy. bonee copoka yenoeek cobpanock
B KOH(pepeHu-3ane otens «lMnasay, roe npoxoguna «Lkona remodununy. HenocpenctBeHHoe y4acTve B MEPONPUATUAM Be-
OyLWMX JOKTOPOB B 06MacTu neveHns reMoumnum no3sonuno obCcyanTb CloXHblEe BOMPOCkl. MHOMMX NauneHToB MHTEpeCyoT
HOBble MeToAbl B neveHnn. KoHeuHo, nepeasi IpuynHa Takoro MHTepeca — 310 NosiBNIEHNE HOBbIX NpenapaToB, KOTOPbIe MO3BO-
NS0T U3MEHUTb NPYBbLIYHBIV B3MMA4 Ha NedYeHne remounmn. Ha meponpusitTum BbICTYNUv co CBOMMU Aoknagamy obnactHele
rematonoru. MipuHa Kopsikuna paboTaet ¢ Hawmmuy geTkamun 1 oT Hee 3aBUCUT, HAaCKOMNbKO COXPaHHbI OHM ByayT, kakoe X xaet
Oyayuiee. OrpoMHbIv Bknag B MHpopMUpoOBaHUE U [OCTYN K COBPEMEHHOMY fedeHnto obecneyrBaeT Halla remaTtonormyeckas
cnyx6a 1 rmaBHbIV BHELLTATHbIN rematonor AHHa Konbinosa, 0TMETMBLLAS, YTO Y NALMEHTOB C reMounmen Hy>kHO Bbipaba-
TbIBaTb NPUBEPXXEHHOCTb K NPOUMaKTUKe.

OyeHb BbICOK Yy B3POCIbIX MaLUEHTOB C reModunu-
el UHTepec K XMpypruyeckum metogam B neveHun. fns
TOro 4TOObI KaXAbl NaLMEHT CMOT MOMy4YUTb OTBET Ha
CBOW BOMPOC, HA MePOoNpUsATUE npuexan Bpay-opTones
OreY «HUMLU rematonorum» M3 P® Teoprunt MuuH.
[okTop yxXe npuesxan K Ham B JIunewk, 3HakomM CoO MHO-
rMmMun nauyneHtTamun. 3aBeayoLmin OOHOMO U3 OTAENeHnn
obnacTHoro crtomaronornyeckoro LeHtpa Uropb KykyLu-
KMH MPOZJOIKUI Temy MOoAroToBKU MaumeHTa K onepa-
TUBHOMY BMELLATENbCTBY, HAMOMHMB O TOM, YTO OYeHb

Ba>XKHbIM ABNSETCA CaHaumsi POTOBOM NOMOCTH, BeAb Ka-
prvec MOXET Bbl3BaTb OCIOXHEHMS Aaxe B KOCTHOW CTPYKType KOHeYHoCTeln. BbicTynvB ¢ Joknagom, 4OKTOp OTBETUI Ha psif
BOMPOCOB 1 3aBEPUS1 BCEX NMALMEHTOB, YTO CO CTOPOHbI LieHTpa OyaeT okasaHa BCsi Heobxoanmas NoMoLLb.

B npowwnom rogy Bcepoccuickoe obLecTBo remodunmMm oTMeTUIo cBoe Apaguartunetve. 3ton aate 6bin NOCBALLEH Mo-
Ka3aHHbI Ha meponpuaTumn dounbm. MNpeactasuTtens Beepoccuiickoro obuectsa remodounum B LIPO BaneHTuHa KpxxemeHes-
ckasl nosgpasuna Bcex U noxenana He c6aBnaTb Temnbl paboTbl.

B cuHanbHom yactn «Llkonbi» npoLwno obyyeHne Bcex XenaroLwimx BbIMOMHEHNIO BHYTPUBEHHbIX UHbEKUMA. BnageHne
3TUM HaBblkOM faeT bonblue ceoboabl NauneHTaM ¢ remounmen. Ymesi BOBpeMsi caenatb UHbEKUMIO, MaLMeHT MOXET Mo-
MOYb He TOMNbKO cebe, HO 1 CNacTyh Ybto-TO XM3Hb. 3aBepLUMnn ceMuHap kode-bpeiik n ceobogHoe obLLeHNE YHaCTHUKOB.

lNpesudeHm Jluneuykoli peauoHanbHoUl opaaHu3dayuu BOI
3azpsadckuii Makcum
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HoBocTtn BOT

Lxkxona Nl’emodpunun. UpKyTck

HakaHyHe BcemupHoro gHsa remodomnum, 10 anpens 2021 r., B VpkyTcke B KOH(bepeHL-3ane
rocTMHULBI «AHrapay coctosinack «Llkona remocpunuu». B pabote cemyHapa, npoBoaUBLLErOCS
npv nogaepxke Becepoccurickoro obLyectsa reMounum, IPUHANKM ydacTve cneumanvcTbl-Meankn
13 Mocksbl 1 VpkyTcka, rematornoru, MpakTyKyoLLme cneuyanmncTbl BbICOYaiLLEro Krnacca, B3poc-
nble N MareHbK1e NaumeHTbl C HapyLLUEHNEM CBEPTLIBAOLLIEN CUCTEMbI KPOBW U X POLCTBEHHUKN,
npegctasutenu BOI™ n hapmaueBTMyeckmx kKomnaHuin, Bcero bonee 40 yenosex.

OTkpblBana MeponpusTue npeacTaButens Bcepoccuiickoro obuectea remocpunum B COO
Nogmuna UropesHa pomosa, oTMeTUBLLASA, YTO NPOBOAMMbIE Af15 NALMEHTOB Y UX POACTBEHHU-

koB «LLIkonkbl remochunumy SBNaOTCS AOCTYMHBIM M OCTOBEPHBIM MCTOMHUKOM MHAbOpMaummn ans
MOBbILLEHNST YPOBHSA OCBELOMITEHHOCTM MO BCEM acrektam 3abonesa-
HWSA, MpaBuIIaM NOBEAEHUS B Pa3fnMYHbIX CUTyaumsx, a Tak Xe npakTnye-
CKVM HaBblKaM BHYTPVBEHHOIO BBEAEHMS aHTUreMourbHbIX Npenapa-
TOB. «YYMTbCS, YUUTECA U el pa3 yuntbes! Ml TonbKo 3HaHWsA 1 ymeHne
BBECTV BHYTPUBEHHO Mpenapar — hakTtop CBEPTLIBAHUSI KPOBW, MOMOTYT
NpenoTBPaTUTL KPOBOTEYEHMS U CNACTU XNU3Hb NaUMEHTY ¢ reMocbunm-
en!» — ¢ Takum npu3biBoM BbicTynuna NMioagmuna NropesHa.
MetpoB BukTop KOpbeBuY, JOKTOP MEAVLMHCKNX HayK, Bpay rema-
TOMor Bbiclen kateropun MOpPO30BCKON AETCKON ropoACKOW KITUHU-
Yeckow 6onbHMLbI . MockBbI BbICTYNU C AoKNaaoM «CoBpeMeHHbIe
nogxoapl B Tepanuu remounumn y geten». PacckasbiBasi 0 HOBbIX
nogxodax K NeYeHuto, OH OTMETW, YTO B HacTosiiee Bpemsi B Mo-
pososckon [AIKB npoBogsATcs 12 KNMHUYECKUX UccreaoBaHuid no Teme remodunus u 6onesHs Bunnebpanga, n pabotats ¢
HOBbIMY Mpenapatamu 4OCTaBNAeT BceM 6onbLuyto pagoctb. OgHako NpodunakTuka B ne4eHnm remounmm ¢ paHHero oeTcTea
N HEOOXOAMMOCTb JINYHOW OTBETCTBEHHOCTM BCEX NALIMEHTOB U POAMTENE 3a NiedeHne n obpas K13HM OCTaeTCs EAMHCTBEHHBLIM
nyTem, cnocobCTByOLMM Nporpeccy B neveHun. W ewwé gOKTOp NpenocTepér BCeX POAUTENEN OT 3UMHEr0o KaTaHusl AeTel Ha
ropkax v BaTpyLUKax, YToObl B AanbHenLweM n3bexatb TSHKENbIX NOCNEACTBUIA.

3aBepytoLlasi OHKOMOrMYEeCKNM OTAEeNeHneM, AeTckuin oHkonor-rematonor bY3 UIOOKB, Bpay Bbicwel kateropum CBeT-
naHa BukTopoBHa OBaHecsiH BbICTynuna ¢ Aoknagom «JleveHve aeten 6onbHbIX remodmnuert n 6onesHbto BunnebpaHaa B
WpkyTcke n MpkyTckon obnactuy. Bee BeICTynneHus B nporpaMmme cemmuHapa 6binvM o0beauHeHbl OAHON 06LLEen MbiCTbo: 06pas
XKM3HW NauUMEHTOB, CTpagatoLwmnx reMounmen, MoxeT ObiTb NPUBNMKeH K 06pasy 13HM 300pOBOro Yenoseka. Ho Tonbko npo-
unnakTnyecKkoe nevyeHve, HasHa4eHHoe BPaAYOM-reMaTornorom, COXpaHnT pr3nyeckoe 1 NCMxornormyeckoe 340poBbe NaumeH-
TOB C TSXKEMOW U CpeaHel CTENEHDBIO TSHKECTN 3aboneBaHus.

«LLkona remodunuu» BKkMNoYana v npakrmyeckme 3aHatus. AHHa KOpbeBHa VBaHueHKko, meacectpa MpkyTckon 60nbHALbI
rnokasana Metoabl BHyTPUBEHHOrO BBeAeHus npenapatos. [NMpegctasutens BOIN 8 CPO Mpomosa J1.W. BeicTynuna ¢ goknagom
«HoBkle knaccudmkaumm no MC3, nepcnekTvBbl NekapcTBeHHOro obecneyeHus». B xoge auckyccum obcyxaanvcb BONpochl
nevYeHnst HHOBaLMOHHBIMM NpenapaTtamu no nporpammMe 14 B3H, nepcnekTnBbl reHHOM MHXEHEPUK, BOMPOCHI Mo 0POPMIIEHNIO
WHBanNMaHoCcTN n obecneyeHmnto paktopoM. CemmHap 3aBepLunnm oYHble KOHCynbTauum goktopa B.HO. MeTtposa, oH nocmoTpen
BCEX >KEMAILLMX U CKOPPEKTMPOBAI MaHbl X JANbHENLLENO NEYEHUS.

Bce npucyTcTBytoLme nonyyYnnm nHopmaLumnoHHsle Matepuansl BOT.

Mpy nogseneHumn ntoros pabotbl «LLkonbl remocpunumy B VpkyTcke NPUATHO BbINO yChbllaTh croBa 6rarogapHOCTH OT 3a-
BEAyOLLEV OTAENEHNEM Kapamonoriu, Bpada-kapauonora ¢ 40-neTHum ctaxxem: «HyxxHoe geno genaete! PaHblue Mbl, Bpayu, 1
He npegnonaranu, YTo MOXXHO MPOBOAUTL TakMe MHPOPMALIMOHHbIE 3aHATUS C AOKTOPaMU U3 perMoHarnbHbIX U U3 deaepanbHbIX
LIEHTPOB COBMECTHO C MaLWeHTCKON opraHu3aumen. U kak Bcé namenunock!». 3t cnosa Ans Hac 3Hayar, 4YTo Becepoccuinckoe
0o6LecTBO remounum COBMECTHO C LOKTOpaMu paboTaeT B NpaBuiibHOM HamnpasneHuu! A Mbl, B CBOKO oyepedb, bnarogapvmv
CNMKEPOB 1 CrnyLuaTenen 3a akTMBHOe yyactue B pabote Lukornbl remodounuu! YXKenaem Bcem Jo6poro cubupekoro 3a4oposbsi!

lMpedcmasumens BOI ¢ COO

JNroomuna Npomoea

lMpe3udeHm Upkymckol peauoHarbHoU opeaHusayuu BOI
Baneputii Anekceesu4 BepsiHckuli
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HoBoctu BOT

Lkona lremodpunun. Bhapumup

18 ceHTab6ps 2021 r. B roctnHuue «AMAKC 3onotoe Konbuo» ropoga Bnagnmupa npowna ovHas «Lkona remodunumny,
opraHusoBaHHas BOI, B koTopoi npuHsanu ydactmue okoso 30 YenoBek.

Mo4éTHbIM roctem MeponpusaTua 6eina MNMotankosa BaneHTuHa MuxannoBHa, kKaHanaatT MeaAUUMHCKMX HayK, ObiBLUWIA re-
MaTonor 06nacTHOW KNMHUYECKOW 60NbHULLBI, XOPOLLIO 3HaKoMasi BCeM B3pOCibiM naumeHTam. He cMoTps Ha TO, 4TO cenyvac
BaneHTnHa MuxanoBHa HaxoAMTCA Ha 3aCny>XeHHOM OTAbIXe, OHa BCerga OTKIIMKAETCA Ha Haluv NpurnaweHns u NpuxoauT
Ha MeponpuaTUs, a Takke NPOBOAUT KOHCYNbTaLMM AN MECTHOTO permoHansHoro otaenexHuns Beepoccuickoro obuiecTsa re-
Modunun. OTkpbiBan «LLkony remodununy npesvaeHT Bnagnmmnpckon pernoHanbHom opraHu3aunm Becepoccuiickoro obue-
ctBa remoounun Aptem Muxannosuy KpuseHkoB. B nepBor 4actn cemurHapa OrnbITOM AENUIIMCb CneumanucTbl — MeQUKN.
Oapbsa BuktoposHa ®épnoposa, Bpay-rematonor HMWL, getckon rematonorum, OHKONOrMm 1 MUMMYHOIOrMU UMeHU AMntpus
Porayésa (r. MockBa), BbicTynuna ¢ goknagom « CoBpeMeHHble NOAXOAbl NIeYeHUst U AUarHOCTUKN AeTel C ANarHo30M remMo-
dunuay. Meopru Bnagummposmy MulivH, Bpay TpaBmaTornor-optone Bbiclien kateropuu, cneunanuct HMULL rematono-
rum r. MockBbl, BbICTYNWN € foknagom « CoBpeMeHHoe BegeHne 60mnbHbIX remodunmert npyM okazaHm BbICOKOTEXHOMOTMYHOM
MeauumnHCKon nomolym». MNocne BbicTynnenuin Japbs BuktoposHa v Meoprun Bnagnmmposuy oTBETUNKU Ha BOMPOCHI U Mpo-
Bernu KOHCYnNbTaumMm KOHKPETHO MO KaxAoMy Cry4ato 515 BCeX XenaroLmx.

Cepren BnagucnasoBud TpeTbaKoB, Npe3VAEHT ApocnaBckon permoHansHom opradm3auun BOT, BeICTynvn ¢ paccka3om
0 AeATeNbHOCTW CBOEW perMoHanbHOW opraHv3auuu, 0 eé MexpermoHanbHom npoekte «CrnopTusHbIM npasgHuk HOBBIX
BO3MOXHOCTEM». Ha npasgHUK ObINW NpuUrnaLleHbl NauneHTbl 1 ux ceMbk 13 MockoBckoi, Bnagummupckoi, MiBaHoBckoN,
Apocnasckon n Bonorogckon obnacrtei. Hatanbs KOpbeBHa KucnsikoBa, npes3vaeHT MIBaHOBCKOW permoHarbHON opraHu-
3auum BOI, BbicTynuna ¢ goknagom «3alwmTa npas nauueHToB». BaneHtuHa lMaBnoBHa KpxemeHeBckas, npeacTtaBuTenb
BOI' B IO, pacckasana o oedaTenbHOCTM permoHanbHbiX opraHusauun BOIT LieHTpanbHoro degepansHOro okpyra, o npo-
ekTe-nporpamme benropoackor pernoHanbHow opranunsaumm BOIT «[swxkeHne Bnepeny». O geatenbHocTn Bnagumupckon
pernoHarnbHOM opraHvu3auumn pacckasan eé npesnaeHT Aptem Muxannosuy KpnBeHKOB.

B npakTuyeckon Yactn ceMuHapa y4acTHUKM NPOLLMN 0By4eHne BHYTPYBEHHbLIM MHBEKLMAM Ha MyrsKax.

Pabota cemuHapa npoxoauna B AenoBON U ApyXeCckon o6CTaHOBKe, BCe yHaCTHUKM MOoAAepann MHEHNE O BaXKHOCTU U
HeobXoAMMOCTH NpoBeaAeHUst NOAOOHbBIX MEPONPUATUNA.

lpe3udeHm Brnadumupckoli peauoHanbHoUl opeaHu3ayuu BOI™
KpueeHkoe A. M.
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HoBoctn BOT

25 ceHT6pst 2021 . B OMcke B rocTuHMLE « TYpUCT» COCTOSINICS 04epeaHo MHGOPMaLMOHHDBIA CEMUHAP, OpraHN3aTopoOM KOTO-
poro npv nopaepxke Beepocceuiickoro obLuectsa reModomnumn BeicTynnna Omckas permoHarbHas opraHusaums. B pabote cemmHapa
NPUHANM y4acTve NpeacTaBuTENM Hay4YHbIX KPYroB 00nacTu, NpakTyKyoLme Bpadm-CrneumanmcTbl nevebHbIxX yupeskaeHui . Omcka u
r. MockBbl, MaLUMeHTbI pa3Horo Bo3pacTa 1 YneHbl nx cemen, npegctasuteny BOT™ n doapmkomnanuii, Bcero 6onee 30 YenoBex.

[MoYeTHBIMM TOCTAMU MEPONPUSTUS CTanu: AO.M.H., BeAyLMA HayuYHbIA COTPYOHUK Xupyprudeckoro otaeneHus Orby
«HMWL, remaTonorum» MunHsgpasa Poccum (r. Mockea) Ceprewt AnekcaHgpoBud LLyTOB; K.M.H., Bpay—aHecTe3nosnor, UMMyHO-
nor, rematonor OKb MapuHa AnekcangpoBHa NaHeBa; EneHa MeHHagbeBHa KupunnoBa — rmaBHbIv BHELLTATHbIA reMaTonor
Owmckon obnactu; CeetnaHa CepreeBHa bopaaabimoBa — Bpad nadopatopHon guarHoctukm b Ne1 um. A.H. KabaHoga; Bpay-
rematonor I'b Ne1 KceHnns HukonaeBHa MaTtBeeBa.

OTtkpbiBas 3aHaTne «LUkonbiy, npe3naeHT OMcKoM pernoHansHoi opranmnsauun BOI Jlioamuna MpoMmoBa oTmeTuna, 4to
nogobHbIe NPOEKTbI UMEIOT OFPOMHOE 3HAYEHME He TOMNbKO ANsi CAMUX MALMEHTOB, HO U ANS UX POACTBEHHWUKOB, B TOM YMChe
W ONs poguTernen, B YbUX CEMbsIX NOAPACTaET Marblll ¢ AMArHO30M reModunusa n 6onesHb BunnebpaHaa.

KntoueBbiM B noBecTke «LLkonbi» ctano BeictynneHne C. A. LLyToBa, npakTukytoLero xvpypra degepansHoro ueHtpa « HMALL
remaTtornornm» o creumanuanpoBaHHON NoMoLLM « TopakoabaoMuHanbHast Xupyprudeckas noMoLLs 6onbHbIM remodbunueiny. Ceprei
AnekcaHapoBMY NPUBEN CTAaTUCTUKY XUPYPIUYECKMX BMELLATENBCTB U OTMETUN OCOOEHHOCTU NeYeHns Ans 6onbHbIX reMounmnei.

Enena leHHapgbeBHa Kupunnosa, 3aB. ota. remartonornm bY300 «OKB», rmaBHbIN BHELITATHbIA cCreuuanmncT-reMmartonor
Owmckor obnacTu, Bpa4-reMaToror BbICLLEN KaTeropum NpoAosikuia ceEM1MHap CBOer npeseHTaumen «Maplpytmsauusa nauym-
eHTOoB ¢ remodunuen ctapwe 18 net B Omckon obnactuy». EneHa NeHHagbeBHa akLeHTMpOBana BHUMaHue npucyTCTBYHOLLMX
Ha paboTe Ha 6a3e ropoackon knuHuyeckon 6onbHuLbl Ne 1 nmeHn A.H. KabaHoBa «LleHTpa no okasaHuio MeauuUHCKON no-
MOLLM NaumeHTam ctape 18 neT ¢ BpOXXAEHHbIMU HapyLUEHUAMN CBEPTHIBAEMOCTM KPOBU». LIEeHTp coTpygHUYaeT co BCceMM
yupexaeHuammn 3gpaBooxpaHeHns Omckon obnactu, a Takke ¢ ®rbY «HMWL rematonorum» M3 P®, a Ha 6a3e ctomaTo-
norvyeckon knuHukn «Jltokc[leHT», KoTopasi pacnonaraetcst Heganeko ot LleHTpa, opraHu3oBaHa perynsipHasi TepaneBTuye-
ckasi cTomartonormnyeckas noMoLLb 60MbHbIM C HapyLUEHNEM CBEPTLIBAEMOCTM KpoBu. B TaHaeme ¢ LieHTpoM Takke aKTMBHO
pabotaet BY300 «CTaHums ckopoi MeauumnHckon nomowmy. CeetnaHa CepreeBHa bopgaabiMoBa BbICTYNMMAa C JOKMAA0M
«J1abopaTtopHasi guarHocTuka remodunum n 6onesHn Bunnebpanga B r. Omcke». YUnen Coeta npu TO Poc3gpaBHagsopa no
Owmckon obnactn EneHa CepreeBHa YayHuHa pacckasana o rapaHTMpOBaHHOM MEAMLIMHCKOWM NOMOLLM B pamkax «[porpammbl
rocy0apCTBEHHbIX rapaHTUiA 6ecnnaTHoro okasaHus rpaxaaHaMm mMeguumHckon nomolumy. Mpeacrasutens BOI B Cubupckom
denepanbHom okpyre J1.W. FpomoBa pacckasana o paboTe obLiecTBa «AKTyanbHble BONPOCk! AesaTenbHocTn BOM.

3aBepLunnocb MepONpUsTUE NPakTUYECKMM MacTep-KNacCoM Mo BHYTPUBEHHbBIM MHBEKUUAM, KOTOPLIN NpoBena mence-
CTpa BbICLLEN KBanMdukaLMoHHON kaTeropum Hatanes AnekcaHapoBHa bapaHoBa. Bce xxenatoLme cMornm noTpeHnpoBaTthbes
Ha mynsbke. CTOUT NOOQYEPKHYTb, YTO NOAOOHOE YMEHMe 3HaYUTENbHO YMyudllaeT KayecTBO XMU3HWU BOmnbHbIX, KOTOpble nocne
06y4eHns MoryT BBOAWTbL HEOOX0AMMOE KONMYECTBO (hakTopa CBEPTLIBAHWUSI B JOMALLHUX YCIIOBUSIX, TO €CTb CAMOCTOSATENBHO

NPOBOAMWTL KaK 3KCTPEHHOE, Tak U NPOoUNakTU4ECcKoe nevYeHmne, Kotopoe aBngaeTca Hanbonee apPeKTUBHBIM.

B pamkax LuKonbl BCce xenatoLme nonyynnm odHyto koHcynstaumio C.A. LLlyToBa no cBoeMy KOHKPETHOMY Crlyyato, a Takke
akTyarnbHble MHpopMaLIMOHHbIE MaTepuansi.

Mbl 6narogapvm CrMKepoB U criyluaTternen 3a akTMBHOe yyactTue B paboTe Lwikonbl remodunum! Xenaem Bcem Kpenkoro
cmbupckoro 3goposbs!

lMpedcmasumens BOI ¢ COO

J1. N. F'pomosa

Buue-npe3udeHm Omckoll peauoHarnbHoUl opeaHu3auyuu BOIr
EneHa LjaaH
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MHPoOpMaLMOHHBIA BECTHUK

Om pedakyuu: Bcé 6osiee WuUpOKo UCMOL3YOMCS 8 NpaKmuke /Ie4eHusi 2eMohusiuu Ho8ble npenapamaol: Kak rnpu-
6bIYHbIe MaMamuYyecKkue, mak u coeepweHHO Hoeble o ceoeli npupode u xapakmepy eo3delicmeusi. B pasdene
«UHGhOpPMaUUOHHbII 6eCMHUK» 3M020 HOMepa ypHasna Mbl npedsiacaem Bawemy eHUMaHUIO HECKOJIbKO Cesi3aHHbIX

c amou memol o63opoe:

OnbIT NnpUMEeHeHuA npenapara 3pMopoKToKor anbpa
(FVIll ¢ npOAOHIrMpOBaHHbLIM MEPUOAOM
noAyBbiBeAeHMUA) B Poccum.

B sHBape 2020 roga B Poccun Gbin 3apernctpupoBaH nepBblii pekoMOUHaHTHbIN daktop VIII ¢ NponoHrMpoBaHHbIM Mne-
puoaoM nonyBbiBeAeHUst — 3MOPOKTOKOr anbda, a ¢ 2022 roga oH BKIOYEH B cnvcok «14 B3H» 1 moxeT HasHayaTbes
nauyueHTam ¢ remocunuen A.

[Mpn Has3Ha4YeHUN HOBOrO NpenapaTta BaXXHO He TONbKO 3HATb AaHHbIE MO ero 3 EKTUBHOCTU U 6E30MACHOCTH, NOMYyYeH-
Hbl€ B KITMHUYECKNX UCCIEeQ0BaHUNAX, HO 1 NMOMyYnUTb MHPOPMALIMIO O €ro NPUMEHEHUM B pearnbHON npakTuke. Ha Bonpochl
0 Mpenapare ¥ ero NpMMeHeHUn Ans NepcoHUULMPOBaHHON NpodunakTukm otsevaeT AHgpeeBa TaTbsiHa AHApeeBHa,
3aBeytoLlasi ropoAcKMM LIEHTPOM MO NleYeHuto 60nbHbIX remodunuein B r. CaHkT-lNeTepbypr.

3auyem ObInu pa3paboTaHbl NPONIOHIMPOBaHHbIE NpenapaTtbl ¢pakTopa VIII?

BHenpeHune nepBunyHon npodmnaktudeckon tepanum caktopom VIl npu remodpmnmum A no3Bonuno 3HaYNTENBHO CHU3UTb
4YacTOTY CMOHTaHHbIX KPOBOTEYEHUI, B TOM YMCIE U reMapTpO30B, W, CriefoBaTeflbHO, OCTAHOBUTL pa3BUTUE apTponatum u
WHBanNuau3aumm nauyneHToB. OgHaKO NpU CTaHAAPTHOM pexume npodunakTuku Tpebyetca BBeageHve npenaparta 3-4 pasa
B HeZento, Npy 3TOM eCcTb MPOMEXYTKU BPEMEHW, KOraa akTMBHOCTL hakTopa MeHee 1%, YTO MPUBOAUT K PUCKY pPasBUTUS
CMOHTaHHbIX KPOBOTEYEHWI. VI3BECTHO, YTO Yy MALMEHTOB AETCKOro BO3pacTa npenapar BbIBOAUTCS ObICTpee, YEM Y B3POCHIbIX
N UM HasHavarTca UHGY3uK elle Gonee yacTto. B cBs3n ¢ aTum, cyulectByeT 6onbluas npobrnema B COBMOAEHUM TaKOro
WHTEHCUBHOIO pexuma tepanuu. Mo Hawum gaHHbIM, 6onee 30% nauMeHToB HapyLlaloT Ha3Ha4YeHHbIN BpadoM PeXnm npo-
ounakTUHecKon Tepanmm, YTo NPUBOAUT K YBENNYEHMIO KONTMYECTBA KPOBOTEUYEHUIA.

C uenblo pelleHns nepevncneHHbiX Bbile npobnem 6biny paspaboTaHbl NPOMOHIMPOBaHHbIE Npenapatbl. Bo Bcem
mupe yxe ¢ 2014 roga apmMoOpoKTOKOr anbda LUMPOKO NMPUMEHSIETCS ANA NPOUNaKTUYECKOro NeYeHns NaumneHToB C
remocpunven A.

B Hawem ueHTpe ¢ anpens 2021 roga 6b1510 HaYaTo NevyeHne 3TUM NpenapaToM, U B HacTosiLLee BpeMS Ha Tepanuu Ha-
xogaTca 12 nauneHToB.

Mouyemy achMmopokTOKOr anbda sAiBNAETCA NPOSIOHIMPOBaHHbLIM NpenapaTom?

[Mpy nponssoacTBe 3hMOPOKTOKOra ansda Ucnonb3yeTcs cneumnarnbHbln MeTof yBenuyeHns umpkynauumn dakrtopa VIl B
KpoBu. TOT MeToA Bbin paspaboTaH, MCNoNb3ys eCTECTBEHHbIN MeXaHU3M Hallero opraHuamMa salmuiatb aHTuTena ot pas-
PYLLUEHUS X NeYEHbI0, MOSTOMY OHU MOTYT AONIO LMPKYNMpoBaTh B KpoBKU. OH 3aknoyaeTcs B CINAHUK fie4ebHoM Monekynbl
(B Hawem cnyyae daktopa V) ¢ Fc doparmeHToM nmmyHornobynuHa (aHtutena). TexHonorns 6esonacHa n 6onee 20 net
ncnonb3yeTcs AN NPonoHrauum npenaparos, Ha3Ha4YaeMbIX MPY ayTOMMMYHHbIX 3a60neBaHusAX.

Heobxoanmo Takxe OTMETUTb, YTO 3MOPOKTOKOT anba NPOM3BOANTCA Ha KIETOYHOW NNHUM YenoBeKka. STO MO3BO-
nseT obecneynTb OTCYTCTBME B npenapaTe GEenkoB XMBOTHOMO MPOUCXOXAEHUS U COXPaHWUTb MOSTHOLLEHHYI CTPYKTYpY
daktopa VIII.

Kak Ha3HauyeHue achmopoKkTOoKOora anbga No3BONUT YIyULUTb pe3ynbTaTbl NPogunakTM4ecKkon Tepanum?
CornacHo COBpPEMEHHbIM peKoMeHOaunam BceMVIpHOFO 06LIJ,eCTBa FeMO(bVIJ'IVIVI, I'IpOCbVIJ'IaKTVI‘-leCKaFI Tepanua OOJKHa

He TOMbKO MpeaoTBpallaTh KPOBOTEYEHUS Y MaLMEHTOB C reModunmein, Ho No3BOMsATb UM COXPaHUTb aKTUBHbLIN obpas u
Ka4eCTBO XWM3HW, CONOCTaBUMOE CO 3[0POBbIMU NoAbMU. Takum 06pa3om, NosiBUICS TEPMUH — NMepCcoHNMULIMPOBaHHas Npo-
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dunakTunka, kotopas 6a3upyeTcs Ha nogbope HaumyyLero pexvMa Tepanuu Ans Kaxaoro oTAenbHOro naumeHTa ¢ y4eTom
MHOrMXx hakTopoB: heHOTMNa KPOBOTEHEHNI, COCTOSIHUSA CyCTaBOB, aHaMHe3a MPeALleCcTBYOLLEro fevyeHns, 0CO6eHHOCTEN
hapMaKoKUHETUKN, BEHO3HOTO AOCTyna, obpasa Xu3HW, NPUBEPXKEHHOCTU K Ha3HaYEHHOMY NEYEHNI0 N OPYruX.

YBenuyeHHbIn B 1.5 pasa nepmoa BbiBegeHUS 3pMOPOKTOKOra anbga no cpaBHEHUIO Co cTaHAapTHbIMU dhakTopamu VIII
Nno3BONSAET NepCcoOHNMULMPOBaTL Tepanuio NaumeHTam. Tak, ecnv naumeHTy Hago COKpPaTUTb KONMMYECTBO MHAY3NA, MOXHO
Ha3Ha4YMTb PEXUM 2 pa3a B Heernto ¢ coxpaHeHem akTuBHOCTU dhakTopa VIl 6onee 1%. A ecnun naumeHTy TpebyeTcs yBenu-
YyeHne akTuBHOCTU hakTopa VIl B cBA3N C ero 06pa3oM XKU3HU, TO MOXHO Ha3HaYNTb 3PMOPOKTOKOr anbda Kaxablin TpeTui
OeHb. Takke ecTb AaHHble UCCNEfOBaHNMI, YTO NPU Ha3HaYeHUN 3PMOPOKTOKOra anbda OTMeYaeTcs yny4ylleHne COCTOSHUS
CYCTaBOB M Ka4yeCTBa XM3HM NaLMEHTOB.

Elwe ogHo npevmMyLLecTBO npenapaTta B TOM, YTO €ro aKTMBHOCTb JIEFKO KOHTPONMPOBAaTb, UCMONb3YS CTaHAAPTHLIA Me-
Tog onpepeneHus daktopa VIl B kpoBu. Mbl B Hallem LEHTpe norb3yemcs cneuunanbHblM MeXayHapoaHbIM nopTtanoMm, B
KOTOPOM MpuW BBEAEHUM TPEX 3HAYEHUI aKTUBHOCTM bakTopa MOXHO onpedenuTb Bpems BbiBEAEHWS mpenaparta W, Takum
o6pa3som, paccumTatb HE0OBX0ANMbIV NS KaXOoro naumMeHTa pexxum BBeaeHns 3oMopokTokora anbda. bonee Toro, kaxabi
naumMeHT MOXET NOAKMYNTE MOOUINBHOE NPUMOXEHNE N KOHTPONMPOBaTb YpoBeHb hakTopa VIl B peansHOM BpeMeHu. ATo
No3BONSAET AOCTUYb KITHOYEBOW LIeNn Tepanum — CHU3UTb PUCK CMOHTaHHBIX KDOBOTEYEHMUI A0 HYNS.

Kakune npeunmMyuiectea Bbl yBuaesnu npu HasHa4eHuun :-)CbMOpOKTOKOFa anb(*)a BalUMM naumeHTam?

Mory nogenuTbcs ycnexamu Tepanumn 3MOPOKTOKOrOM anbda Ha npuMepe MOfoAoro My>4YvHbl 24 neT, KOTOpbIN Nony-
yaet npenapar ¢ noHa 2021 roga B gose 2500 ME 2 pasa B Hegento. [Jo 3TOro oH nomny4an BBeAeHUs oktokora anbga 2000
ME 3 pa3sa B Hegento. Y naumneHTa 6biy CroXXHOCTU C BEHO3HbIM AOCTYMNOM, OH BEN aKTUBHbIN 06pas XU3HW U XOTEN CHU3NTb
Konm4ecTBO MHy3uii npenaparta. Takke, HECMOTPSI HA NPoBeAeHWe MNPOUNaKTUKK, Y HEro Habnoganuck NPU3HakM remo-
dunuyeckon aptponartuu.

Mbl BbINOMHUIM NAUMEHTY apMaKOKMHETUYECKOE WUCCIEAOBAHNE U BBEMW MOSTyYEHHbIE pe3yrnbTaThl Ha noprar, O Ko-
TOPOM 4 yrnioMuHana paHee. [lepvog nonysbiBeAeHUA 3(OMOPOKTOKOra anbda y Hero coctaBun 22 4aca, 4YTo 6bino Bbille,
Yem pesynbTaThl KIMHUYECKUX UCCnenoBaHuii. Kpome Toro, npu pexrve BBEAEHUS NpenapaTta 2 pasa B Heent, aKTUBHOCTb
akTopa y Hero He cHmxanacb Hmwke 9,4 - 4,9%, 4TO COOTBETCTBYET YPOBHIO 3aLUUThI OT KPOBOTEYEHWI MALMEHTOB C NIETKOM
dopmon remocunun. Crnegyet nogyepkHyTb, YTo 67% BpemeHu akTMBHOCTb daktopa VIII y naumeHTa coctaBnsna 6onee
15%, Npn 9TOM KONMMYECTBO BBEAEHU ObINO yMeHbLUEHO Ha 33%.

Takum obpa3om, NpoBeAeHUEe NEPCOHUMDULMPOBAHHOM NPOUNaKTUKN NO3BOMSET, NpU HEeoOXOAMMOCTH, adanTMpoBaTh
pEeX1M Tepanuu nauneHTa nog byt KU3HEHHYIO CUTYaLMIO.

YBenunyeHue nepuoaa nojiyBbiBeaeHUA He BeAEeT JIM K PUCKY pa3BUTUA MHFMGMTOPOB n gpyrux OCIOXXHEeHUn?

AHanus npumeHeHnsa agMopokTokora anbga 6onee 10 net B MMpe nokasan, YTo pUCK pa3BuUTUSA MHIMOUTOPOB y paHee
neYveHHbIX nauneHToB npubnuxaercs k 0. A gaHHble ero MPUMEHEHNS y AeTel, He NonyYaBLUMX 4O 3TOro rfeveHne hakTopom
VIII, roBOPSIT O HU3KOM pUCKE pa3BUTUSI MHTIMBUTOPOB B 3TOW rpynne nauMeHToB, aHarnorM4yHoOM Npu HasHavyeHnn nnasmarumye-
CKWUX NpenapaTos.

B Hawem LeHTpe Mbl perynspHo NpOBOAUM Y NaLMEHTOB KOHTPOIb B OTHOLLEHMM 6e30nacHOCTU, U 32 BpEMSI MPUMEHEHUS
adMopokTOoKOora anbga He OTMEYEHO HU Pa3BUTUSA MHIMBUTOpPA, HU OCNOXHEHWUI, CBA3AHHbIX C NMPUMEHEHUEM npenapara.
Onuvpasch Ha HaLl OMbIT, Mbl MOXXEM KOHCTaTMpOBaTh, YTO 3(OMOPOKTOKOT anbga obrnagaet bnaronpuaTHbIM Nnpodunem 6es-
OMacHOCTW.

Kakne MOryT ObITb CIIOXXHOCTU C XpaHeHuemM n BBegeHuem npenapaTa?

[o3upoBaHne n BBegeHne 3hMOPOKTOKOra anbda He oTnmMyaeTcs OT CcTaHAapTHbIX npenapatoB dakTtopa VII. OyeHb
Ba)XXHO, YTO NMpenapaTt MOXET XpaHUTbLCS B Te4yeHne 6 mecaues npu Temnepatype Huke 30°C. YuuTbiBas 60nbLUO gManasoH
[031poBoK Bo chrakoHe (o1 500 ME no 3000ME) n Hebonblion ob6bem pactBopuTenst — 3 MI, BCerga MOXHoO nogobpatb
yAoOHbIN AN NauneHTa pexum BBegeHus. B kaxayto Kopobky ¢ mpenapaTtom BKIIOYEHO BCe, YTO TpebyeTcs Ans BbIMOMHEHUS
nHpy3um (agantep ansa dnakoHa, urna-6aboyka, 2 cnMpToBble candeTku, 2 NacTbips U MapneBas candeTka).

Mbl B Halem LEeHTpe O4YeHb padbl, YTO Y HAc U HalluX NnalMeHTOB NoAaBuUIiaCb BO3SMOXHOCTb NPUMEHEeHNA 3(*)M0p0KTOKOFa
anbcba ana I'IepCOHVIGbVILI,VIpOBaHHOIZ I'IpO(bVIJ'IaKTVIKVI C OOCTMXKEeHUEM onTUMalbHbIX pe3ynbraTtoB Tepanun, 4To NOBbICUITO
npnBep>XXeHHOCTb NauneHToB K Ha3Ha4YeHHOMY UM JTEYEeHUIO..
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NMhrasmaTnuecku KoHueHTpar kom6unauum Vill pakropa
u ¢paxropa Bunnebpanpa or komnanum Grifols
AOCTYNEH AAA AeueHuna remodpunum A u 6onesnn Bunnebpanpa

0.M.H. B.IO. lMempoe, k.M.H. U.H. Jlagpenmbeea,
omadesnieHue 2emamorsio2uu N'bY3 «Mopo3oeckas [iFKB 3M» (2. Mockea)

B 2019 roay 3aBeplumnacb nepeperncrpauusi BbICOKOOYULLEHHOrO, ABaXAbl BUPYCUHAKTMBUPOBAHHOTO KOMOWHU-
poBaHHoOro npenaparta cdaktopa cBeptbiBaHua kposu VIII (FVIII) B komnnekce ¢ cdaktopom Bunnebpanpa (VWF) ot
OJHOro U3 NUAEPOB B NPOM3BOACTBE NpenapaToB KpoBu, komnaHum Grifols (BapcenoHa, UcnaHus). NMpenapat coctout
n3 aByx monekyn — FVIIl u VWF, koTopble oka3biBaloT pa3nuyHoe cusnonornyeckoe Aemcreme, BMecTe ¢ TeM AABNASCH
npoAyKkToM eauHoro npousBoactBa. B 2020 rogy npenapat Bowen B cnucok B3H u ctan poctyneH ans HasHavyeHus
nauueHTam ¢ 6one3Hbto Bunne6paHaa n remocdunuen A. UHTepeckl Grifols B Poccun npeacraBnser nupep oreye-
CTBeHHON hapmaueBTUYECKOW oTpacnu komnaHus «P-Papm». Kakue ke BO3MOXHOCTU ANSl NaLUMEHTOB NOSABUIIUCH C
Bo3BpalieHuem komnnekca FVIII/VWF or komnaHuu Grifols?

1. OnTMManbHoe cooTHoweHue hakTopoB cBepTbiBaHUA. CooTHoweHue FVIII u VWF B npenaparte 1:1,2 , 4To Makcu-
MarbHO NPUONUXKEHO K (OU3NONOrMYeCKOMY COOTHOLLEHUIO B HOPMaribHOM YenoBEYECKOM Nna3Me 1 COOTBETCTBYET aKTy-
anbHbIM KnnHnyecknm pekomerngaumsm. Mpenapat noctaensetcsa B Poccuto B Tpex gosmposkax FVIIVWEF (ME) 250/300,
500/600 1 1000/1200. JononHuTernbHble 03MPOBKMU, OTAMYHbIE OT CYLLIECTBYOLLMX, NO3BONSAOT NEepCOHaNM3MpoBaHoO Noa-
HGupaTb onTumanbHble 403kl Mpenapara Ans nevyexHus 6onesHn Bunnebparnaa v remocdunum A 1 NOBLICUTb KAYECTBO KOH-
TpOnsi reMocTasa Kak npu Ucrnonb3oBaHMn Tepanum no TpeboBaHuio, Tak U B MOCTOSIHHOM NPOUIakTU4eckom pexume.’

2. BbicTpoe U anuTenbHoe AencTBue. Bpemsi JOCTMXKEHNS MakCcMManbHOW KoHueHTpauun Bcero 30 MUHYT. 3TO OCo-
6eHHO BaXKHO, AN TOro YToObl B MakCcMmMarnbHO cxXaToe BpeMs oOMTbCs afeKkBaTHOro remocrasa M OCTaHOBUTb KPOBOMO-
Tepto. Mpenapart FVII/VWF (Grifols) cnocobeH 3a KopoTkoe BpeMsi BOCCTaHOBUTb MaKcuManbHyto KoHueHTpaumtio VWF 1
obecneyunTb AOCTaTOYHYH CBEPTLIBAKOLLYIO COCOBHOCTb.

BmecTe ¢ Tem, nepuog nonyebiBeAeHnsa coctasnaowmmi 14,18+2,554 n cpegHee Bpemsa yaepxanua 20,6+4,8 yacos no-
3BOSIAKOT KOHTPONMPOBATbL FEMOCTAa3 Ha MPOTSKEHMM ONIMTENBHOIO BpeMEHN. OTK KadecTBa genatot npenapat FVII/VWF
(Grifols) yHuBepcanbHbIM Kak AfS NPUMEHEHNS B pexume no TpeboBaHmio, Npu HeOBXOAMMOCTU IKCTPEHHOIO KynupoBa-
HUSI KPOBOTEYEHWNS!, TaKk U AN NPUMEHEHMS B NPOUIaKTUYECKOM pexnme, ¢ ONUTENbHBIM NEPUOAOM MOryBbIBEAEHNS,
4TO 0becneynBaeT yBENMYEHHbIA MHTEPBAN MEXAy MHbeKkumamun.'

3. Be3onacHbI cocTaB BcnomoratenbHbix BewecTB. [penapart FVII/VWEF (Grifols) He coaepXuT caxapoay, 4To Bax-
HO Ansi NAaUMEHTOB C HapyLUeHMeM TonepaHTHOCTH Kk rmtoko3e. Mpenapat FVII/VWEF (Grifols) He cogepXuT nbGpUHEKTUH,
YTO CHWXXaeT PUCKM TPOMOBO30B Ha POHE MPUMEHEHMUS, OCOBEHHO B YPreHTHbIX CUTYaUMUsiX U Npy BBEAEHUWN GOMbLUMX
[03 npenaparta (Hanpumep, Npu onepaTuBHbIX BMeLwwaTenscteax).! MuHMmanbHoe, 1 He 3aBucsLiee OT 403bl, KONUYECTBO
anbbymuHa. Cnegyet oTMETUTb, YTO AOMNOMHUTENbHAs HAarpy3ka Yy)XepoaHbIM 6EeMKOM MOBLILLAET PUCKU Pa3BUTUS annep-
TMYECKMX peaKkuuii.

4. Bbicokoe kadecTBO npenaparta. KomnaHus Grifols oTBe4aeT cambiM BbICOKMM MUPOBLIM TPEOOBaHUSIM NMPOU3BOACTBA
npenapaToB 13 JOHOPCKOM Nna3mbl. 3a Bcto nctoputo Grifols He 6GbIno HU 0gHOro crnyyas KoHTaMMHauMn. Ha cerogHAWHUN
OeHb [BONHAs BUPYCHas WHaKTMBaUMS, KOTOPYK mcrnonb3yeT komnaHus Grifols, sBnseTca mupoBeiM cTaHgapTom 6es-
0OnacHOCTU A5 BCEX Nra3MaTUYeckmx npenapaTos, ofobpeHHbIM, B TOM YUCTe, 1 BCEMUPHOW OpraHusauunei remopunmnm
(WHF).

5. YpobcTBO XpaHeHUA U TpaHCMOPTUPOBKWU. [penapaT He TpebyeT XonoAaunbHOro xpaHeHus. OH XpaHUTCSA Npy TeM-
nepatype o 30°C Becb nepnoa cpoka rogqHOCTU. ATO MNO3BOSISIET HE BONTHOBATLCS O HEOOXOAMMOCTM COBNIOAEHMS XON0a40-
BOMO pexumMa B KOMaHAMPOBKAX UM Mpu Noe3fKkax B OTMycK. OTO Tak e yaobHo npu Tepanum no Tpebosanuio. B cnyyae
KpoBOTEYEHNS1 He0bX0AMMO BBOAWTL KOHLEHTpaT (hakTOpOB CBEPTbIBAHMSA MakCcuMarbHO ObICTPO OT MOMeEHTa TpaBMbl
1nun Hayana kposoTeyeHus. [Mpu ncnonb3osaHuy npenapara FVIII/VWF (Grifols) HeT HeobxogumocTu TepsiTe AparoleHHoe
BpeMsi Ha cCorpeBaHune npenaparta nepeq seedeHvem. [penapat rotos k BBEAEHWIO cpasdy nocne passedeHns. Kpome toro,
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OH COXpaHSIET CBOK (PU3NYECKYH U XMMUYECKYD CTabUNbHOCTL Mocrne pasBefdeHusi B TedeHne 12 4yacoB npu KOMHaTHOM
Temnepatype (He Bbiwe 25°C), 1 MOXeT BbITb UCMONb30BaH B TEYEHWE 3TOro BpemeHu.

6. AddekTMBHOCTL M Ge3onacHoCcTbL B neyeHun 6one3Hu Bunne6paHpa. Mpenapat FVII/VWF (Grifols) ctanaapTtu-
30BaH Mo konuyecTtBy gaktopa Bunnebpanga. CootHoweHune FVII/VWF coctaBnsieT 1:1,2, 4TO COOTBETCTBYET PEKOMEH-
AaLnsaM OTEYECTBEHHbIX 3KCNEPTOB U YTBEPXKAEHO B aKTyarnbHbIX KIMHUYECKNX peKoMeHaaumsX.

MHorouMcneHHble nccneaoBaHus NOATBEPXKAAIOT BbICOKYH apeKkTUBHOCTL U Ge3onacHoCTb Npenapata. Tak, B xoae
uccregoBaHns y nauneHToB ¢ 6onesHbto BunnebpaHpa, acddektnBHocTb npenapata FVII/VWEF (Grifols) 6bina oueHeHa
Kak OTrM4YHasa Unu xopoluas npu nevyeHum no tpebosaHuio B 97% cnyyaeB npumeHeHus. [Npu ncnonb3oBaHum npenapara
npu onepaTMBHbLIX BMELLATENbCTBAxX UMM MHBA3MBHbLIX MeToAax MccrnenoBaHust ahdEKTUBHOCTL Mpenaparta gocTturana
99%. WM npu npodmnaktmyeckom npueme npenapara FVII/VWF (Grifols) y 87% nauneHTOB OTCYyTCTBOBaNN CMOHTAHHbIE
KpoBOTeYeHust. [pu 3TOM HM NPy OOHOM U3 BapaHTOB NevyeHnst He 6bino 3aMKCPOBaHO HU OHOTO CriyyYast TPOMG030B.2

7. AddekTnsHan Tepanua remocdmunum A, B ToMm uncne npu Hannumm nirnéutopos Kk FVIIIL. MNpenapat FVII/VWF
(Grifols) kak nto6ow nnasmaTtnyeckmin daktop ceepTbiBaHua VI, MoxeT 6bITb ncnone3oBaH Ans Tepanuu Femodunum A.
BmecTe c Tem, bonbluee konuyecTBo akTopa BunnebpaHaa obecneunBaet 3awmty daktopa VIl oT paspyleHusi. 31o
NO3BONSAET HE TONbKO MPOAOIPKUTENBHO LIMPKYNMPOBATh M BbINOMHATL cBov (dyHKUuun FVIII, HO 1 cHxkaeT pucku passntus
MHrM6uTOopoB. Tak, Ha 29 KoHrpecce BCceMUpHOro obLecTBa reModunum 6bino 03BydeHo, 4to VWF obpa3syeT koMnnekc ¢
FVIII, koTopbii MogynupyeT nMmmyHoreHHocTb FVIII, cHxkas BeposiTHOCTb passutus nHrnbutopos k FVIIL3 B HacToswee
BpeMS He BbI3biBaeT COMHeHu, 4To VWF BbLINOMHAET He TONbKO 3HaYMMYy (OYHKLMIO B CUCTEME CBEPTLIBAHUS KPOBU 1
arperaumm TpoMBOLIMTOB, HO TaKXKe UrpaeT BaXkHYH porb B NpeoTBpaLlEHUN Pa3BUTUSA MHIMOUTOPOB Y NaLUEHTOB C remMo-
dunnen A.

B 2020 roay 6bino ony6nmnkoBaHo UccneaoBaHne, UIMCTpupytollee npenmyllectsa npenapara FVII/VWE (Grifols) B dhop-
MUPOBaHMKN TPOMOMHA B reMopnrbHONM Nnasme, BKYas nnasmy ¢ Hanninem MHrmbutopos. ViccnegoBaHue npoBoguny in vitro,
C ncnornb3oBaHneM 23 00pa3uoB na3mbl OT 6oNbHbIX remodunmeit A (B T.4. 12 o6pasuyoB ¢ HanM4Ynem MHrMomuTopos). CpaBHU-
Banacb KoarynsiumoHHasi cnocobHoctb npenapata FVII/VWE (Grifols), nnasmaTtuyeckoro npenapara FVIII nuwenHoro VWF 1
pekombuHaHTHoro npenapata FVIII. Ecnv B nnasme naumeHToB ¢ remocdomnuert A npenmylectea npenapara FVII/VWEF (Grifols)
ObINM He Tak 3aMeTHbI, TO B NnasMe OT NauMeHTOB C MHIMGuTopHon dopmon remodunum A, npenapat FVII/VWF (Grifols) no-
Kasan 3aMeTHO NyJdlumne pe3ynbraThbl. [10400HbIN pa3pbiB coxpaHunca gaxe npu aobasneHunn B nnasmatmnyeckuii npenapart FVIII
dakTtopa BunnebpaHga. 3To roBopuT 0 TOM, YTO ecTecTBeHHbI komnnekc FVII/VWF, nponsseaeHHbIn Mo cneumnansHOm Tex-
HOJOMMM C COXPaHEeHWEM LENOCTHOCTM KoMnsekca Mmonekynbl Bunnebpanaa n FVIII, obnagaet BbipaXeHHOW KOarynsiyuoHHOM
CMOCOBHOCTLIO, Aaxe Mpu HanuumMm nHrnmbutopos Kk FVIII.

Mo pesynbratam nccnegoBaHusa Tepanumn MHOYKLMN UIMMYHHOW TonepaHTHocTh (MUT), npoBeaeHHoro ¢ ydactuem 6onee 100
NauMeHToB C MHIMBUTOPHOW chopmor remodpunum A, Ha doHe nevenns npenapatom FVII/VWEF (Grifols), ycnex (nonHbin unm
YaCTWYHbIV) ObIN JOCTUIHYT NoYTK Yy 77%. A y nauneHToB, BrnepBble npoxoasawmx NUT, atoT nokasatens gocturan 90%. Mpu-
YeM, nokasaTtenb MOSHOro ycnexa 6bin B ABa pasa Bbllle, YeM rnokasaTenb YacTuyHoro. OTaenbHO Xo4eTcs OTMETUTb KOTopTYy
B3POCIbIX MALMEHTOB B 3TOM UccnegoBaHuy. HecMoTpsi Ha TO, YTO BO3pacT TPaAMLMOHHO cHMTaeTcst (hakTOpOM pucka Heycrnexa
WWT, B3pocnble naumeHTbl B 3TOM UccrnenoaHnm B 95% cnyyasx JocTurany NomHoro UM 4acTUYHoro ycrnexa tepanuun.t 91o
elé pas nogyepkmBaeT BbICOKY0 achdekTnBHOCTbL Npenapata FVII/VWEF (Grifols) B npoBegeHun AT.

He BbI3biBaeT comHeHui, yto npenapat FVII/VWEF (Grifols) kak ka4eCTBEHHbIN, OpUrMHANbHBINA Na3MaTuyecknuii KOHLEH-
TpaT OT BCEMMPHO M3BECTHOIO MPOM3BOAUTENS MOMOXET YIyYLLNTb Ka4eCTBO XU3HW MoAewn kak ¢ bonesHbto Bunnebpanaa, Tak
n ¢ remodounmen A, B TOM Y1crne ¢ HanmineMm MHrmbntopos. MepBble poccuiickue nNauMeHTbl YXe Hayanu nornyyaTtb npenapar
FVII/VWE (Grifols) B 2020 rogy v CMOrnM OLEHUTb MO JOCTOMHCTBY BCE MPEMMYLLIECTBA, O KOTOPbIX FOBOPUIOCH Bbiwe. OgHako
cnefyet NOMHUTb, YTO TOMbKO CTPOroe cobnofeHne npeanncaHnin nevallero Bpada U OTKPbIThIA Auanor Bpada v naumeHTa
CNOCOGHbLI MUHUMU3NPOBATL BCE BO3MOXHbIE PUCKU U NMOTEHLMATbHbIE OCIIOXHEHNS OT Tepanuu.

Crm1cok 1cnosb3yemMoi nuTepaTypsbi:

1. WHCTpyKUmsa no MeauumHckoMy npumeHexuto. PY JICP-010127/09 MNocyaapCTBeHHbI peecTp fnekapcTBEHHbIX CPEACTB (rosminzdrav.ru) Aata obpalieHns
29.11.21

2. A. B. Federici et al., Efficacy and safety of highly purified, doubly virus-inactivated VWF/FVIII concentrates in inherited von Willebrand’s disease: results
of an Italian cohort study on 120 patients characterized by bleeding severity score. Haemophilia (2010), 16, 101-110

3. Concetta T. Ammollo et al., FVIII/VWF complex displays a greater pro-haemostatic activity than FVIII preparations devoid of VWF: Study in plasma and
cell-based models. Haemophilia. 2020;00:1-10.

4. V. Jiménez-Yuste et al., Clinical overview of Fanhdi/Alphanate (plasma-derived, VWF-containing FVIII concentrate) in immune tolerance induction in

haemophilia A patients with inhibitors. Haemophilia. 2016 Jan; 22(1):e71-4.
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PaBHble KOHCYALTAHTbI B reMOpUANUMN —
paBHble BO3MOXHOCTHU ANl NALUEHTOB

Ha npoTsikeHun MHOrMX BEKOB remodunust cumMtanack 3abonesaHnem, HenogaawLwmmcs nevyeHunto. Ho coBpeMeHHble
OOCTUXKEHNS HayKu Aann BO3MOXHOCTb BpayaM M nauveHTam B3siTb TedyeHue 6onesHn nog KoHTporb. CBOEBPEMEHHO Ha-
3HAYEeHHOE NeYEeHUE NO3BOSISET CHU3UTb PUCK BO3HMKHOBEHUS KU3HEYTPOXKAOLLMX KPOBOTEHEHNIA.

Hepepko ntogn ¢ remodunmen Y4yBCTBYIOT pacTepsiHHOCTb, HE BCerda NoHuMMasi, kak 0b6XoauTbCcs C AMarHO30M, MCHbI-
TbiBasi NOTPEOHOCTL B MOAAEPXKKE, U, B TO XKe BPEMS, OHU XOTAT XKUTb MOSTHOLIEHHOW COLManNbHO akKTUBHOW >XM3HbIO. [Ans
OOCTWXKEHNS 3TON Lienu koMnaHusa « Takega» npv noggepkke Becepoccuickoro obuiectsa reMounmm NHALMUPYET NPOEKT
NOArOTOBKM paBHbIX KOHCYNbTAHTOB B reModunuu. B aTon obnacti nHuumatmea siBNsSIeTCs YHUKanbHom: cenvac B Poccum
CyLLIeCTBYET OrpaHMYeHHOE KONMMYEeCTBO NPOrpaMM MOArOTOBKU paBHbIX KOHCYNBTAaHTOB — B oHKonoruun, ans BUY - nonoxu-
TernbHbIX N0gen, poantenen geten ¢ ayTusaMoM U poauTenen He4OHOLUEHHbIX eTeNn.

Moaxoa paBHOro KOHCYNbLTUPOBaHUA (peercounselling) — mexayHapogHas Xopollo npopaboTaHHas NnpakTuka, kotopas
B HalLLey CTpaHe MNoKa He Tak LUMPOKO pacnpocTpaHeHa. 3To — MOMHOLeHHasa counanbHas nogaepka, KOTopyt okasbliBaeT
pPaBHbIN KOHCYNbTAaHT — YeroBek, obnagarwLLmii COGCTBEHHBIM OMbITOM XXU3HW C OUArHO30M, MAEHTUYHBIM YENOBEKY C 3a-
6oneBaHveM. Kaxabl paBHbIN KOHCYNbTAHT NMPOXOANUT CnewlmanbHy NporpamMmmy nogroToBku, YToObl OKasbiBaTb Npodeccu-
OHarbHYI KOHCYNbTaTMBHYH oddriariH 1 OHNanH NOMOLLb APYrMM NauMeHTaMm.

PaBHbI KOHCYNbTAHT MOMOraeT MOHATb, YTO XWU3Hb C FreMOUIIMEN MOXET CTaTb AOCTAaTOYHO KOMMOPTHOM U aKTUBHOW.
Ba)xHo NoHMMmaTh, YTO paBHbIN KOHCYNLTAHT HE CMOXET NoAcKasaTtb, Kakne npenapaTtbl fyylle Uim Xyxe, 3To MOXET onpe-
OENUTb TOMbKO Bpad C yY4ETOM MHAMBUAYaNbHbIX OCOGEHHOCTEN KaXAoro nauueHta. PaBHble KOHCYNbTaHTbl — 3TO Moau
pasHoro Bo3pacTta, C pasHbIM XU3HEHHbLIM OMNbITOM. B cuny Toro, 4To y KOHCynbTaHTa 1 naumeHTa MHoro obuero (Bo3pact,
coumanbHbIN CTaTyC, aHarnorMyHble XXU3HEHHbIE CUTYaLUuKn Ap.), MEXAY HAMU CKopee BO3HUKHET B3aVMOMOHMMaHne 1 ycTa-
HOBUTCS AOBEPUTENbHbIN KOHTAKT.

PaBHbI KOHCYNBTaHT — He Bpay M He IOPUCT, OH He Ha3Ha4YaeT feyeHne 1 He NpedocTaBnseT PUANYECKUX KOHCYIbTa-
LuMn. Ho ero 3agava kak pas 3akr4aeTcs B TOM, Ha YTO y CrneLmanuMcToB 3a4acTyo He XBaTaeT BPEMEHN:

OkasaTb 3MOLIMOHanNbHY MOAAEPXKKY, OCHOBbLIBASICb Ha COMEpeXuBaHUM U onupasicb Ha CBOW WUHOUBU-
AyarnbHbl CXOAHbIN XW3HEHHbIA OMNbIT. PaBHbIe KOHCYNbTAaHTblI MOTYT MOAENUTLCA COOCTBEHHBLIM OMbITOM
XWU3HU C remodmnument, pacckasarb O TOM, KakuM 06pa3oM OpraHu3yrT CBOK XM3Hb, yyaTtcs, paboTator,
OTAbIXaloT U 3aHUMalOTCA NOOBUMbIMKU Lenamu.

[Momoyb copMeHTUPOBAaTBLCA B CIIOXHOW XXM3HEHHOW CUTYaLnKy, BbICTPOUTb XXMU3HEHHbIV NiaH € y4eToM ana-
rHO3a U feYeHusi, HadHa4YeHHoro BpavyoM. OHM nyylle, YEM KTO-NMOO, 3HAKT BCE CITOXXHOCTU U HHOAHChI
cBOero 3aboneBaHusi, MOHMMAIOT, C KaKMMMK NpobnemMamy MOXET CTONKHYTbCSA NauneHT ¢ reMounmnen.

BaxHo, 4To Bbl60p KOHCYJIbTAaHTOB B pa3HblX BO3PACTHbIX KaTeropnax no3BosfiuT yCTaHOBUTb ﬂOBepVITeJ'IbeIVI KOHTaKT
npakTn4eckn co BCeMU NnaumeHTamMun, Hy>KgarLlWwmnmMnca B nogaepxke.
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HeBuAMMbDbIE KPOBOTEUEHHUA UAM O YeM NaLUEeHTbl
c TAXKenou remodunuer A He paccKa3biBaloT Bpauy.

[MayuneHTsl ¢ reMOCt)MI'II/IeIZ A c petctBa NPUBbLIKAKOT K KDOBOTEYEHUAM, 6onu, orpaHn4yeHunam - 3To NpMBOAUT K BOCNpUA-
TUK XXN3HU Yepes npusmy 3aboneBaHusi. EcTecTBEHHbIM o6pa30M nponcxoauT agantauna K yCroBUAM XU3HU - NALUNEHTbI U
X pOAHbIe y4aTCA XUTb B YCITOBUAX MOBbILWLEHHbIX PUCKOB pPa3BUTUA HOBOIO ann3oda KpoBOTEe4YEeHUA. Co BpeMeHeM TaKkasa
CuUTyauna n Ctpax CTaHOBATCA NPUBbIYHBIMU 1N NAUUEHT OCTaeTcda OAuH Ha O4UH CO cBoel 6onesHbHo.

CornacHo nccnegosanuto CHESS, I'eMO(bMJ'IVIﬂ HeratTmBHO BJIINUAET HA Ka4€CTBO XU3HN NAaUNEHTOB, N YEM TAXenee (pOp-
Ma 3aboneBaHusl, TEM HUXKE CbM3VILIeCKaF| n coumanbHaa akTMBHOCTb, Bbllle TPEBOXHOCTb. Ho meToapl Tepanuu FeMO(pMJ'IVII/I
COBEpPLUEHCTBYIOTCA, NAUMNEHT MOXET O6cy,D,I/ITb cBOO 6onb ¢ Bpa4oM U nonbiTaTbCA HanTW HOBOE pewieHune.

Tak 0 yem xe He eogopsim nayueHmsl epadam? M cmoum nu denumscsi memu rpobriemMamu, O KOmopbIX U mak
ece usgecmHo? Ob6cyoum 8 smol cmambe.

Femocunusa A - ato 3aboneBaHune, KOTOPOE BbIPAXAETCS B CKITOHHOCTM K KDOBOTEYEHUSIM U MPOUCXOAMUT 3TO M3-3a HU3KON
akTMBHOCTU hakTopa cBepTbiBaHua VIII (FVIII). MecTa KpoBOTEYEHMIN BapbMpPYHOT: HAanpuMep, 3TO MOryT ObiTb KPOBOM3NUS-
HMSA B CyCTaBbl, MblLLLbl (feMaToOMbl), A€CHbI, NOA KOXY. Hanbonee 4acTo cTpagaroT MMEHHO KpYrMHbIe CYyCTaBbl: KOMEHHbIE,
rofeHOCTONHbIe, NOKTEBbIE 1 Ta3obeapeHHble. Ha gonto atnx kpoBoTeveHun npuxogutcsa 70-90% Bcex KpOBOTEYEHUI Npu
remocpmunun. Hanbonee BbipakeHbl CMMMNTOMbI Yy MALMEHTOB C Tshkernon cgopmon remocpunum A — npu aktusHoctu FVIII
meHee 1%. lNMpu Tspkenow remouUnUM CUMATOMbI HAYUHAIOT MPOSIBASTLCHA HA MEPBOM FOAY XM3HW, Korga pebeHOoK HaunHaeT
aKTVMBHO ABUraTbCs.

K yemy npusodsim KpogomeyeHusi?

[MayneHTbl OTMeYaloT, 4YTo 13-3a KpOBOTe‘-IeHVIVI pa3BnBaETCA XpoHN4ecKasn ©05b, CHUXaeTCs NOABMXHOCTb CyCTaBOB, 4TO
npnBoaAUT K OrpaHU4YeHunto (bVI3VI‘-IeCKOI7I aKTMBHOCTU. B KOHTeKCTe NOBTOPAOLWNXCA KpOBOTe‘-IeHVIVI orpaHmn4yeHuna ycumnmearT-
CA, 4YTO, B KOHUE KOHLUOB, NpnBOAUT K cepbe3H0|7| nHBannamn3aumun.

Kakue ewe cnoxHocmu ucrnbimbsigearom nayueHmal U 4Ymo He eceada xodemcsi obcyx0amb ¢ 8paqyom?
lNcuxocoyuarnbHbie bapbepbi

CTpecc, coumanbHasa n3onaumsa u HeraTMBHOE BRMSIHME Ha MCMXMYECcKoe 340PpOBbe MaLMEHTOB C remodunmen aensercs
cnencteneM 60nm 1M HapyLleHUs MOABWMXHOCTWU. B oAHOM U3 MccnegoBaHUin NaumeHTbl ONMchbiBany YyBCTBO «MOMOMaHHO-
CTU» UMM 3aMKHYTOCTUN. HekoTopble nauneHTbl oTMeYany napaHomio U CTPECC, KOTOpbIe yXyALlanu NCUXMYeckoe COCTOSHUE.
MpuynHOM 3TOMYy SBUMUCH MOCTOSIHHAS TPEBOXHOCTb, CTPax KPOBOTEYEHWUW UMM YyBCTBO, YTO MPUXOAMUTCS pacCcYUTbIBaTb
TOMbKO Ha cebs. Takke coumanbHble 6apbepbl MALYEHTOB YCUNNBAKTCS U3-3a OLLYLIEHNSI HEMOHUMaHUSI CO CTOPOHbI OKPY-
Xatowmx. MaumeHTbl B MCCNeAoBaHMM pacckasblBany, YTO UX CBEPCTHUKU HE MOHMMALOT, YTO C HUMU MPOWUCXOAMUT, HE «BU-
OaT» ux 3aboneBaHune — 310 genano 6opbby nauneHTa c reMounMen «HeBUANMONY» AN OKPY>KatoLUX.

( https://www.sciencedirect.com/science/article/pii/S0268960X21000965?via%3Dihub )

PaseneyeHusi, obpasosaHue U Kapbepa

[MaumeHTbl ¢ remodunueri oTMe4aloT HeraTMBHOE BO34ENCTBUE reMOUNUM Ha TPU BaXKHble acnekTa XXWU3HW: OTAbIX,
yyeba 1 pabota. BbICOKMI pUCK KPOBOTEYEHUI OrpaHMynBaEeT BO3MOXHOCTU 3aHATMI CMIOPTOM He TONbKO Ha nNpodeccuo-
HarnbHOM, HO 1 Ha NtBUTenbckom ypoBHe. NauneHTam ¢ remounmen 4OCTYNHbI NULWb NaBaHue, ckaHAuHaBckasa xoapba, B
HEeKOTOpPbIX CryYasx Benocunes — To, YTO COMPSXKEHO C HU3KUM PUCKOM MosyYeHns TpaBMbl. UTo kacaeTcs paboTbl U y4ebbl,
TO OeTV He MOryT PEerynspHO nocelyaTtb LUKOMY M OAETCKUIA caf, a y B3pocCrblx 3abofneBaHune CyLleCTBEHHO OrpaHu4nBaeT
TPYAOYCTPOMCTBO. Pe3dynbraThl nccreqoBaHUii MOKa3bIBatoT, YTO:

e 80% nauneHTOB COOBLUAOT O HEraTUBHOM BRMSAHMM 6oMe3Hu Ha nx paboTty

e 25% monogpblx B3pOCHblX OCTaBUN paboTy us-3a cBoen 6onesHun

e 20% MomnogbIx B3POCHbIX CYATAIOT, YTO ObINM YBOMEHbI MIX MOMYYUN OTKa3 B Npueme Ha paboTy
n3-3a remounum
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Femodpunusa A 3HaUMTENBHO BNUSIET HE TOMBbKO Ha XXM3Hb pebeHka, HO 1 Ha ero cemMbio. 17,4% n 25% poanTtenen, Ybu
OETU CTpajatoT cpeaHen n Tskenon opmort remounmm A COOTBETCTBEHHO, NOTepsiny paboTy u3-3a HeobxoaMMOoCTuy ne-
YeHus 1 yxopa 3a pebeHKoM.

MaumneHTbl B UCCrefoBaHUSIX pacckasbiBatoT, Kak KPOBOTEUYEHUS U NIEYEHNE CTanu YacTbio X NMOBCEAHEBHOMN KU3HU, KO-
TOpbIE HY)XHO BNUCHLIBaTb B PyTUHY. B cTpemMneHumn coxpaHntb YCTOMYMBOCTb CBOEIM0 COCTOSIHUS, NaLMeHTbl MOACTpanBatoT
CBOW 00pa3s XM3Hu nop 3aboneBaHne N PUCKN KPOBOTEYEHUIA. [1Ns HEKOTOPLIX NoAEN 3TO NPEOAONEHNE HEB3IOA SBMSIETCS
ABUratenem fMYHOCTHOro pocta. FfeMoumnmsa BbICTYNAET B PO «YYUTENS» XKU3HWU U B HEKOTOPbIX OBCTOATENLCTBAX SIBMSI-
€TCsl MOTMBaLMEN NMepcoHanbHoro passutus. MNMpu 3ToM y YacTy NauMEHTOB COXPAHAETCA HeraTMBHOE BRMSIHME QuarHosa
Ha B3aVMOOTHOLLEHUS C BrM3KMMMI, Ha NNYHYIO XM3Hb. Hanbonbliee BNnsiHue remopunmmn A Ha Ka4eCcTBO >KN3HW OLLyLLanm
nauMeHThbl C TSXKenon remocunmen A, BHE 3aBUCUMOCTM OT NPUMEHEHUS NPOMUNAKTUKMA KPOBOTEYEHUIA.

Cmoum nu obcyx0amb C/I0XHOCMU, C KOMOPbIMU MayUeHm cmasikugaemcsi 80 8pPeMs JIeHEHUS XPOHUYECKO20
3aboneeaHus? Mnu epay yxe ece 3Haem o rnayueHme?

Ha cerogHsALWHWIA OeHb pasBMBaETCS NOAXOM, KOraa MauMeHTbl, MX CEMbU 1 Bpauu COTPYAHUYAIOT B NMPOLIECCe NPUHSTUS
pEeLUeHNl, CBA3aHHbIX C AWArHOCTUKOW U BbIGOPOM Tepanuu. MauueHTbl C XpOHUYeCcKMMU 3aborneBaHusIMM YacTo BUOSAT
BeLLM NO-APYroMy, UMeIT Apyrie NPUoPUTETHI U NepexuBaHuns, YTo He Bceraa coBnagaet ¢ BuaeHuem Bpada. CoBMecTHoe
NMPUHATE PELUEHUIA, NP KOTOPOM YUYUTLIBAKOTCS KIMHUYECKME OaHHbIe U NMPUOPUTEThI NaLMEHTOB — 3TO KOHLIENLUS, KOTO-
pas MOXeT BOOXHOBUTb Kak Bpayei, Tak U nauMeHToB. HecMoTpsi Ha TO, YTO Bpayu 1 NaumMeHTbl CMOTPSIT Ha 3aboneBaHue
C pasHbiX YIIOB, co3faHue anbsiHca Bpay-nauueHT MOXKET CTaTb KIHoYeBbIM (hakTopoM B (hOPMUPOBaHNM YCMELLHOTO Tepa-
NMeBTUYECKOTrO MyTW, KOTOPbIA COOTBETCTBYET KaK MeQULIMHCKMM LIENsIM, Tak U npuoputetTam naumeHTa. Moaxoad, korga naum-
€HT BeZEeT C BpayoM OTKPbITbIV AUAnor, MOXeT NoMoyb B BbIOOpe Gonee noaxoasiuen Tepanuu, yrnyynTb NPpUBEepPKeHHOCTb
K NTeYEeHUIo 1, Kak crieAcTBue, KNMHUYECKUE pesynbTaThl.

O yem Hy>XHO He 3abbimb paccka3amp epady?

OcHOBOW NeveHusi Tskernon remounumn A aBnsieTcst NpegoTBpalleHe KPOBOTEYEHNS 3a CYET PEerynsipHOn 4onroBpe-
MEHHOW MPOMUNAKTVKMA U KOHTPOJb CMOHTaHHbLIX KPOBOTEYEHMIA. B HacTosilee BpeMsi Anst NpodunakTuk1 AOCTYMHbI pas-
NUYHbIE BapuaHTbl NeYeHNs, BKIoYas kak (hakTOpHY BHYTPUBEHHYIO, Tak U HE(haKTOPHYIO NMOAKOXHYO Tepanuio. M BbiGop
Tepanuu — 3To NPOLIECC MHAMBUAYAaNbHbIV A KaX40ro nauneHTa, a No3ToMy BKITHOYaET HE TOMbKO OLEHKY KIMMHUYECKYIO, HO
1 0COBEHHOCTY XM3HU NauueHTa. Ytobbl y naumeHTa ¢ reMounmert nosiBUnacb BO3MOXHOCTb U3MEHUTL XU3Hb K yyLLeMY,
BaXKHO

1. He nponyckaTb BU3UTbI K Bpavy

2. Pacckasatb Bpayy Npo 4acToTy M crly4an KpOBOTEYEHWM, ECNN OHW CrlyYanucb B TeYeHue roga u
He BOCMPVHMMAaTb KPOBOTEYEHNS Kak HOPMY

3. pwu BcTpeye c Bpa4yomM o6CyaAnTb He TOJNIbKO KPOBOTEYEHUs, HO U COCTOSIHUE CYCTaBOB, pery-
NAPHOCTb NPUMEHeHUs Tepanuu. NoMHUTE, YTO Bpay He CMOXET Y3HaTb, YTO MeLlaeT BaM 3pEKTUBHO MpPo-
BOAUTb Tepanuio reModunum, ecnv Bbl 06 3TOM He ckaxeTe. Hanpumep, ecnu CnoXxHO AenaTb BHYTPUBEHHbIE
MHY3NN, BaXKHO cKka3aTb 06 3TOM Bpayy.

4. 0O6cyauTb BnusiHue 3aboneBaHUA U Tepanun Ha o6pas XXNU3HU NaumeHTa

Kaxablii 13 ykasaHHbIX MapamMeTpoB MOXET UMETb 3Ha4YeHve npu BbiGope Tepanuu. Caenatb SBHbIM TO, YTO CKpbIBAeT
remohunus — Takon Nnoaxond MOXET MOMOYb NMauueHTy 1 Bpady B Bbibope Havbonee aghHeEKTUBHON CXEMbI NEYEHUS U U3-
MEHUTb Ka4Y€CTBO XXM3HW B NyYLLYO CTOPOHY.

BaxxHO, YTO BbIGOP KOHCYNLTAHTOB B Pa3HbIX BO3PACTHbLIX KATEropUsiX MO3BOMUT YCTAHOBUTL [OBEPUTENbHbIA KOHTaKT
NpakTUYeCKn CO BCEMU MaLMeHTaMU, Hy>OaoLWMMNCA B MOAAEPXKKE.
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Oxono 600 PocCMMCKHUX NAaLlMEHTOB NMOAYUAT
Tepanuio amuuusymabom B 2022 roay.

e [laHHbIe mpexsemHux HabnodeHul noka3sasnu, Ymo aMuyu3ymab coxpaHsiem HU3KyI Yacmomy Kpoeome4e-
Huli, mpebyrowjux sIe4eHusi, U Xopowo nepeHocumcsi nayueHmamu c 2cemogpunueli A Hezagucumo om eo3pacma
u cmamyca uHau6umopoe k ¢pakmopy VIII. [1,3]

e [Jonsi yyacmHukoe HabnrodeHull ¢ Hy/neebIM YUC/IOM KpogomeydyeHul, mpebyrowux neyeHus, yeenu4usa-
Js1acb 3a epems npoeedeHusi uccnedoearul. [1,3]

AHanu3 Bknto4YaeT o6beanHeHHble AaHHble 401 nauueHTa ¢ remodunmeit A ¢ UHIMGUTOpaMm n 6e3 NHrMBUTOPOB K dhak-
Topy cBeptbiBaHus VIII n3 yetbipex nccnegosanmi HAVEN 1-4 [2,9]. Ha BceM npoTsikeHUM UccnenoBaHUsa Tepanus npe-
napaToM COMpPOBOXAanacb HU3KOW 4YacTOTOM KpOBOTeYeHUN, TpeboBaBLUMX NeYeHus, Npy 9TOM cpegHerogoBas Yactora
kpoBoTeyeHui (ABR) octaBanacb HU3KOW Ha BCEM NPOTSKEHUN nepuoga oueHkn n coctasuna 1,4 (95% Cl: 1,1-1,7) cnyyas
KpoBOTeYeHul B roa. Kpome Toro, onsi NauMeHTOoB, Y KOTOPbIX YACIIO KPOBOTEYEHUN, TPEOOBABLUMX NEYEHNs, OCTaBanoch
HyneBbIM cocTaBuna 82,4% v nosbillanachb ¢ yBenumyeHMemM npoaorkuTensHocty Tepanum [2,3]. Mpu npodunaktmyeckom
NpMMEHeHUN aMnumM3ymaba paspelunnuce naroniorndeckme nameHennst B 94,1% cycraBoB-mulleHen [3]. Pesynbrathbl Ha-
ontogeHnsa nokasanu, 4To Nnpodunb 6e3onacHOCTU Npenapara npy AAMTENbEHOM NPUMEHEHNY COOTBETCTBOBAN NPEALLECTBY-
IOLWLMM HabnogeHaM, U HOBbIX Npobrem ¢ 6e30NacHOCTbI0 He BbISBEHO.

Omuumsymadb — 6ucneumduyHOe MOHOKITOHANbHOE aHTUTENO, KOTOPOE CBA3bIBAET haKkTopbl CBepThiBaHusS 1Xa n X,
4YTO NO3BOMSAET BOCCTAHOBUTbL €CTECTBEHHBIN MPOLECC CBEPTbIBAHUSA KPOBW Y MaLMEHTOB C remModunven A. Smuuunsymad
npegHasHayeH anst NpouNakTUKM KPOBOTEYEHUI Y NALMEHTOB C MHFIMBUTOPHOM chopmor remocunumn A 1y nauueHToB ¢
Tskenon copmon remocdunum A 6e3 nHrmbutopos Kk daktopy VIl (aktueHocTb haktopa FVIII <1%).

MpenapaTt BBOAMTCS NOAKOXHO OAMH pa3 B HEAEM0, OAWH pa3 B ABE HeAenv unu oguH pas B YeTblpe Hegenu. B Poccun
amuum3ymab 3apernctpmpoBaH c oktabps 2018 r. (peructpaunoHHoe ygoctoBeperve NeJllM-005110-151018).[4]

Ha ocHoBaHuK AaHHbIX, NonyYeHHbIX B nccnegosaHusx HAVEN, amuumndymab 6bin 3apernctpupoBaH Ang nevyeHus na-
uneHToB ¢ remodunuen A 6onee 4yem B 110 cTpaHax no Bcemy mupy, Bkniovas CLUA, Esponenckuii Coto3 n AnoHuto. Mo
cocTosiHuto Ha 31 mapTa 2020 r., obLiee KoNMYeCTBO NaLMEHTOB, NOMYYMBLLUUX 3MULM3YMab B KIMHUYECKUX UCCeaoBaHUsAX
N KIMMHUYECKOW NpakTuke Bo BceM mupe, npesbicuno 11 000 yenosek. B Poccun B 2022 rogy nnaHupyetcs obecneyeHne
okorno 600 nauyneHToB ¢ remocpunuent A [5]. MNpenapart BknoveH B POCCUICKME KITMHUYECKNE PEKOMEHOALIMN MO ANArHOCTUKE
1 fnieyeHuto remocpunum [6]

1] Michael C, et al. Safety and Efficacy of Emicizumab in Persons with Hemophilia A With or Without FVIII Inhibitors: Pooled Data from Four Phase Ill Studies
(HAVEN 1-4) [Abstract #1800] Poster presented at: American Society Of Hematology (ASH) Annual Meeting; 5 — 8 December, 2020.

[2] Shang A, et al. Real-World Safety of Emicizumab: The First Interim Analysis of the European Haemophilia Safety Surveillance (EUHASS) Database [Abstract
#2685] Poster presented at: American Society Of Hematology (ASH) Annual Meeting; 5 — 8 December, 2020.

[3] Callaghan, Michael U., et al. “Long-term outcomes with emicizumab prophylaxis for hemophilia A with or without FVIII inhibitors from the HAVEN 1-4 studies.”
Blood, The Journal of the American Society of Hematology 137.16 (2021): 2231-2242

[4] NHCTpyKUMSi MO MeaMLMHCKOMY NPUMEHEHWIO NEKAaPCTBEHHOIO NpenapaTta aMuum3ymab. 3nekTpoHHbIn pecypc. URL: https://www.rlsnet.ru/mnn_index_
id_6959.htm [ata o6palueHusi: peBpans 2022

[5] OaHHble Ha ®eBpanb 2021 . VicTouHuk: www.emicizumabinfo.com

[6] KnuHnyeckune pekomeHaaLmm no auarHocTuke 1 neveHuto remocpunum https://npngo.ru/uploads/media_document/284/6abc18ec-97fe-468f-9235-
8c0084874289.pdf nata goctyna: cdespans, 2022 1.
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Om pedakyuu: Mbi He nepesbili pa3 obpauwjaeMcsi K meMe poxxoeHusi 300poebix demeli 8 HaWuUX ceMbsix u 6ydem
eo3epalljambCs ewé He pas, MoOMoMy Ymo cHumaem eé UCKJIroHumesibHoO eaxHol. Mbl donyckaem, 4Ymo He ece oOuHa-
K080 6/1a20CK/TIOHHO OMHOCAMCS K nNepedosbiM MexHO/102UsIM, M0380JIAOUWUM e/1usimb Ha X00 cobbimuli Ha 2eHemu-
4eCKOM ypO8He, HO y8epeHbl, Ymo 60/ibWUHCME80o cemMell 20moabl MPUIIoKUMb YCUusi K moMy, Ymob6bl ux peb6eHoK
umes1 6onbuwe waHcoe podumscsi 30opoebiM. [Ipednazaem Bawemy eHuMaHuUr0 0ge cmambu, daroujue rnosiHoe rnpeo-
cmaesieHue 0 ce200HSUWHUX 803MOXHOCMSIX, MOMO2arouux CeEMbSIM C PsIOOM 2eHemu4YecKux rnpobsem podums 300po-
8020 pebeHKa.

Kak poAuTb 3A0pPOBOIro
pebenka?

i = Slkoeneea EneHa BnadumupoeHa,

-
=
I\‘ ‘v‘ 8pay-2emamorioz, K.M.H., Hay4YHbIl compyOHUK

omoern koaeynonamut @Y «HMWL| zemamonoauu»

(™3}

BOI'IpOC nnaHNMpoBaHUA ceMbU U POXAEHNA Jeten B ceMbsiX, e oauH un3 ponMTeneﬁ CTpagaet HacneacTBEHHON Koaryno-
natuen, Bcerga ABnsnca 1 gBnserTcq akTyalibHbIM. Ho ecnn paHblle anarHo3 HacneacTtseHHoro 3aboneBaHus 3By4arn Kak npu-
roBop, TO B HacTosLlee BpeMA OTKPbIBAOTCA HOBbIE NEepPCNeKTUBbLI B BONPOCe NiiaHnpoBaHA poXxXaeHua 300Pp0BbIX neten. da,
3aboneBaHve 0gHOro 13 po;:u/lTeneﬁ OCTaeTcd HeunsnevynmbiM, 0 aHaKo, COBpeMeHHble MeTOAbl nCCneaoBaHUA U BCrioMoraresib-
Hble penpoayKTUBHbIE TEXHONOMMKU NO3BONTAOT UMETb 300POBbIX OeTen ceEMbSAM, A€ UMEKTCS reHeTUYeckme 3aboneBaHus.

YT1o Takoe HacneacTBEHHbIE KoarynonaTtMm U KakoBa UX pacnpocTPaHeHHOCTb?

HanomHio, 4YTO HacneACTBEeHHblE Koaryrnonatum — 9T0 rpynna 3abonesBaHui, nepefatroLmnxcs No HacneacTsy, 00yCnoB-
TNEeHHbIX A4erUnTOM TOro UM MHOro hakTopa CBEPTbIBaHMS KPOBU U MPOSIBASIOLLMXCS KpoBOTeHeHuamMu. Hanbonee pacnpo-
CTPaHeHHbIMW HacneACTBEHHbIMM KoaryrnonatusiMum asnstotca remounus A (geduunt daktopa ceepteiBaHus kposu VIII),
remocpunus B (aedumumnt daktopa cBepTbiBaHMA kpoBu |X), 6one3Hb BunnebpaHaa (aedvumnt daktopa Bunnebpanaa). Pac-
npocTpaHeHHocTb reMocpunun A coctaenseT 1:5000 HOBOPOXAEHHbIX MarnbyMkoB, remodpunum B — 1:50000 HOBOpOXAEH-
HbIX Marnb4YMKoOB, pacrnpocTpaHeHHOCTb 6one3Hn BunnebpaHnga coctaenseT 1:10000 HaceneHus. Ho TeopeTudeckuin pacyer
pacnpocTpaHeHHOCT 6one3Hn BunnebpaHga coctasnset gaxe 1:1000 HaceneHns B CBA3W C TEM, YTO CYLLECTBYIOT JIErkue
dopMbl 60nesHn, KOTopble He MPOSIBAAIOTCSH B 0ObIYHOW XM3HW YenoBeKa, a KPOBOTEYEHNS BNEPBbIE Cy4atoTCs NOCHe TPaB-
Mbl UIIM BO BpPeMs onepauun, Korga v ycTaHaBnmearoT gnarHo3. K 6onee peakvm HacneaCcTBEHHbBIM KoaryronartusM OTHOCAT,
HanpumMep, aedmumnt daktopa ceepTbiBaHns kposu VIl (3aboneBaHve nMeeT CNOXHOE MEAULMHCKOE Ha3BaHWe — FUMoMNpo-
KOHBEPTMHEMMS), AedunumnT dhakTopa cBepTbiBaHUA kpoBu X (Mo-apyroMy aTy 6onesHb HasbiBatoT remocunus C nnv 6onesHb
PoseHTans). A kK camMmblM pefKMM HacneAcTBEHHbBIM KoaryrnonartusM oTHocAT Aedumumnt daktopa ceeptbiBaHus kposu Il n XIIl.
CornacHo exerogHomy oTt4eTy BcemupHon dpegepaumm remodumnun, B Poccunckon ®egepaummn 6525 60nbHbIX reModunmen
A, 1181 — remodounuen B n 2204 — 6onesHbto Bunnebpanaa.

BapuaHTbl HacnegoBaHWUA KoarynonaTum.

HamnomHio, 4TO B KaXdoWn KrneTke YernoBeKka MMeeTcs onpedeneHHbIi Habop XpoMocoMm: 22 napbl obLme Ans MYXXHUH U
XKEHLLMH (CoMaTM4ecKkne XpoMOCOMbl), 23-9 napa OTNINYAETCH Y MY>XHUH W XKEHLUMH (NOMoBble XPOMOCOMbI). Y MY>KHUH — 3TO
X un'Y xpomocomsl (XY), y xeHwuH — ase X xpoMocomsbl (XX). B Kaxaon XxpoMocoMme BbIAENSH0T MHOMO PasfvyHbIX FEHOB, KO-
TOpble HECYT MHpOPMALIMIO O TOM MMM MHOM MpU3HaKe nnu yHKUMM opraHu3mMa. Tak, 3a obpa3oBaH/e B OpraHu3mMe KaXKaoro
dhaKkTopa CBEpPTbIBAHUS KPOBW OTBETCTBEHEH ONpeAeneHHbIVi reH (a MHorga v HECKOMBKO reHOB), KOTOPbIN MOXET HaXOAUTbCS
U Ha COMAaTM4ECKON XPOMOCOME, Uinn Ha NonoBow xpomocome (X nnu Y). leHbl baktopa ceeptbiBaHus kposu VI n IX ro-
Kann3oBaHbl Ha X XpOMOCOME (MOIOBON XPOMOCOME), U NO3TOMY remocbunmnio A 1 remodpununio B HasbiBaloT X-cuenneHHbIM
3aboneBaHneM. B aTom criyyae, kak npaBurio, My>4YuHbl 60MneloT reMoUUEN, a XEHLLUMHbI SABNSTCA HOCUTENBHULAMU. [eHbI
ApYrx pakTopoB CBEPTbIBAHMS PACMONOXeHbl Ha COMATUYECKMX XPOMOCOMaX, B CBA3M C 3TUM HacrnegoBaHUe Takux 3abone-
BaHuUN, Kak 6bonesHb BunnebpaHaa, remocunus C, nedununt daktopa ceeptbiBaHud kposu VIl He 3aBucuT OT nona.
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Mepen Bamun cxema HacnepgoBaHusa remocpunum A.

X-CLEMNEHHOE PELLECCUBHOE HACNELOBAHUE X-CLEMNNEHHOE PELECCUBHOE HACNEOOBAHUE

OTEL;: MATb: OTEL;: MATb:
6onen O BN 370poBa 3nopos M OM Hocutenb
XX XX
XY XX XY XX XY XX
| | om | | m] | | | m] | m} | ] |
3p0opoBeblii cbiH  [lodb-HOCUTeNb  340poBbIN ChiH  [lovb-HOCUTEND 3popoBeblii cbiH  [lodb-HocuTens  BonbHoM cbiH - 3gopoBas AoYb

PaccmoTtpum nepBbii BapuaHT, korga oTel cTpagaeTt remounven, a MaTb 340poBa.

MonoBble XPOMOCOMbI MYXUMHbI, KaK Yy>xe OblNo cka3aHo paHee, npeacTaBneHbl X 1Y XpoOMOCOMOW, AeeKTHbIN reH Ha X
XPOMOCOME MY>XYMHbI HA PUCYHKE NomeyveH GenbiM KBagpaTukoM. MonoBble XPOMOCOMBI XXEHLMHBbI NpeacTaBneHbl XX Xpo-
MOCOMaMM, Ha KOTOPbIX PacrosioKeHbl 2 HOpMarbHbIX reHa, OTBETCTBEHHbIX 3a CUHTE3 dhakTopa cBepTbiBaHus kposu VIII nnn
IX 1 NOMEYeHHbIX Ha pUCYHKE CMHUM KBagpaTtukoM. COOTBETCTBEHHO, MPU CIIMAHMU MOMOBBIX KNETOK Npu OMfo40TBOPEHUHN,
Habop MOXET NoNy4YnTbCs pasHbIi. Pe6eHOK MOXXET MoMyyYnTb OT OTLA UMK «340POBYHO» Y XPOMOCOMY, UMK C NOBPEXAEHHbLIM
reHom X XpoMOCOMY, @ OT MaTepu OH MOMNYYUT OAHY U3 OBYX «300pPOBbIX» X XpoMocoM. M B 3ToM cryyae y Takol napbl Bce
CbIHOBbSI OyayT 340POBbI, @ AO4YEepPU — HOCUTENbHULbI. IHBIMK cnoBamu, y 60MbHOMO MY>KYMHbLI BCErga CbIHOBbS 340POBbI, 40-
yepu — Bcerga HOCUTENbHULLbI.

PaccmoTpum BTOpYyHo cuTyauuio, Korga oTel, 300poB, a MaTb — HocuTenbHUua. B aTom criyyae pebeHok oT oTua nony4yaet
nobyto «3g0poByto» X Mnn 'Y XpoMOCOMY, a OT Matepu Unu «340poByo», Unn «bonbHyto» X xpomocomy. M Takum obpasom,
BEPOSAITHOCTb poXaeHUs 6onbHOro Manesvmka coctaBnsieT 50 %, BEpOATHOCTb POXAEHUSI AEBOYKN-HOCUTENBbHULBI Takke 50 %.

Ha cnepytoLlen cxeme pa3bepem BapnaHT HacnegoBaHus 6o-
nesnun BunnebpaHga, korga 6oneH otel. Obpally BHUMaHWeE, 4TO
NPOrHO3 Nno poxaeHuio aeten npu 6onesHn BunnebpaHaa (Takke
Kak npu HacnegcteeHHom gedouuute I, V, VII, XI (remocpunum C),
XIll bakTopoB CBEPTHIBAHWSI KPOBMW) HE 3aBUCUT OT nona u dyaet

OTEL MATb
(6oneH) (3mopoBa)

| | || O[MHaKOBbI B Crny4ae Hanu4yus 3aboneeaHus y byayLien matepu
[ [p— unu Byayuiero otua.
D BonbHo
«BonbHoM» reH oTua noMeyeH Genbim kBagpaTukom. OT oTua
pebeHOK MOXET MOMyYnUTb UMK «OONBbHYHO», MU «300POBYHO» XPO-
MOCOMY, OT MaTepu pebeHOK Nony4aeT oaHy U3 «300POBbIX» XPO-
MOCOM (HEMOBPEXAEHHbIE MEHbl MOMEYEHbI CYHUM KBagpaTUKOM
Ha pucyHke). B pesynikrate puck poxaeHust 6onbHoro pebeHka co-
ctaenset 50 % BHe 3aBMCUMOCTM OT nona.
CbIH (6oneH)  [oub (3popoBa) CbIH (3popoB)  [loyb (6onbHa)

Kak nopgonTtn Kk Bonpocy nnaHMpoBaHUSA CEMbW UIN C Yero
Xe HavyaTb?

B nepByto o4epeab Npu NnaHMpoBaHWM CEMbM HEOBXOOUMO NPOBECTM OLEHKY COCTOSIHUS 300POBbS XKEHLLMHbI, OLIEHKY
COCTOSIHUSI 30OPOBbS MYXXUMHbI U COCTaBUTb reHeTUYeckme NporHo3bl. OLeHka COCTOSHMSA MY>X4MHbI, CTpagatoLwero remodu-
nven, Takke HauyMHaeTcsi ¢ obpalleHns K reMaTonory 1 nonyyeHus obmx pekomeHgauui nepeq nnaHMpoBaHWemM CeMbM.
O6Lwure pekoMeHZaUMM BKNOYAOT NpoBefeHve obLlero aHanm3a KpoBu, BoOXMMUYecKoro aHanm3a KpoBu, aHanusa Ha Bu-
pYCHbIE renaTuTbl, PeHTreHorpaduio opraHoB rpyaHon KneTku. B cnyvae, ecnu naumeHT cTpagaeT XpOHUYECKUM BUPYCHbIM
renatutom C, HeobxoAMMO 3HaTb, YTO PUCK MHMULMPOBAHMSA MOMOBOrO NapTHepa coctaBnsieT 5 %, a pUck BepTUKanbHOM
nepegayun Bupyca renatuta C (To ecTb OT MaTepu K nnogy B criyyae, ecnv MaTb MHAMLMPOBaHa) No pasHbiM AaHHbIM OT 5 %
00 30 %. OueHka COCTOSHMSA XEHLUMHbI, POACTBEHHWKN KOTOPON CTpafdatoT reModunmen, Takke HadnmHaeTcs ¢ obpalleHus
K rematonory. Heo6xogMmo BbISICHUTb Takme BOMPOCHI KakK: SIBASETCA NN XEHLMHA HOCUTEMbHULEN, NMEET NN XEeHLMHa
KnHU4Yeckne nposiBneHns remounum (kakme — nmbo KpoBoTeYeHMs) U NpoBecTy nabopaTopHoe nccrnegoBaHne CUCTeMbl
remMocTasa, BKIovas onpegeneHne akTMBHOCTU dpakTopa ceepTbiBaHust kpoeu VIII unu IX B kpoBu. Heobxoanmo nomMHuTh,
YTO XeHLKMHa aBnsieTca obnuratHon (o6s3aTenbHON) HOCUTENbHULEN B TOM Criydae, ecnu y Hee oTtel, 6oneH remodunven

26



MeaUUMHCKaA cTpaHUYKa

unun y Hee Apa unu 6onee cbiHOBeN O0nbHbI reMocunueit. XKeHwmuHa sBnsieTcs BO3MOXHOW HOCUTENbHULIEN, Y KOTOPOW No
NIMHUN MaTepu He MeHee OOHOro POACTBEHHWMKA CTpafatoT reModunmen unm y Kotopon remocpunueii 6oneH Tonbko OA4WH
CblH, @ APYrMX POACTBEHHNKOB — MYXYWH, CTpagatoLmnx reMounmen, Her.

[ne ke MOXXHO NPOBECTU UccregoBaHUe Ha NpeaMeT ABNAETCA XKeHLWMUHA HOCUTeNIbHULIEeN reMounum unm Het?

HALMOHANGHBIA MEAMUMHCKHA ®IrBY «HayuHblii MeAULIMHCKUI NccnefoBaTeNbCKUIA LIEHTP reMaTonorum»

MCCNENOBATENBCHHA UEHTP IlaGopaTopusi reHHoW MHXeHepuu (3aB. na6. CypuH Bagum INleoHnpgoBuy)
Adpec: Mocksa, Hoeblili 3bikosckuli npoeso, 0.4

e M a TOﬂ 0 r M M Ten. pecucmpamypebl: +7 (495) 612-45-51, +7 800 775-05-82

Ten. nabopamopuu: +7 (495) 614-50-80 _http://www.blood.ru

®rBY «Meauko-reHeTM4eCKUM Hay4YHbIN LLeHTP» UMEHU

akagemuka H.IN. BouykoBa

Adpec: Mocksa, yn. Mockeopeybe, 0. 1, Meduko-2eHemu4yeckul Hay4YHbIl
ueHmp, emopoli amax

Ten. peeucmpamypel: +7 (495) 111-03-03 http:/www.med-gen.ru

LleHTp MoneKkynsipHON reHeTUKn

B 30aHuu Meduko-2eHemuyecko2o Hay4HoO20 UeHmpa,
1 amax, kab. 116

Ten.: +7 (495) 221-90-84  http://www.dnalab.ru

[ns npoBefeHUst reHeTUYECKOro UccrneaoBaHnst MOXeT ObiTb MCMONb30BaHa NpsiMasl reHeTudeckast AMarHocTuka — rno-
UCK MyTaLui B COOTBETCTBYIOLLEM FeHe UM KOCBEHHasi reHeTuyeckas QuarHoCcTMka — CEMENHbIV aHanms3 no crneynanbHbIM
MapkepaMm. 3anorom ycnewHon AMarHoCTUKN Ha HOCUTENbCTBO ABMSIETCS Hannyne obpasLoB KpoBU GONbHOrO remodunuen
pPOOCTBEHHMKA.

[Mocne OueHKM COCTOSHWUS XEHLUMHbI U MY>XYMHbI MPOBOAUTCS FEHETUYECKOEe KOHCYNLTUPOBAHWE B KOHKPETHOW CeMbe C
onpeaeneHnem pUCKOB poXaeHUs 6onbHbIX reModunuen aete. B ganbHenwem cemeriHas napa npuHMMaeT pelleHne o be-
peMeHHoCTU. OBbIYHO TO, YTO KEHLUMHA — HOCUTENbHMLA, HUKAK HE CKa3blBaeTCcs Ha TedeHun bepemeHHocTu. K koHUY cpoka
0epeMeHHOCTH XeHLWMHa-HOCUTENbHMLA OT remartosiora nofly4daeT 3akftovyeHne Ha poAbl, rae ykasaHo, ecTb N Heobxoau-
MOCTb B NPOBEAEHMM reMOCTaTUYECKOM Tepanun 1 KOHTporie nokasartenen remoctasa. Cnocob pogopaspelleHnsi B JaHHOM
cny4yae (caMocCTosiTENbHbIE POAbI UMW OMepaTMBHOE POAOPa3peLLEeHNE) ONpeaenstoT akyLepbl-TMHEKOON No akyLepCcKuM
nokasaHusam!

[JopoaoBas guarHocTuka

HewmHoro 3aberas Bnepes, OroBOptoCb, YTO B HACTOsILLee BPeEMS NiaHMpoBaHWe POXAEHUS 340POBbIX OETEW NpU OTCYT-
CTBWM PENUIMO3HbIX, COLManbHbIX, MOParbHbIX UMK MHbIX OFPaHUYEHMI BO3MOXHO HECKOMNbKUMK cnocobamu. OTo fopoaosast
(HasblBaemasi MEAVLMHCKUM TEPMUHOM — NpeHaTanbHas) AnarHocTyka 1 aKCTpakoprnoparnbHOe onnogoTBOPeHME C NpoBeae-
HMEeM NpenMnaHTaUMoHHON reHeTnyeckorn guarHoctuku (MrQ).

CHauyana mbl MOrOBOPUM O XeHLUUHe, bepeMeHHOoI ecTecTBeHHbIM obpa3oM. Torga criedyoLwmum aTanom nnaHMpoBaHus
POXAEHWs1 300POBbIX AETEN ABMNSETCA uccrnegoBaHMe BO Bpems 6epemMeHHOCTU: AopofdoBas auarHoctuka. Llenamu gopo-
[OBOW AMarHOCTUKM ABMSAKOTCA: AMarHocTuka 3abonesaHus y nnoga, onpegeneHne nona Ha paHHUX atanax 6epeMeHHOCTU.
[opogoBas AvarHocTuka LenecoobpasHa Ans XeHLWMHbl — 06rMraTHON HOCUTENbHULI, A5 KEHLWMHbI — BO3MOXHOW HOCUK-
TenbHWLUbI, obpaTuBLlelica Bo Bpems bepemeHHocTU. U Lenecoobpa3Ha Ans 340pOBOW XeHLUHbI, rae B nape — 6onbHown
remMounmen My>x4mHa, n napa nrnaHupyeT poXaeHNe TONMbKO 340POBbIX CbIHOBEW.

[opogoBasi gnarHocTvka BKIOYaeT HEMHBA3VBHbIE U MHBa3MBHblE nccnegoBaHus. Camo crioBocoyeTaHne «MHBa3BHOE
uccregoBaHne» nogpasymeBaeT BBeAeHME B NOMNOCTb OpraHnM3ama crneumnanbHbiX UHCTPYMEHTOB C AMarHOCTUYECKOW Unn ne-
YebHoW Lenbto. bnarogapsa coBpeMeHHOMY nporpeccy, B HacTosiee BpeMsi MOSABNSETCS BO3MOXHOCTb MPOBEAEHUS HEWH-
Ba3uBHOro npeHartaneHoro tecta (HUMMT), korga ocylecTBnstoT 3abop KpoBY 13 BEHbl O&peMEHHON XKEHLLMHbI 1 MPOBOASAT
uccriegoBaHne reHeTnyeckoro matepuana nnoga (OHK), umpkynupytoLwero B MaTepUHCKON KpOBU. OTOT aHanm3 MOXHO Mpo-
BoauTb ¢ 10-11 Hegenn 6epeMeHHOCTH, Tak Kak MMEHHO C 3Toro nepuoga koHueHTpauusa OHK nnoga B KpoBu MaTepu siBnsieTcs
AoCTaTouHOM ANng uccrnegosaHus. Ho 310 — KpaiHe JoporocTosiliee nccnefoBaHne, B psage cryyaeB 06pasLbl KpoBW OTNpas-
nsoT B 3apybexHble nabopatopuu, 1 B HacTosiLee Bpems OHO He BXxoauT B nporpammbl OMC v cTaHAapTbl OkazaHus meau-
LIMHCKOM NOMOLLM 1 ABNSETCS peKOMeHAaTeNbHbIM, a Takke MMeeT OrpaHNYeHHbIN NepedeHb uccriegyemMblix koarynonatun. K
WHBa3MBHbIM ONArHOCTUYECKMM npoLedypaM OTHOCSATCH Buoncmsa BOPCUH XOPMOHa, aMHUOLIEHTe3 U KopaoueHTes. buorcusi
B80PCUH XOPUOHa OCYLLECTBNSAETCA Ha cpoke 6GepemeHHOCTM 8-12 Hepenb. [NonyyeHne TKkaHuM XoproHa (XOpuoH — obornouka,
OKpyxatoLas aMOpMOH) OCYLLECTBISAT NYTEM MYHKUMM MaTKU Yyepe3 NepefHion GPIoLHY CTEHKY UM Yepes Bnaranviie
W LWeWKy MaTKu MYHKUMOHHON Urnon. Belbop MecTa MyHKUMM 3aBUCUT OT OCOBEHHOCTEN PAaCMONOXEHNsT XOPMOHa B Martke.
AMHuoyeHme3 BbINOMHAETCS Ha cpoke 6epemeHHoCcTH 16-21 Hegens n nogpasyMeBaeT NyHKLUMI0O aMHUOTUYECKON 060N0YKM
nnoga yepes nepegHioro OPIOLLHYI0 CTEHKY XEHLLUMHbI C LIeNblo NoMy4YeHns OKOMOMNMOAHbIX BOA W NMOCMeayoLLero nx nccnego-
BaHus. KopdoyeHmes OCyLLEeCTBNSAETCA Ha Cpoke He paHee 18 Hepenb 6epeMeHHOCTU 1 nogpasyMmeBaeT 3abop NyNOBUHHOM
KPOBU MyTEM MPOKOria NMyHKLUMOHHOW UIMOW cocyda MynoBuHbIL. [lepevncneHHble MHBa3WBHbIE MPOLEAypbl BbIMOMHAKTCS B
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YCMNOBUSIX aKyLLEePCKO-TMHEKOSIOrMYECKoro ctaumoHapa nog koHTporieM Y3U. Mocne npoBeaeHus npoLeaypbl JKeHLMHA B Te-
YeHue CYTOK OCTaeTcsl B T’MHEKOSIOrMYeCcKoM CTauMoHape nop HabnogeHnem Bpayen ¢ cobntogeHmeM NocTenbHOro pexvma.
MaTtepuvan ans reHeTM4eckoro nccrnefoBaHns AOCTaBNAETCS B reHeTUYeckyto nabopaTtoputo, Ans 3Toro HeobxoaymMa NoMoLLb
POACTBEHHMKOB. [lanee npeacTaBreHbl KOHTaKTbl BEAYLUMX aKyLUEPCKUX YUPEXAEHNIA:

MOCKOBCKUI Pexum paGotbi: 3anuck k cneynanucram, Peructparypa:
OBNACTHOW HUM MH-M1: ¢ 8.00 o 18.00 cnpaBoYHasi MHopmaums, +7 (495) 625-05-38
C6: ¢ 8.00 no 14.00 (AexypHbIN akyLlep-ruHekonor) KOMN-LeHTp: n i
AKYLEPCTBA U BC: BLIXOAHOIA +7 (495) 015-00-42 natHble ycnyru:
MMHEKONOrun 17(495) 624-88-08
Aapec: Mockga, yn. Mokposka, 22A MpuemHoe oTaeneHue: +7 (495) 623-31-71
rBY3 MO MOHUWAT 3n. noyTta: mz_moniag@mosreg.ru +7 (495) 625-08-52

®rBY «<HALMOHANBHbIN MEAULUHCKUIA

WCCNEQOBATENLCKUM LEEHTP AKYLLEPCTBA, TMHEKONOUM Rlerckan nonuknummka: - 7 Ejgg; hao-2o00
1 MEPVHATONOMVN UMEHMN AKALLEMMKA B.N. KYNAKOBA» )
MUHUCTEPCTBA 3[,PABOOXPAHEHUS PO WHopMaunOHHEIN ueHTp:  +7 (495) 531-44-44

IIeHTp maaHMpOBaHM CEMbU U PeIIpOAYKIIN

Anpec: Mocksa, CeBacTononbckuil npocnekT, 24-A ABTOMaTM4eckasn cnpaBoyHas cnyx6a:
3An. nouta: cpsr@zdrav.mos.ru +7 (495) 718-20-88

Mocne npoBedeHVs JOPOAOBOM AMArHOCTUKU U nonyyeHna pes3yrnbratoB reHeTU4ecKoro mnccriegoBaHus HeobxoanMmo NPUHATb
pelwleHne o npepbiBaHUN UM COXPaHEHUN 6epemeHHocw|. Mpw coxpaHeHun 6epemeHHocm, XEHLUMHa JormkHa Habnogatbesa co-
BMECTHO aKyLLEepOM-TMHEKONOroM 1 reMaTonorom. B KoHue TpeTbero TpumecTtpa 6epeMeHHOCTI/I XeHLnHa nony4vaeTt 3aKn4veHune ot
remartosiora 1 NPeaoCTaBnsET ero akyLlepy-ruHekosnory. Kak y>ke roBopuroch paHee, B 3aKYeHIN YKa3bIBaeTCs, €CTb Nn Heobxoau-
MOCTb B MPOBEAEHMN rEMOCTaTUYECKON Tepanmmn 1 KOHTPOME NokaaTenen reMocTtasa BO BpeMsi poAoB M B MOCNEPOA0BOM nepuoae.

OkcTpakopnopanbHoe onfioAoTBOPEHUE U NPeUnMNNaHTaLMoHHaa AMarHocTuka

Bonblwmnm npopbiBOM B 06racTu penpogykTonoruy ctano aKcTpakoprnopansHoe onnogoTeBopeHue (OKO). Ota npouenypa
No3BONseT NMEeTb AETEN cemMelHbIM napam ¢ 6ecnnognem unu no3eonsieT poauTbCa 300POBbIM AETAM B CEMbSIX, [A€ MMEoT-
csl reHeTnYeckue 3aborneBaHus, B TOM vucrne remocpunus. B cnyvae HacneacTBeHHbIx koarynonatuin, KO uenecoobpasHo ¢
Lenbio NpoBeAeHUs MPeMMNIaHTaLNOHHON reHeTUYECKON OnarHoCcTukM 1 oTbopy ambpuoHa ans nocneaytollen nogcaakv 6es
reHeTndeckoro gedekTa. C 2016 . okazaHMe MegULIMHCKOM MOMOLLM C ucnonb3oBaHneM SKO npoBoauTcs B pamkax nporpaMmmbl
OMC Bo Bcex permoHax Poccun. B Tucbme MuHuctepctea 3gpaBooxpaHeHust PO ot 26 despans 2018 r. N 15-4/682-07 O6
NHOPMaLMOHHO-MeToaNYeckoM nucbmMe «O COBEpPLLEHCTBOBAHUM MeOULMHCKON NOMOLLM Npu 6ecnnognm ¢ Mcnorib3oBaHMeM
BCMOMOraTernbHbIX PENPOAYKTUBHBIX TEXHOMOMMA» YKa3aHo, YTO MYXHYMHbI U XEHLUMHbI, KaK COCTOSLIMe, Tak U He COCTosLLMe
B Opake, a TakKe OAUHOKME XXEHLLMHbI, UMEIOLLMEe BbICOKUM PUCK Nepedayun HacnencTBeHHbIX 3aboneBaHMA MOTOMCTBY,
NoATBEPXXAEHHBIN pesynsTratamMmmn reHeTndeckoro obcnefoBaHnsa 04HOMO UM 06oMX poguTenen, 1 HyXOaroLwmecs B NpoBegeHUN
NpevMnaHTaLMOHHON reHeTUYEeCKON AMarHoCTMKKM, Hanpasnstotca Ha OKO B pamkax 6asosoii nporpammbl OMC Ha ob6Lwmx
OCHOBaHMsIX, HE3aBUCMMO OT cTaTyca depTUnbHOCTU. Ho, K coxaneHuio, NpenMnnaHTaumMoHHas AnarHocTuka He BXOAMT B Mpo-
rpammy OMC 1 onnayvBaeTcst NaumeHTamMmm camocToaTenbHO. MNocneaHnii JOKYMEHT, B KOTOPOM perfiameHTMpOBaH BONpocC Uc-
Mofb30BaHNS BCNOMOraTenbHbIX PENPOAYKTUBHbBIX TEXHOMOMMIA, — 9To npuka3 MuHnctepcTBa 3gpaBooxpaHeHuns PO ot 31 nong
2020 r. N 8031 «O MOPSAOKE UCMONb30BAHNA BCMOMOIATENbHbIX PEMNPOOYKTUBHBLIX TEXHONOIMIN, MPOTUBO-
MOKASAHNAX N OTPAHNYHEHUAX K X TIPUMEHEHWUIO». Mpoueaypa nonyyeHusi kBoTel Ha AKO gocTaToqHO TpygoemKas.
Ho ¢ kaxabiM rogom oHa HeMHoro ynpowaercs. OrpaHnyeHnii no BospacTy unm no konuyectsy noneitok KO B 2021 rogy no
OMC HeT, Hy)XHO NnULLIb COOTBETCTBOBAaTbL TPeOOBaHNAM AencTByOWMX Npuka3oB MuH3gpaBa. V3HavanbHO nape HyXHO nosy-
YWTb 3aKMOYEHNe OT remaToriora O HacnegcTBeHHOM 3aboneBaHun. [lanee ¢ aTMM 3akntodeHem obpaTnTbCa B LEHTP NnaHu-
POBaHMWS CEMbW UMM B XXEHCKYHO KOHCYMbTaLMIO K aKyLlepy-rMHeKkonory. AKyLLepoM-TMHEKornorom 6yaet npefocTaBneH nepeyeHb
HeobxoaumbIx obcrnegoBaHWin. ATOT NepeveHb A0CTaToMHO OonbLUOK, NoTpebyeTcsa obcnegoBaHme U XXeHLUHBI (60MbLUIMHCTBO
aHanusoB), U My>x4uHbl. Korga Bce aHanu3bl, obcrieqoBaHust U AOKYMEHTbI ByayT roToBbl, MAKeT AOKYMEHTOB MepedatoT Ha Ko-
MWUCCUIO OKPY>XHOMY rHekornory. MNlocne Yero eHLMHy BHOCAT B NIUCT oxugaHus. MNpuyem en ByoeT npegocTaBneH nepeyeHb
MEeOMLIMHCKMX LIeHTPOB, rae BoinonHsietcs KO, n npaBo BbIbopa ocTaeTcs 3a XeHwmHon. B cuet kBoTbl Ha AKO B 2021 r. 3a-
noxeHo 141000 py6nen. B aty 6a3oByto nporpammy SKO BXoAAT: CTUMYNALMS OBYNALMU, MYHKLUUST (OONNMKYIOB AWYHKKa, 3a60op
ANLIEKNETOK, ONO4OTBOPEHME SNLIEKNETOK CNEePMON NapTHepa, KynbTMBMPOBaHWe aMOpPUOHOB, NepeHOC SMOPMOHOB B MOMOCTb
matku. [MperMnnaHTauMoHHasa QUarHoCTMKa 3a CHeT CPeACTB NaLMEHTOB OCYLLECTBSIETCS MNOCE KyNbTYBUPOBaHNS 3MOPVOHOB,
W fanee «300pOBbIN 3MOPUOH» NOACAXMBAETCS B NOMOCTb MaTtkK. Takum obpa3om, no dakty BbinonHuTe OKO ¢ npenmMnnan-
TaLUMOHHON AnarHocTukon becnnatHo HEBO3MOXHO, HO Briarogaps cyuiectayiowern nporpamme OKO Mo KBOTe MarepuarnbHble
3aTpaTbl CEMEVIHbIX Map 3HAYUTENBHO CHIDKAOTCS.

B 3akntoveHun xotenoch 6bl Mpn3BaTh MNALMEHTOB C HACIEACTBEHHbLIMI KOArynonatusamy cBoeBpeMeHHo obpallarbes K re-
MaTorory, To eCTb eLle Ha 3Tane nnaHuposaHust 6epemeHHocTU. 60 obpalleHre Ha aTane nNnaHMpoBaHWs 6epeMeHHOCTN — 3TO
BO3MOXXHOCTb MMaHMPOBaHWS POXAEHUS 340POBbIX AETEN U 3a5I0r 340POBbS XKEHLUMHbI BO BpeMS 6epeMeHHOCTM 1 POOOB.

O6pauwjeHue HakaHyHe po0oe PasHOUEHHO COCMOSIHUIO «BblMmb KakK Ha eysikaHe». Bbibop 3a eamul!ll
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MeaUUMHCKaAA cTpaHUYKa

lMpeaumMmnranTauMoOHHOE reHeTHYecKoe
TecTupoBaHue

Bockob6oeea EneHa FOpbeeHa,
K.M.H., 8.H.C., nTabopamopusi HacrnedcmeeHHbIx bonesHel obmeHa eewecme @Y MIHL| um. akademuka H.I1. bo4ykosa

Pa3BuTne TexHonornii B 06nactu penpoaykTMBHOM MeAULIMHbLI C OAHOW CTOPOHbI, 1 YCOBEPLUEHCTBOBAaHNE METOAOB Morie-
KyNsIpPHOWM reHEeTWKN C OPYroi, NPUBENN K MNOSIBIEHNIO TAKOTO HOBOrO METOAA NMPEBEHTUBHOW MeAULMHbI, Kak npeumnaaHTaum-
OHHasi reHeTuYecKkasi ouarHocTuka.

Kak crnepyeTt u3 HasBaHus, NpenMniaHTaunoHHas reHeTmdeckas anardoctuka (MM0) — 9To AMarHOCTMKa BO3MOXHbIX re-
HETUYECKUX Ae(EKTOB Y IMOPMOHOB A0 MX UMMNIAHTAUUN B NOMOCTb MaTku. TepmuH NI ¢ He4aBHEro BPEMEHU 3aMEHEH Ha
TepmuH MNI'T — npeguMnNaHTauMoHHOE reHETUYECKOE TECTUPOBaHKE, YTO Boree BEPHO OTPaXKaeT CyTb nNpoLeaypbl. BeinonHas
T, He cTaBAT AnarHo3, HO NPOBOASAT TECT Ha BbISABNIEHNE r€HETUYECKNX NaTONOMMNA.

MpegnmnnaHTaunoHHoe reHeTnyeckoe TectupoBanue (M) MoXeT NPoBOAUTLCS Ha MOHOIEHHbIE HAapyLUEHUS Uy gedek-
Tbl ogHoro reHa (MIFT-M), Ha xpoMocoMHble CTPYKTypHble nepectporiku (NI T-CI1) n Ha BbISBNEHNE KONMMYECTBEHHOIO N3MEHE-
HMSA Yncna xpomocom — aHeynnouguum (MNIFT-A) [1].

BonbLUIMHCTBO Cynpy>Xecknx nap, KoTopble obpalyatoTces 3a NoMoLLbo B AKO KNMHWKKU, UMEIOT NpobremMbl C HacTyRneHNneM
©6epeMeHHOCTU 1 BbiHalWIMBaHMeM. [1na TakvMx nap, npy HeobxoaMMOoCTN NPOBEAEHNSI, OCHOBHBIM METOLOM FrEHETUYECKOM ana-
rHocTuku aBnisietca MNIT-A. Cynpykeckvue napbl C MOHOFEHHbIMY 3a00NeBaHNsIMU B aHaMHe3e He YacTo MPUXOAST B KITMHUKA
OKO. W, xoTs ¢ kaxabIM roaoM obpalleHnii cTaHoBUTCS Borblue, konuyecTBo npoeoauMbix MIFT-M coctaensiet He 6ornee 10%
ot obuwero Yucna MIT.

WUcTopuueckas cnpaBka. PenpogyKTUBHbIE TeXHONOrum

WUctopuueckn passutne texHonormm NI Hadanock ewe B 1890 r. ¢ akcnepuMeHToB YonTtepa Xuna no ycrneLHoMy NepeHo-
CYy SMOPUOHOB Y BENbMMIACKNX KPONMKOB MOPOoabl 3as4bs NaHb [2]. AKCNEPUMEHThI Ha KMBOTHbLIX MPOAOIKaN1Ch 1 B NEPBOW NO-
nosuHe XX Beka. B 1935 1. Mperopu MNMuHKyc, BOOXHOBNEHHbLIN pedyrnbtatamn Xuna, CMOr KyfbTUBUPOBaThL KPONnMYby OOLMUTEI A0
ctagumn metadasbl meno3sa ll. Mpodeccop Pobept BaBapac obHapyur, YTO ANs SKCTPY3UM NOMSPHbLIX TEMEL, YENoBEYECKUM
oouutam TpebyeTtcst 37 4acoB, U, ONpPedenvB BPEMSI KaXXA0W CTaauu CO3PEBaHUSA OOLUTOB, OH MPOSIOXMIT MyThb K 3KCTpaKop-
nopaneHoMy onnogoTBopeHuto Yenoseka (3KO). MNMpodeccop SaBapac 6bin Tem, ko npuayman lNIFT B cepegnHe 60-x rogos
ABaguaroro Beka. B koHue 60-x OgBapac v MapaHep npoBogunv pabdoThl No NpoBeAeHMo Buoncun amMoprUoHOB Kponvka ans
onpegenenns nomna nioga 4o uMnniaHTauum. SMO6puoH nocne Guoncum GbIN UMNIAaHTUPOBaH CaMKe Kponuka. B ganbHenwem
non nnoga 6bin NOATBEPXKAEH aHATOMUYECKM U rUcTonornydeckn [3,4]. STOT SKCNEPUMEHT CTarn OCHOBOW ANsi pasBUTUS Npe-
AVMNNaHTaLMOHHOIO TECTUPOBAHMS.

C 1970 r. CtenToy 1 OnBapac B cBoel MaHuecTepckon naboparopun NpeAnpYHUManM MHOXECTBO MOMbITOK HanaguTb

OKO y nrogen. doktop Kapn Byg ns rpynnsl SKO MoHawa B MenbbypHe coobLumn o nepBon 6epeMeHHOCTU B pesyrnbrarte
OKO B 1973 ., XOTA OHa 1 3aKOH4YMIach BbIKMAbILLEM Ha paHHeEM cpoke. B 1976 . CtenTtoy n SaBapac onybnvkoBanu criyyan
BHEMATOYHOM 6epeMeHHOCTM Mocre NepeHoca paHHen bnacTouncTol. [locne He-
CKONbKUX HeyaayHbIX nonbITok 25 niong 1978 r. B MCTopuio MeauLvHbl BOLUEN
nepBbIi B MUpe «pebeHok u3 npobupku» — Jlyuc BpayH [5]. MNoBTopHas ctumy-
NAUMSa SUYHUKOB, NpoBefeHHas TpoyHcoHoM u Ap. B 1981 r., ctana cepbesHbiM
NpPOpbIBOM, NOBLICMBLUMM LLaHChl Ha 6epemeHHocTb Npu KO [6]. K koHuy 1980-x
ObINo paspaboTaHO HECKOMNbKO MpoLeayp BCMOMOraTenibHOroO Onfiog0TBOPEHMUS,
KOTOpbI€ MCNOMb30Bannch B Tex crny4asx, korga obbiyHoe OKO He npuHocuio
ycnexa.

B 1992 r. [xaHnbepo Manepmo B nabopatopuu aoktopa AHape BaH Cteip-
Terema B bptoccene cosgan nepeoro pebeHka nyTeM MUKPOMHBEKLIMU CNepMaTo-
3ouaa B umtonnasmy oounta. KomaHga Hassana atot metog MKCU (ICSI; nHtpa-
uuTonnasmarmyeckas MHbLEKLMS cnepmaTto3onaa) (pucyHok. 1) [7].

Puc. 1

Uctopunyeckana cnpaBka. MonekynsipHasa reHeTuKa

Mocne npeactaenenns mogenu IHK YotcoHa u Kprka B 1953 1. Obinv NpeanpuHATHLI NOMNbITKM paspaboTtarb CUHTETUYECKUE
onuroHykneotuabl (kopotkne nocneposatenbHoctu OHK) n cekBeHvpoBaTh (onpegenvTb HyKNeoTUAHYH MOCcrenoBaTenb-
HocTb) reHomHyto [HK. TexHuka nonumepasHon uenHon peakumm (MLP) 6bina npegnoxena Canku n gap. B 1985 r. [8]. 310
cTano 60nbLWMM NPOpPbLIBOM B 06racT MoneKynspHon 61uonorum Ans aHanv3a MOHOrEeHHbIX 3a00neBaHuiA.

B 1990 r. XaHaucaig n gp. coobwmunu o 6epemeHHocTn nocne npoeeaeHus ML Ha cuenneHHoe ¢ nonomM 3aboneBaHne
Ha GMOMNCUPOBAHHbIX YENTOBEYECKUX MPenMnaHTaUnoHHbIX aMOpuoHax. Metoa MLP 6bin npoBedeH ANns BbISIBNEHUS 300pO-
BbIX 3MOPMOHOB MYyxckoro nona [9]. B 1992 r. MI'M-M 6bino ycnelwHo npoBeAeHO A CEMbW, B KOTOPOW Cynpyri Obiny Hocu-
Tensamun mykosucuugosa [10].
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MpocTtasa ogHopayHaosas MNMLUP (annudumkaums), npuMeHsiBLLasca B 3TOM camoM paHHeM noaxoge [MNITT, Bckope 6bina 3a-
MeHeHa MynbeTunnekcHbiM MNLIP-TecTupoBaHnem, B KOTOPOM TECHO CBSI3aHHble C aHanu3vpyeMbliM reHoM UHOPMaTUBHbIE
MapKepbl aMnIMULMPYTCA OTAENMBLHO UITM BMECTE C LierneBbiM y4acTkoMm reHa [11].

B rpynny XaHgucarga Bxogunu YuntoH u [enxaHTu co cBouM acnvpaHtoM [pudycprHom. OHM npeacTaBunu nepebie B
Mupe cnydau IMIT, Korga My>KCKue, XXeHCKne aMOPUOHbI U 3MOPUOHBI C cCMHAPOMOM TepHepa (MOHOCOMUS XpOMOCOMbI X) MOT-
v BbITb NErko MAeHTUOULMPOBaHbI C MOMOLLBI MeToAa chriyopecueHTHon rmbpuausaumm in situ (FISH).

lMocne aTtoro MHOrMe rpynnbl HAa4anu ncnonb3oBaTk TexHonoruio MIT Ang BbISBNEHUSA aHeYNNonaui 1 TpaHcnokaummn Mme-
TogoM FISH 1 MoHoreHHbIx HapyLieHuin metogom [MLP.

MI'T BkntovaeT GUOMNCUIO OAHON MIN HECKOMNbBKUX KIETOK 13 ONIIOA4O0TBOPEHHBIX in Vitro aMOproHOB 1 TECTMpOBaHUE Groncupo-
BaHHbIX 0OPa3LOB Ha reHeTUYeCKNe NaTonorMm C NOCHEeAYOLMM CENEKTUBHBIM NEPEHOCOM AMOPUOHOB, HE MOPaXeHHbIX 13yyae-
MbIM 3a6oneBaHneM. XoTsi reHETUYECKOE TECTUPOBAHNE OTAEMbHbIX U HECKOIBbKMX KIETOK SIBMSAETCSA CIOXHOW 3adadven, U BECb
npoLecc B LEenom A0BOMbLHO crnioxeH, MNIT npeBpatunach 13 akcnepyMeHTansHon npouenypbl B Havane 1990-x B XOpoLLO U3BECT-
HYI0 ansTepHaTBY UHBa3VMBHOW NpeHaTanbHOM AUarHOCTMKE Y BO3MOXHOMY TepaneBTUYeCKOMY NpepbiBaHNio 6epeMeHHOCTU.

MpoBeaeHue MNI'T 3akoHO4ATENBHO OrPaHNYEHO BO MHOMMX CTpaHax, OAHaKO NonmTuka 1 npasuna pasnuyatorcs [12]. B Heko-
TOpbIX CTPaHax AeNCTBYIOT JOBOMbHO CTPOr1E 3aKOHBbI, r4e YETKO pa3rpaHnyMBaloTCs NpMeMnemble 1 Henpruemremble NoKa3aHus,
N CYLLECTBYIOT cneuuanbHble MexaHu3Mbl Ans onpeaeneHns Toro, Npu Kakux nokasaHusix MoxHo nposoguTe MNIT. Hanpumep,
YnpaBneHve no onnogoTBOPEHMIO 1 3MOPMONOrMn YenoBeka KOHTPONMpYeT gonyctumoe npumeHexuve MNIT B BenukobputaHuu.
Bo ®paHumm perynuposanunem MNI'T 3aHnmaeTca AreHTcTBo 6riomeamumHel ('’Agence de la Biomédecine). B gpyrux ctpaHax 3a-
KoHogaTenbcTBO H6onee nubeparnbHO. B MEeHbLUMHCTBE CTpaH HET rocyaapcTBeHHoro perynuposanus. B CLUA, Hanpumep, HeT
YCTaHOBIEHHbIX orpaHn4eHni Ha npaktuky NI, n noatomy MI'T Takke MCNOMNb3yeTca N0 HEMEQULMHCKUM NpUYMHaM, Hanpumep,
Ansi coumansHoro onpegenexus nona [13]. HegaBHuit 0630p HopMaTUBHO-NPaBOBOM 6a3bl B 43 eBponenckux cTpaHax nokasbl-
BaeT ToNbKo Age cTpaHbl, rae MNI'T He pa3pelleHa (Manbta n BocHus n lepuerosuHa) [14]. OcHoBHOM NPOBreMoN, BO3HMKLLIEN
¢ MoMeHTa nosienexus MNIT, 6bin cTpax nepen eBreHnkon™. Bo MHOrMX cTpaHax CyLLecTBYEeT 3aKOHOAATENbCTBO, 3anpeLatoLee
nodyro PopMy EBreHN4ECKOM CenekLmm, No3BorsLLee NPOBOANTL CEMNEKLMIO MPOTUB BLICOKOTO pUCKa U CEPbE3HbIX HAapYLLEHWUIA
B MNI'T-M u IMI'T-CI1, Ho ucknovatoLLee cenekuuio nnm otéop HenaTonormyeckmx NpusHakoB y nogei. MNIFT-A He cooTBeTCTBYET
CTaHAapTy «BbICOKOIO p1cka 1 cepbesHbIX pacCTPOMCTBY», 1 NO3TOMY He pa3pelueHa B 11 13 43 eBponerickux cTpaH [14].

Teopetuyecku MIT-M mMoxeT GbITb NpeasiokeHa Anst BCeX MOHOreHHbIX 3aborneBaHui, Ais KOTOpPbIX OQHO3HAYHO orpe-
AeneHbl MoneKynsipHble MPUYKMHbBI, Bbi3biBalolme 6onesHb. Hanbonee yacTtbiMm nokasaHusiMK, ANs KOTOPbIX B HacTosiLlee
Bpems npumeHsietcs MNIFT-M, aBnsoTca MyKOBMCUMA03 M HAacNeACTBEHHbIE reMornobmHonaTum Npy ayToCOMHO-PeLEeCCUBHBbIX
3aboneBaHusX, a Takke MMOTOHUYeckas guctpodumsa 1 Tmna, Heripodunbpomartos, 60ne3Hb XaHTUHITOHA U HAcNeACTBEHHbIe
OHKOIOrM4eckne CUHOPOMbI MPU ayTOCOMHO-AOMUHAHTHBLIX 3aboneBaHusix. UTo kacaetca X-cuenneHHbix 3abonesaHunii, TO
MI'T npoBOAUTCA B OCHOBHOM MpUY MblleYHOn aguctpodun [ioeHHa, reMounmm u CMHAPOME JTOMKOM X XPOMOCOMBbI.

Ons BeinonHeHust MNI'T pekoMeHayeTcst npoBoauTb onnogoTeopeHne metogoM NMKCU, a He JKO, 4tobbl nsbexatb KOHTa-
MUHaLUKM OCTaTOYHbIMU KYMYITIFOCHBIMU KIETKaMK (KNETKM, OKpy>XKatoLLme 1 NUuTatroLme 0oLUUT) UM OCTaTOYHbIMU CNepMaTo30-
naamu.

Buoncus aMGpUOHOB.

Buroncuo MoXHO NpoBOANTL Ha pasHbIX CTaAMsIX pa3BUTUSI aMOproHa. Bee cyllecTBytoLLMe MeToabl SBNSHOTCS NHBA3UBHbI-
Mu. Brioncus nepeoro 1 BToporo nonsipHoro Tena (o6a Heobxo4uMbl A4ns TOYHOTO AMarHo3a) B HacTosiLLee BpeMsi MPUMEHSETCS
NYWb B HEKOTopbIX NabopaTtopusix mupa. MpenmyLecTBoM SBASETCA TO, YTO yaareHne nonsipHbIX Ten He okasbliBaeT naryo-
HOro BNUSHMA Ha AMOPUMOHaNbLHOE pasBUTME, OAHAKO Hanboriee BaXKHbIM OrpaHUYEHVEM SIBMSIETCS TO, YTO OLIEHWUTb MOXHO
TONBbKO MaTEPUHCKUIN rEeHETUYECKMI BKIaa,.

Broncusa ambproHa Ha ctagum gpobneHuns (3-1 CyTku pa3BuTUS IMOPMOHA) sSiBMNANack 30M0TbIM CTAaHAAPTOM Ha NPOTshKe-
HUM MHOrMX neT. OTa npoueaypa nogpasyMeBaeT BCKPbITUE 060M0YKM SMOpUOHA (MEXaHUYECKM, XUMUYECKN UMK C MOMOLLbIO
nasepa) u B3aTue briactomepa (ogHa krneTka aMbproHa), B OCHOBHOM NyTem acnupauun, Ha 3-i AeHb NpenmniaHTaumoHHOro
pa3Butusi. OCHOBHbLIMW HelocTaTkamu Gruoncum Ha 3-11 ieHb ABNSIOTCS orpaHuyYeHHoe konuyectso [HK, goctynHow ans aHa-
nn3a, 1 BO3MOXXHOE HeraTMBHOE BIUSIHWUE Ha AMOPUOH nocre B3siTUS aMBpuoHanbHon kneTkun [15]. Bpems gns npoeegeHus
reHeTUYEeCKOro aHanuaa 4o nepeHoca SMOPUMOHOB B LMKIEe Ha 5-1 eHb COCTaBMANO ABa AHS.

Buoncua TpodakToaepmbl (TO) B HacTosLWee BpeMs ABnsieTca Hambornee WMpoKko npuMeHsieMbiM MeTogom [16]. Bekpbl-
Te 060MnoYkM amMBproHa NPoOBOAAT MPU NOMOLLM nasepa Ha 5-1 AeHb pa3BuTUst ambpuoHa (ctagmsa bnactouncTsl). Knetkn
T3 acnvpupytoT 1 OTNPaBNSOT Ha aHanu3 B reHeTnyeckyto nabopatopuio. buoncusa TE no3sonseT nonyunTe 6onbLue KNeTok
ambpuoHa (B ngearne oT NATM A0 BOCbMU KNETOK) AN reHeTUYeCcKoro aHanmaa, 4to obecneynsaet 6ornee BbICOKYIO TOYHOCTb
[17]. OTa ambpuoHanbHasa cTagus Takke CYMTAETCS MEHee YyBCTBUTENbHON K BO3MOXHbLIM MOBPEXAEHUAM 3MBpUOHa, no-
CKOIbKY BHYTPEHHSAS KNeToYHas Macca, U3 KOTOpow MPOMCXOAUT 3apoablil, ocTaeTcsa HenoBpexaeHHou. [18] (puc. 2)

Ewe ogHum npenmy-
wectsoM Ouoncum TO

ABnseTcs G6onee HU3KUIA %y,wm ”

YPOBEHb  XPOMOCOMHO- CHok b Sayuas wspwon s

ro mMosauumsma Ha 3Tou e T
cTaguM Mo CpaBHEHWUIO podartonspunt

Cco cTaguen gpobnexHus.
Mpobnema orpaHuyeH-
HOro BPeMeHM ansa aHa- sproroncapanpyen
nMsa npeogorneBaeTcs
BuTpudmkaunen (3amo-
pO3KOM) ¥ NepeHOCOoM

9MOPUOHOB B OTIIOXEH- Byayuero pe6etia
® He 3aTparueaem. BuonTar otaaem Puc. 2
HOM LLI/IKJ‘Ie. NUKUHT OH B GesonacHocTH 4a aHanus
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Bpemsa | 3m6puon | Matepuan ana AHK MeTtopabl/cpoku Eule oanH BapVVIaHT - 6ﬂaCTOU,eHTe3, KOTOprliI
nccnepoBaHma npeactaensieT cobon acnupauuio bnacTouenbHON
90-e | 3-xcyTok | 1kneTka Matepuan oaHol nTr-M nup xnakoctu (BXK), comepxaluenn BHeknetouHyro OHK,
roapl pa3sutus | (6nactomep) KneTku = 7pg MTr-A FISH 2
nrTon FISH/ M3 MorocTu GnacTouenst ¢ MNOMOLLbI TOHKOW VIFJ'IIV:I
1-2 gst [19]. OTa npouenypa cuntaeTcss MEHee MHBA3NBHON,
yem TE-6moncums [20]. Hacrtoswen HenHBa3MBHON
2000-e | 3-x cyTok | 1 knetka Martepuan ogHon knetku | MTM-M TLP (npsamas aanepHaTVIBOVI aBnsgeTcsd MCNofb30BaHMe CBO60ﬂ,-
rogpl passuTus | (6nactomep) | Marepuan 5-10 kneTtok OVarHocTrka+KocBeHHas N .
5x cyTok | 3-10 kneTok [AMarHocTyka) Ho-knetouHon OHK, npucytcTBylowen B oTpaboTaH-
paseuThs | (TpodpakTonepma) HL‘;A FISH; aCGH; Holn cpene GnactouncTsl [21]. Heckonbko nccneno-
ArT-CM FISH; aCGH; BaHWIA NoKasanu, YTo coBnageHue kapuotuna mexay
MonHasa reHomMHas nLlP/,ClO mecsiua 6 6 « o
amnnudmkauys (whole obpasuamu briacTouernbHOM XUOKOCTN N BHYTPEHHEN
3\78;’\';“‘*73"“5'1'@3“0”; KNeToyHon Maccow w/unu TE-knetkamun BapbupyeT
-<1-2u
o1 570 " pgs m 9 ST TP ¢ B LUMPOKUX rfpefenax, Yto ykasblBaeT Ha HepocTa-
- -X CYTOK - KneTok artepuan o- KneTok - npsamas
2020 passutusi | (Tpodpaktogepma) | BHekneroynas JHK [AVarHocTyKa+KocBeHHas TOYHYIO TOYHOCTb TrEHeTU4ecKkoro adHanusa nocne
rogbl | HennBa- MonHasi reHoMHas AvarHocTuka) onacToueHTe3a Ana KnuHudeckoro MIT-A/MIT-CM
31BHOE amnnudmrkaums MonekynsipHoe 221 B
arr KAPUOTUNMPOBAHHE [22]. Bonee Toro, anarHoctTuyeckas apPeKTUBHOCTb
H;;—lén Nﬁg:slaCGH Oblna HU3KOW C BbICOKOW YacTOTOM HeyAay amnnmdu-
NGS_+HuP/go Mecsua Kauum, 4To AernaeTt GrnacToueHTe3 Takke Henpuroa-
HbiM anga MIrT-M.
Puc. 3 O630p NpoLUnbIX, HACTOALLWMX 1 ByayLumx MeTogoB Ans MNI'T nokasaH Ha pucyHke 3.

3a npowepgwue rogel B obnactu MI'T 1 BcnomMoraTtenbHOW penpoaykumuy 6binv AOCTUrHYThl 3HAYMTENbHbIE YCNEeXu, YTo
caenano MNMI'T xopoLuo 3apekomeHaoBaBLLUen cebs, TOYHOM 1 6e3onacHon KIMHUYECKOW NpoLeaypo.

nrr-A.

Kak yxe roBopunocb, nepebii METOA, KOTOPLIVA Obin NPeAnoXeH AN BbiABEHWA aHeynnounamu no xpomocome X, 6bin
MeTop, chriyopecueHTHoln rmbpuaunsaumm in situ (FISH). Meton gonroe Bpemsi SsBAsincst 30510TbIM CTaH4APTOM A1 NPOBeAeHMS
MrT-A. TexHonorus FISH 6bina ycoBeplueHCcTBOBaHa M B AanbHeNLweM No3Bonuna BbIIBAATb aHeynnonany HeCKONbKUX nap
XpomocoM. OCHOBHbIM orpaHudeHnem TexHornorum FISH 6bino 1o, 4To 13 23 nap XpOMOCOM YernoBeKka Ha aHeynnonamo MoX-
HO ObIrio NpoBepuTh He 6ornee 12 nap. NoatomMy Obinn HavaTbl AanbHeNLWe nccneqoBaHna aAnst paspaboTky HOBbIX METOLOB,
C NOMOLLbIO KOTOPbIX MOXHO GbIno 6bl NPOBEPUTL BCE XPOMOCOMbI HA aHeynonanm.

B 1999 r. ABe pasnuyHbie rpynnbl y4eHbIX NPOAEMOHCTPUPOBANM UCNOMNb30BaHNE TEXHOMNOMMM CPABHUTENBHON rEHOMHON
rmbpugnsaumm (CGH) ona npoBepku aHeynnouamnin Bcex XpoMocom [23,24]. i S

Mpynna Yuntona B 2001 r. ycnewwHo npumenuna MNIT metogom CGH y 38-netHen Anatess Vit
KEHLLMHBI C McTopueit NnepBuyHoro 6ecnnoams. Mocne TecTupoBaHnsa Metogom CGH - ==—==—""""""""=""=====
TONMbKO OAMH 13 NSATVM SMOPUOHOB OKa3arcs HopMaribHbIM MO Kaxgon xpomocome. B
pesyrnsraTe 31Ol MOMbITKN POAWIICA 300POBbIA peBEHOK XeHckoro nona [25]. Yannc un
Ap. co ceoei rpynnov onybnukosanu B 2008 . paboTy, BKIOYatOLLYO NCMONb30BaHWe
Mukpouunos 1 nnatgopm CGH ans BeigBneHns aHeynnouamm Bcex 23 nap Xpomo-
com [26]. Mocne 2010 r. 6bino paspaboTaHO HECKOMLKO APYrMX METOAOB, TakMX Kak
TECTPOBaHWEe Ha OQHOHYKNeoTUAHbIe nonmmopdmamel (SNP), konnyecteeHHas MNLIP
B pearnbHom BpemeHn (QT-PCR) n cekseHupoBaHmne crnegytowero nokoneHns (NGS).

Ha cerogHsiuHui geHb B 6onblunHcTBe nabopartopuii NI T-A npoBogaT meTo-

F—

S e o | R 8 8 g+ 8

gom NGS.
CBepxy BHU3: 1. - HOPMATLHbII SYNNOUAHbIA MBPUOH MYXCKOro nona (XY),
Ha pucyHKe 4 npepncraBneHbl pesynesrarbl MIr'T-A, npoBegeHHOro MeTogoM NGS.  2- aweynnowausii ampuon xercroro nona: Tpucowies 8 (rpi Konuun xpowocows 8),
3.- aHeyNNOWAHBLIN BMBPVIOH KEHCKOTO NONA: MOHOCOMMS 22 (OfHA KOMMSI XPOMOCO-
Mbl 22), 4.- HOPMAITbHIiA BYTIOWAHbIA SMBPUOH MYXCKOTO Nona (XX).
nrr-m. Puc. 4

Ha panHux atanax npoegeHus M T-M npumeHsinack npocTtas ogHopayHaoBasi nonvMepasHas uenHas peakuua (MUP). B
pJanbHeviwem B peakumio MNLP ctanu BknoyaTb TECHO CBA3AHHbIE C HYXHbIM FEHOM MapKepbl — OnpeaeneHHble HYKNeoTUaHble
BapuaHTbl 1 nocnegosatensHoctn [AHK. CoBmecTHas amnnudumkaums (MLP) mapkepoB BMecTe unu OTAENbHO C UHTEpecyto-
UMM y4YacTKOM reHa, Aaet bonee TouHble pesynbTaTbl aHanu3a, U 3TOT Tak Ha3blBaeMbli METOZA rannoTUNMPOBaHUS SBMSETCS
30M0TbIM CTaHAapToOM Yxxe 6onee AByx AecaTuneTuii. [poBeaeHye NONHON reHOMHOM amnnudmkaumm (YyBenmyeHne KonmyecTea
OHK Bcex xpomocom) nepeg lNMLP cTtano TexHu4yeckMm ycoBepLUEHCTBOBAHMEM METOAA M MO3BOMUIIO YBENUYUTEL KOMUYECTBO
OHK ¢ nsHavanbHbIx 7-35 nukorpamm go 1-2 Mukporpamm,

YTO yXe conocTaBmMmo ¢ TeM konudectsoM [JHK, kotopoe no- nrr-m
Ny4atoT 13 KNeToK KpoBu Ang pyTuHHbIX JHK-TecToB.

MrT-M metogom NGS Takke paccmaTpuBaeTCsl B Kaye- ;: ﬁﬂgﬂg?;;"g&gﬁf I'(ﬁggf.'( passnTwsi. TpoakTopepma. 5-10 kretok.
CTBE COBPEMEHHOro noaxona n rno3BONIAET MPOBOANTL OA- 3. MonHas reHoMHas aMnanduKauus.
HoBpeMeHHoe ¢ [I'T-A TectnpoBaHune. Metog NGS Bknto- 4. MNpamas AHK-gnardocTvka. OnpefeneHue HenocpeacTBeHHo
yaeT dparmeHTaumo OHK 1 nogrotoBky «6ubnmotek», a CcemenHon MyTauu.
3aTeM «npouMTaHHbIe» nocreaosatenbHoct OHK como- 5. KocBeHHasi IHK-anarHoctvka. AHanus cuennexusi. FleH+mapkepbl

. BHYTPU 1 BOKPYT rexHa.
CTaBnsATCH C 3TanOHHbIM reHOMOM. BaxHenwmnm napame- CemenHasa myTtauus

TPOM SIBMSIETCA MOKPbITME reHoMa 1 rnybuHa (Kornm4ecTBo)

«npoyTeHui». [ns MOHOreHHbIX 3aboneBaHuii TpebyeTcs

CEKBEHMPOBaHME C BbICOKUM MOKPbITUEM U BOMbLLIMM KOMU-

4YeCTBOM «MPOYTEHUIY, KOTOPOE B HacTosiLLee BpeMs Bce BHyTpHreHHbIe MapKkepb!
elLle CrULIKOM AOPOro Ansi PyTUHHOIO KIMHWUYECKOro npu-

MeHeHus. [oatomy B GonblimHcTBE Nabopatopun MNIT-M Mapkepoi

MeTo ranjioTunnpoBaHUA MNO-NMpexXHeMy ABNAeTCA MeTOo- 1. ToyKosble MonuUMopeHU3Mb! Puc.5
2. K 0 HK .
[10M BbI6 opa. ‘opomkue noemopsi nocnedosamensHocmu [

BHereHHble mapkepbl
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C yero e HauMHaTb, ecnu cynpyxeckasi napa pewwna nontu no nyt KO ¢ MIT? MNpexae Bcero, Heobxooumo onpe-
aenutbes ¢ KO knuHMKon, rae n OyaeT NpoXoAnTb GONbLUMHCTBO MaHUMYNSLWA.

B knnHWKe OCHOBHbIMW cneumanucTammn 4ns napbl OyoyT Bpay-penpoayKTonor, Bpay-reHeTuk n ambpuonor. Bpay-reHeTuk
Ha OCHOBaHUWN CEMEeNHOro aHamHesa JacT HeobxodnMble pasbsicHeHUs no nposegexuto M. Bpay-penpogykTonor oueHnT
COCTOSIHME 300POBbSA XeHLWMHbI, noabepeT npotokon KO, GyaeTt yyacTBoBaTh B NpoLecce 3abopa ANLEKNETOK U NepeHoce
3MOPUOHOB.

Ombpuronor 6yaeT BbINOMHATL NOATOTOBKY SWLEKIETOK K ONIOAOTBOPEHMIO, ONITOA0TBOPEHNE, KyNbTMBUPOBaHUE amMbpu-
OHOB, Guoncuo TPoIKTOAEPMbI, KPMOKOHCEPBALIMIO SMOPUOHOB, MX pa3MopaXMBaHWe 1 NOArOTOBKY K MEPEHOCY.

Mocne npoBegeHHon Guoncun, GuontaTel SMOGPUOHOB OTMPABAT B reHeTU4eckyto nabopatoputo, rae u byaet npoBoAnTb-
calllT.

Mpexae yem npoBectu MI'T-M, cynpyxeckasi napa npoxoauT NOAroTOBUTENbHBIN 3Tan. [1oaroToBUTENbHLIN 3Tan Takke
npoBoanTCA B reHeTnyeckon naboparopun. [ina nposegeHns noaroToBUTENLHOrO 3Tana B fabopaTtopuio Haao nepenarb 3a-
KINoYeHne reHeTnyeckon nabopaTtopuu, rae NpoBOAUICS NEPBUYHbIN aHanm3; KPoBb (Mnv ApYron Guonorn4yeckmi matepuvarn)
poauTtenen, 6onbHoro pebeHka, 300poBoro pebeHka, ApYrmx poacTBEHHUKOB. Ha oCHOBaHWK reHeTn4Yeckoro aHanusa, Ans
BbISIBNIEHNS1 CEMENHON MyTauuM NoaduparoTcs peakTuBbl, KOCBEHHblIE MapKkepbl 1 BblOMpaeTcs onTumanbHblin metod OHK
aHanusa. lNMogobpaHHas guarHoctTuyeckas cuctema Tectupyetcs Ha koHTpornbHon IHK 1 nocne nonoxutenbHbIX pesynbTra-
ToB anpobauun npeanaraeTcs cembe.

Mpwv npoBegeHum MIT-M y amGproHa BbISIBNAIOT CEMENHYIO MyTauuio 1 onpeaensoT ctatyc 3abonesaHus (6oneH, 300-
poB, HocuTenb). NeHeTu4eckasa nabopatopus BbigaeT 3aknoveHne, u B IKO knnHrke cembsi MOCNe KOHCynbTaunm Bpada u
ambpuonora NpMHMMaeT peLleHne o nepeHoce ambpuoHa.

HacnepncTtBeHHble 3aboneBaHnsi, CBA3aHHbIE C HApyLLEHWEM CBEPTLIBAEMOCTUN KPOBU, ABMAKOTCS MOHOrEHHbIMU 3abone-
BaHUSMUW 1 NO3TOMY AN HUX, Kak 1 Anst Apyrux MeHgeneBckux 3abonesaHunn, MoxeT 6biTb NpoBegeHo MNMI'T-M. Hanpumep, B
nabopartopun, rae aBTop ctatbu npooauT IMI'T, 3a nepuog ¢ ntoHa 2012 1. no ceHTabpb 2021 1. 6Gbin0 npoeegeHo 192 MIrT-M
AN pas3nuYHbiX MOHOTEHHbIX 3aboneBaHun, B ToM yucne ans remocpmnum A-12, ana remocpunum B-5. Bo MHOrMx cembsax
poaUNUChH 300pPOBbIE AETU.

*(npum. pedakyuu) EgzeHuka — Hayka, cmaswasi 8 C80e 8peMsi 3HaMeHeM halliusma, yHeHUe O CeNTeKuuU MPUMEHUMETbHO K YEr08EKy.
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Om pedakyuu: Omy He6OJILWYIO UCMOPUI MbI cllieyuasibHO
nomecmusnu 30ecb, a He 8 pa3desie «CemeliHbIl anb60M», no-
cyumae, 4mo OHa — XKueas usIrocmpauyusi K MeQuyuHcKol meme
Hawez2o0 Homepa. Mbl nonpocunu cemMbu, KOmopbie NPoWIsuU Mo
cnoxHomy nymu 3KO, nodenumbcsi ceouM OnbIMOM. Y4yumbi-
easi, Ymo mema 251y60Ko slu4Hasi, Mbl He ny6nukyem chamunuu

aemopos.

Hawa ncrtopusa Hayanack nog 3aHaeec 2017 roga. Ha T0T MOMEHT Mbl noHMManu, 4to KO — eAVHCTBEHHbIV FrAapaHTUPO-
BaHHbI cnocob poanTb pebEHKa — He HOCUTENS reHa reMouUnnK, HO eLwé He 3Hanu, YTo BCce HeNpocTo. Hal crnyyar — reHe-
TYeckoe 3aboneBaHre MO MY>KCKOW NTIMHWUW: XXeHa 300poBa, My 6oneH remodunuent. Noatomy 3agada ctosina u3 nonyYeHHbIX
3MOpPUOHOB BbIBpaTh Manb4MKoB. M TyT Hac xaan nepBbli CLOPNpK3: ONLMK NPOCTO ONpeaenuTb Non pebEHKa He CyLLECTBYET,
NMO3TOMY HY>XHO AenaTtb MNOSHOLIEHHYI0 NPEUMMNNaHTaLUOHHY0 reHeTnyeckyto anarHoctuky (MIEO) nnn npegnMmnnaHTaunoHHoe
reHeTnyeckoe TectupoBaHue (M), 4To, MO CyTW, OAHO M TO Xe, BKNtoYaeT B cebs Lenbln nepevyeHb 3aboneBaHnin 1 CTOUT, CO-
OTBETCTBEHHO, HEMArIO.

Cpasy ckay, 4TO NOMbITOK NoMy4YeHnsi Ka4eCcTBEHHbIX 3MOPMOHOB y Hac 6bino aee. K criosy, kBoT Ha NI, 4To6bI caenatb
ero 6ecnnatHo, npy KO anga nap ¢ reHeTM4YeckumMmn 3ab0NeBaHUAMN HET, ECIN KTO-TO HA HUX PACCYUTLIBAET.

MepBLI pa3 Mbl Nonany B rocy4apCTBEHHbIA MEAULIMHCKUA MCCrieaoBaTeNlbCKUn UHCTUTYT Ha NporpamMMy KimMHUYECKOMN
anpobauun. Cobpanu aHanuabl, npvexanu. Ha npueme nopsigka 20 nap, cam NpMéM MakcMMarbHO KpaTok, 0bsi3aTensbHo
NPUCYTCTBYET UHTEPH, KOTOPLIN BrnocneacTsumn 1 npoeoaut Y3W. Bpay 6bin 3apaHee B Kypce Hallel KOHKPETHOW CUTyauuu,
NMO3TOMY Mbl, K CBOEMY HECHACTbIO, MOAYMarnu, YTO OH 3HaeT, YTo Aenatb. OgHaKo, Kak MOTOM BbIACHWMOCH, BCEM NauMeHTam
OaHHOTO LieHTpa HasHa4arcsa OA4MH U TOT Xe Npenapar, O4Ha 1 Ta e NPoAoIKUTENBHOCTL LKA 1 Tak aanee. inaneuayans-
HbIV MOAX0A, Ha KOTOPLIN Mbl HaAEANUCh, NOMHOCTBI OTCYTCTBOBan. B pesynbrarte, B KOPOTKOM NMpOTOKore Obino nonyyYyeHo
10 KNEeToK, N3 KOTOpbIX A0 (PUHANBLHOM CTaauy 4OPOCNN NyLb 3 3MOPUOHa, TOMBLKO OAMH U3 KOTOPLIX, nocne nposeaeHus M,
oKasancsi NpurogHbIM A58 nofcaxmBaHud. Ho, yBbl, XKEHCKOro nona.

MonbiTka HOMep ABa Hayanacb B 2019 rogy. Torga mbl yxke MHoro 3Hanm npo SKO, NOCTOSAHHO U3y4anu HOBYH MHAOPMa-
LMo, MpocMaTpumBany KINUHKKKU, YnTanu oT3biBbl. B utore, no pekomeHaaumm gpy3en, nonanu B NAatHbI MEOULMHCKUIA LIEHTP,
Kyda LU K KOHKPETHOMY Bpady. Ha aT1oT pas, Bpay nodolwén k 3agaye nHave. OH He NoHvMMar, NoYemy npy nepBoi NomnbITKe,
y OABYX penpoayKTMBHO 300POBbLIX NoAer, Obino B3ATO Tak Maro KNeTok npy 60nbLUIoM KonnyecTse ponnmkynos, eCriv cTosna
uenb Bbibopa nona. Takke ObiNM YY4TEHbI U HALUW MOXENaHWs MO CMEHe npenapara, T. K. B MEPBOM LMKIe, KOTOpbIA Anucs
10 oHewn, camoyyBCTBUE OCTaBMSANO Xenatb fny4Liero.

lMpenapat noMeHANK, LMK Ha 3TOT pa3 npognuncsa 13 AHen, 1 B nocnegHue Tpy U3 HUX exxegHeBHO npoBoauniock Y3W ons
KOHTpons chonnukynos. M3 20 B3sTbIX KNETOK ObIno nonyyeHo 16 ambpuoHos. [o NI gopocnu 10, 1 Bce oHM OTNpPaBUNCH Ha
KpVIOKOHCEpPBALMIO.

Mocne nposegeHus MO (ctoMMocTe Ha TOT MOMeHT nopsaka 30 Tehicay pybnei 3a 1 aMBpuoH), Bbin BbIGpaH 300pOBhLIN
3MOPUOH MY>XXCKOro mona.

Moacapka Gbina NoYTy Yepes 5 mecaueB (3TO ObINO HALLE XenaHne, MOXHO Aenartb U paHbLUe), 1 Tenepb Mbl — POAUTENN
300POBOr0 ChIHA.

MoaTtomy, ecnu Bbl BOPYr cOBpanvcb NPOWTU 3TOT MyTb, O4EHb BHUMATENbHO M TLLATENbHO M3yYaWTe KIMHWKW, Bpaden,
XOAMWTE Ha KOHCymbTaluu, 3agaBanTe BONPOCHl U 30paBo OLEHUBANTE MMEHHO Ball noTeHuuan. byay paga, ecrnv Haw onbIT
KOMY-HMOYOb MOMOXET.

AHHa
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| Om pedakuut}: B nocnedHUx XypHasiax Mbl 3a0ajiucb Yesibio rnucamse o JIodsix ¢ 2eMogpusnueli, Komopble, He CMO-
mpsi Ha amy cepbE3Hyr npobiiemMy, cMoasu npeodosiems noecedHe8Hble mpydHOCMU U peasiuzoeamb cebs — & no-
33uu, xueonucu, ArL6umol npogeccuu unu arbumom desne, 3agoesae ceOUM MPydOM, yropcmeom, masaHmom npu-
3HaHUe OKPYXKaloUWUX. Ce200Hs1 Mbl IpedsiazaeM YumamersisiM UCMOPUHO O CUIbHOM AyXOM YesioeeKke, €20 He0b6bIYHOM
yeJsieyeHUU u 0 mo:Ta, 4mo MHo2ue HernpeodosiuMbie mpyOHOCMU HernpeodosIuMbI MOJILKO Ha nepebil e321s0. [[pocmo
u3-3a mo2o, Ymo Ha emopoll He y Kax0o20 xeamaem cu/... Mbl HaleeMcsi, Ymo Yumamesiu NPOHUKHYMCs1 4yeCmeom

80CXUWEeHUsI U yea)XKeHuUsl, KOmMOPbIX 3mom 4eJ/108€K, 6€3yCﬂOGHO, 0OCMOUH.

..INocne Bo3BpaLLeHnsa NpoLwno 3 Hegenu, SMOLUN YNErUCh, HaKOMMB-
LmMecs aena nepenenaHbl, MO30rM NoyTU cowwnu. Hactano Bpemst nocra-
paTbcs Noapo6HO M CMOKOMHO onucaTb YTO 3TO, Kak 1 3a4eM 6bIno, ¢ Yero
Ha4yanocb 1 Yem, BO3MOXHO, NMPOJOIMKNTCA. DTOT NOCT HE NPeTeHaYeT Ha
NoApPOGHbIN OTYET: 3TO MPOCTO MOW NINYHbLIV B3NS C KMOEWN KOMOKOMbHUY
Ha gaHHoe Meponpusitue. Barnsg AOBOMbHO ry6OKO NUYHBIN, C Yy4ETOM
MOWX NINYHBIX OCOBEHHOCTEN N «TapakaHOB». Bo3aMoXxHO, OH ByaeT nHTepe-
CeH TOMbKO MOMM O4eHb GrU3KMM OpYy3bAM WIn Y3KOW ayanTopuu, Kotopas
HaMgeT B 9TOM OMUCaHWM YTO-TO Ans cebs. MHe 44 ropa, y MeHsi reMo-
dunusa b Taxxenon gopmbl, HeagocTaTok IX dakTtopa cBEPTbIBAHUS KPOBW,
WHBanNUOHOCTb 2-1 rpynnbl ¢ AeTcTBa. Cenvyac, KOHEYHO, y Hac eCTb hakTop
no dpegepanbHoOr NporpammMe, Ho 6orbLuasi YacTb MOEN XKU3HKM NpoLuna Ao
€& BHeOpeHUst, N Kak pe3ysbTaT — TSHKeNnoe NopaxeHue BCex KPYMHbIX CyCTaBoB, OCOGEHHO Ha:HOrax. Ha AaHHbIN MOMEHT Tpu
13 HUX (TazobeapeHHbIN 1 06a KONMEHHbIX) — XXenesHble.

Ecnu nckatb Todky oTcyeta, 1o ato 6yaeT aBryct 2006 r., ropog BonuH, MNonblia. MNprexas Ha oauH U3 KPpyNHENLnX de-
ctvsanei Esponblno PaHHemy CpeaHeBeKoBbio, i 06Hapyxun Tam kopabnu... Hactoslme apakkapbl. B 1o Bpems A 6bin
YBEPEH, YTO MOSl POfib B MCTOPUYECKON PEKOHCTPYKLMM Tak U ByaeT orpaHuyYeHa, TOProBren 1 opraHm3aumneid npousBoacTea
1 MepONpUATKHIA Bou, YK 1 KOMbs MO COCTOAHMIO 300P0BbSA GbIAN AN MEeHs 3aKpbIThl, MeTannoobpabotka Toxe. A GonbLue
0C060I ABMXKYXM B TO BpeMs He bbino. Beakue newuvie aena otmaganu, nowazn buinv o4eHb pUCKOBaHHbI.

JNogkn! Horn 6co6o He y4acTByHoT, a pyku Bbinv KpenkuMmu 1 paseuTbiMy Griarogapst’ HECKOMbKUM FToAam, TOProBv MpoyK-
TaMW Ha pPbiHKE U B CBOMX MarasuHax (rpy3uTb-BO3UTb. MPUXOAUIOCH MHOMO, MOCTOSIHHO U Tshxeno). MosBunack yHukanbHas

BO3MOXXHOCTb MonpoboBaTh cebsi B kayecTBe rpebla, U S ee He ynycTun.
Becno 6bIno YepT-Te KakuM TSKenbiM, Bce Bblno TpyaHO U Heyao6Ho, HO A
Aymarn Tonbko 06 0gHOM — He ono3opurbest! Mony4nnock HopMasnbHO — He
Xy>Ke, YeM Yy OCTanbHbIX HOBUYKOB. BOT 4TO 3HauMT motmBaums! [la, koHeu-
HO, ObINIM 3aMUHKW C NePeaBMKEHUEM MO NOAKe, Nocaake-Bbicaake (310 He
ONS HErHYLUMXCHA KONEHEeN), HO TakMe 3aMUHKM ANs MEeHSA NpuBbIYHbIE. Tor-
na, B 2006-m, eLle He Bbino geaepanbHOro aktopa, U 3TOT SKCNEPUMEHT
Tak 1 ocrarcs SKCFIepl?iMeHrTOM,LHO CEMSI MeYTbl FEerno B MO AyLly...
LLnwv rogbl. MHoroe"nil)l\‘neHﬂnOCb N B MOEW XXMU3HWU, U B CTPaHe, U B ABU-
XKeHUn MCTopwqeckoﬂi péKOHCprKuMM. K2019r. a ctan ctapwe Ha 13 neT, y
MEHs NosiBinAach CeMbsi, ABE NPeKpPacHbIe Ao4epU. A MPaKTUYECKY YLLen s
aKTUBHOW CbeCTMBaJ'IbHOM PEKOHETPYKLMM, NPOAOIKas AenaTb 3akasbl. 1o
3TOr0 BPEMEHMU yc,nen o6bexaTb MOSIOBUHY CTpaHbl ¢ hecTUBanbHOM . Top-
rOBnen, noTom 6blﬂ ﬂ.J‘IVITeJ'IbeIM nepepbIB, Noka ety Obinu coBCEM Ma-
/ J'IeH_bKVIMI/lf " 3,qopoahe Tpebosaro BHumMaHus. Ho Aetv pocnu, ABa cycrasa
GbINY 3aMeHeHbI Ha XKeresku, dhakTop cran MPUBLIYHON HOPMOWI KWU3HU, OT-
KpbIBAIOLLEN FOPU3OHTLI. PEKOHCTPYKLIMSI-B CTpaHe Toxe WarHymna Aaneko
i Bleped. Popmathbl hecTuBaneil U3MeHNINCh, NOABUANCH ‘HOBbIE .DOPMbI
yHacTiis, B TOM Ymcrie MoXoAbl, B TOM Yncne BoAHble. MNpuilna nopa peanu-
| 30BbIBaTh Mequ f
| . fl cnegun 3a gencTBuamMu Magria CemeHOBa (Mans) B nnmaHe noxonos
Mo ero nyénuvkauuam, Mbl NoaAepxXuBany obLLEHNe 1 Mo Bonpocam npoms-
i * - "
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BOACTBA, U MHOrAa A npueaxan Ha Pycbopr — noToproeaTth M «noablllatb» ABukeHneM. CooblieHune, 4To npoBoanuTcs Habop B
noxog Ha Ctambyn, MeHs1 NOATONKHYIO. A NOHAN, YTO Nopa, OTKNaAblBaTh HEMb3sA. A HanMcan emy nNpPsIMo, BCe Kak eCTb CO BCce-
MU pyckamu 1 TpygHocTaMu. OH, Kak OTBETCTBEHHbIV YeroBeK, Cpasdy ckasan «HeT». H 3Toro oxugan, no3ToMy He CMYTUICH U
NPEANOXNIT HEe TOPONMUTBLCS C OKOHYaTENbHBLIM OTBETOM, @ MPOBEPUTb MEHS, N3y4nTb BONPOC M TOrAa NPUHATL OKOHYaTernbHoe
peweHne. OH, Kak MyapbI YernoBek, ckasan «aay.

HaBepHoe, naHaeMunsa MHe B 3TOM NrniaHe HEMHOro nomorna. Bo-nepBbix, NOX0o4 OTNOXWIKN, U Y MeHs1 Obinia BO3MOXHOCTb
3aBoeBaTb foBepure. Bo-BTOpbIX, JaneKko He y BCex 13-3a naHg4eMumn bblna BO3MOXHOCTb MPUHSTL y4acTue B 9TOM MNiaBaHuu,
N «KOHKYPC» ObIN HUXE, YTO NMOMOITIO MHE OKa3aTbCsl B COCTaBe aKuMnaxa.

A, KoHeuHo, rotoBuncs. NMoMUMo NOAroTOBKM KOCTIOMa M HE0BXOAMMOWN NOXO4HOM 3KUMUPOBKM, COMMTAacHO pekoMeHaaumsaMm,
S nocTtapancs npuBecTn cebs B MakcMmanbHyto duranyeckyto opmy. A Bbleaxan Ha BaxTbl MO CTPOUTENbCTBY Kopabns, ¢ Tpy-
AOM, HO HaCTONYMBO BHMKasA B TEPMUHOMOIMIO. S 03HAKOMMICHA C OCHOBHBLIMU MPUHLIMNAMUN XOXOEHUSA Ha NapyCHO-BECENbHbIX
cyAax B Teopuu U nocTtaparncsi UCronb3oBaTb BCE BO3MOXHOCTM NPAKTUKW, KOTOPbIE NPeacTaBUunmnch B pamkax gectusans
«Pycbopr-NagenHoe none» B aBrycte 2020 r. B Hosbpe 2020 r. &1 ner Ha aHAONPOTE3MPOBaHNE NPABOro korneHa. ATo cTano
yXXe TpeTben xenesko B Moux Horax. Jlletom 2021 r. 51 cagenan o6a KOMNOHeHTa BakLMHbI. A Gbin roToB.

ELle BecHoW cTano noHATHO, YTo noxog Ha Ctambyn He MoXeT ObiTb OcyLLecTBNeH 6e3 NONMHOLEHHbIX UCMbITaHWI kopabns
Ha «bonbLion Bogey. bbiNno NpUHATO peLleHne NpoBeCTM AaHHbIE UCNbITaHMA Ha Jlagore B KOHLEe aBrycTa, nocne npoBeaeHus
dectmBans «JlageriHoe none 2021». YacTb komaHabl, BMECTE C KanMTaHOM W1 kopabnem, Tak U NnaHMpoBanu: cHavana npu-
exaTb Ha dpecTmBanb, NPOBECTM TaM Heobxoaumble 4opaboTku, 1 NpsAMOo ¢ dhecTuBans oTnpasuTcs Ha llagory. B nx yucne 6bin
na.

[OTOBHOCTb M NMaHbl — 3TO XOPOLLO, HO FTOTOBHOCTb — 3TO HE YKrafblBaHWe BELLEN MO CMNUCKY, a NinaHbl — 3TO He TOYHbIN
rpacuk. B cBsi3n ¢ annacutyaumen gpectmBanb Obin OTMEHEH 3a 4 AHA OO0 Hadvana. TeM He MeHee, S BMECTE C CEMbEN OT-
npasurncs B Enew, T. k. y Hac Tam 6bin 3a6poHUpoBaH AOMUK Ha Typbase, NoLMTbl KOCTIOMbI, B35Tbl OTNycKa 1 T.N. Mbl nnaHu-
poBanu NpoBeCTV BpemMs BMeCTe nepep pacctaBaHWeM, 1 caenany 3T1o C YCrexoM, eCrnv He cYnTaTh Toro ghakTta, 4YTo Y MeHs
pa3BuIica AaBHUIA NepuocTuT (Mo-npoctomy — cornitoc). Ecnm paHbLue aeno 06xoaunock NonockaHveMm, To Ha 3TOT pa3 BCe LSO
K cpbiBy noxoga. bonb 6bina gnkas. Mel Haxogunuck 3a 250 kM OT AoMa, a 3aBTpa paHo YyTPOM S JOMKeH Obin BblgBUraTeCs B
cTopoHy MNutepa, 4Tobbl ycneTb Ha kopabnb. Tem He MeHee, s He cobupancsa caaBaTbCs. YTPOM s yCren noMoyb C MOrpy3Komn
Kopabns Ha Tpan, 3ackoyun B anTeKy 3a aHecTeTUKOM, 3abpan cembio ¢ Typbasbl 1 oTnpaBurnca goMon. XXeHa nogMeHuna
MeHs 3a pynem, MOTOMY 4TO nocre npvema obesbonuearoLlero MeHst NpocTo Belpybuno. Mel Obinv Joma Be4epoM, U Bce, YTo
S ycren, 9To nory4acoBOn NpueM y ctoMaToriora, B pe3ynsrate KOTOPOro BbISICHUITOCh, YTO B NMOXOA S UATM He MOry, Tak Kak
MHe TpebyeTtcsa yaanuTb ABa 3yba, caenatb pa3pes A BblBEAEHWUsI THOS 1 yCTaHOBUTbL ApeHax. bbino 9 Bevepa BockpeceHbs,
KIMMHKKA 3aKpbiBanach, a B 5 yTpa noHeaenbHuKa Mbl ¢ HanapHUKOM, KOHCTaHTMHOM, AOMKHbI Oblnv TPOHYTLCA B NyThb. ..

A pewnn exatb. YTpom cobpan Belw, B3sn nekapcTsa v NpUNyxXLWmin, HO peLunTenbHbIA, OTNPaBucst B CTOPoHy lMNuTtepa.
[Hopora npotuna xopotuo, gobpanunce Mbl AOBOMNBHO BbICTPO: NnaTHas Tpacca — 3To ygobHo, XoTb 1 goporo. lNMpuexanu 3aceeT-
10, NO3TOMY YCnernu oCMOTPETb BEPOSATHbIE MecTa Crycka
Kopabnsa Ha Bogy. Bbibop nan Ha axT-kny6 «KowwknHo» B
nocenke uMm. Mopososa. CoobLmB KoOpAMHaTbI KanuTaHy,
cnefoBaBLUEMY C KOpabnem Ha Tpane, Mbl PELLUIN 3aHOoYe-
BaTb B AXT-kny6e. Movcku npuyana «cbenu» ocTaTku OHS,
1 peLleHre Bonpoca ¢ oritocoM s OCTaBui Ha BTOPHKK. Bo-
npoc 0O MOEM y4acTuM B MOXOAE «BUCEN» Haf HOYHOW rna-
Abto Jlagoxckoro o3epa, HO HEKOTOPOE KONMYECTBO poma t
yCTanocTv NoMornu MHe ycHyTb. HoueBan A B 6eceake Ha
Oepery, Kocts — B MalvHe.

BTopHWK Ha4yancs ¢ paHHero nogbema. Hackopo ymbIB-
LIMCb, Mbl OTMPABUIMCb BCTPeYaTb KanuTaHa c Kopabnewm
Ha Tpacce. YToObl He puckoBaTtb, [lanb xoTen cHadana
NIMYHO OCMOTPETHL MeCTO cnycka. MecTo noHpaBuniock, Ko-
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MaHge 6bina gaHa Todka cbopa. MpoBoame Tpan ¢ kopabnem go
AXT-knyba, s nony4mn HEMHOro BpPEMEHU AN pelueHust 3yGHoro
Bonpoca. B nocenke um. Mopo3oBa 6blf1 €QMHCTBEHHbIA CTOMATO-
JIOrMYECKMIN KabUHET C HEe OYEHb BLICOKMMMW OLleHKaMun B AHOekce.
OcTtanbHble 6binn cunbHO Aanblie. bes ocobbix Hagexnd, HO Bce
TaKke MPEenCronHeHHbIN peLIMTENbHOCTLIO, 9 Hanpasurica Tyaa.
OtcTynatb 6blno Hekyaa U Hekorga. bbino MOHSATHO, YTO ceroaHs
BeCb [eHb 3aMeT paarpyska, Cryck Ha Bofy, Norpyaka, ocHacTka 1
T. M. NogroToBka. BeixoanTe Byaem 3aBTpa yTpom.

OueHkn AHOekca okas3anuch CUMbHO 3aHWXKeHbl. OTANYHO YKOM-
NEeKTOBaHHas CTOMATONOMMs Ha YPOBHE MyYLUNX TYNbCKUX KITUHMK.
[pryem He TorbKo TEXHUKOM, HO 1 kagpamu. MNpekpacHbin Bpad Ou-
aHa [eMbsiHOBHA, NPaKTUKYIOLWMI XMpypr ctaunoHapa B lMutepe,
HECMOTPS Ha CBOK MOSIOAOCTb, Cpady BHyLUUIIA MHE YBEPEHHOCTb
B ycrnexe. OCMOTpeB NpPoBeMHyt0 30HY 1 caernaB CHUMOK, OHa noa-
TBEPAWIa HeOBX0AMMOCTb yaaneHus 2 3yboB 1 NOCTaHOBKM ApeHa-
)a, ogHaKo, ycrnokouna Tem, YTO NPy HanmuM4umn Bpaya Ha Kopabne
1 cobnogeHMn HEKOTOPBIX HOPM U Npoueayp, S BNOSIHEe CMOory OT-
npaBuTbCA B MnaBaHue. femodunua ee He cmyTuna. Mbl JOFOBO-
pUnMcb NPOBECTY onepaLunio Yepes Yac — e Hago OblNo NPUHATL
nayueHTa no 3anvcu, a MHe — @akTop, T. K. YTPOM Ha 3TO COBCEM
He ObIfo BpeMeHM.

Bbingsa n3 ctomaronoruu, g cpasy B MaluMHe BBEMN ABONMHYO Jo3y dhakTopa. PuckoBaTtb He xoTen. Mbl ¢ KocTen ckopoTtanu
oXxugaHve o6efom, T. K. MOHUManu, 4YTo nocrie yaaneHus 3yb6oB HekoTopoe Bpems s Bydy NuLeH Takon BO3MOXHOCTU. B Ha-
3Ha4yeHHOe BpeMs S NOAHSANCS B KaBMHET, MHe caenanu Bce Heobxoaumble MaHUNynauuv: yoanunu Aea 3yba, 3alunnu paHy,
cAenanu paspes, yCTaHOBMIM ApeHax. Mbl JOrOBOPUINCH, YTO S NOAbeAy BEHEPOM Ha KOHTPOIbHbIA OCMOTP M, NO BO3MOX-
HocTu, yTpoMm. Ecnin yTpom He monyuutcs, To npuwinio goto Ha WhatsApp. A kopabenbHbin Aok OyaeT cnegutb 3a MOMM Ape-
HaXXeM 1 yganuT ero He No3)e, YeM Yyepes Tpoe CyToK. Hago ckasaTb, YTO KpOBOTEYEHUE BO BpeMS yAaneHus bbino coBcem
He cunbHOe, B Npegenax HopMbl 340POBOro YenoBekKa.

BepHyBLIMCh B AxT-kny6 Kk kopabnto, 1 HeMHOro noy4acTBoBas B pasrpyske 1 ocHalweHun. bes daHatuama, T. K. Harpy3ka
Morfa CripoBOLMpPOBaTh KpoBoTedeHne. Mbl nepeogennch U NepeHecnu nNuyHble BeLy Ha kopabnb. Beyepom cbesgun Ha oc-
MOTP, 3aTeM MOY>XUHAMNW y KOCTpa 1 PacnonoXunuce cnate Ha nanyoe.

YTpom Bce 6bIfI0 B COOTBETCTBUM C NPOrHO30M Bpaya, M NO3TOMY S OTANbIN BMECTe C KOMaHAoW. Ha MHormx ¢oTo 5 ¢
OTEKOM, KOTOPbIV CXOAWM TpU Hegenu. OTo — CTaHAAPTHBIN NocneonepaumoHHbIA OTeK. HKakux KpOBOTEYEHUI U reMaToOM He
6bino. U 3a Bce Bpems noxoga MHe yaanoch M3bexaTb OCNIOXHEHWUI, CBA3aHHbIX C NepeoxnaK4eHneM Unm pacnapuBaHvem.
HemHoro o kopabne. «Ckanba» — 3T0 PeKOHCTPYKLMS OPUrMHanbHOro Kopabns BUKMHIOB, MOGHATOrO co AHa dbopaa B [aHuu.
Ha gaHHbIi MOMEHT 3TO — camblvi 6onbLUon gpakkap B Poccun,
ero gnvHa 18 m, wvpuHa no mugento 3,2 M, nnowaae napyca 49
KB. M, anuHa Becna 4 M. OH o6opygoBaH 12 napamu BecernbHbIX
NopToB Ha 24 rpebua n mayton 12 m.

Cpasy ckaxy, YTo caMOW rnaBHoM npobnemor B noxoade Ans
MeHs 6bIno nepeaBmkeHne no kopabnto. Mpbirate Yepes GaHku
(ckambu rpebuoB) no nanyGe, 3aBaneHHOW CHACTAMU U BeLl-
MeLLUKaMu, 3aHATME He Ang npsMbIX Hor. PerynspHo ato Hago
ObINo AenaTb NOA HAaTSHYTbIM Ha HOYb TEHTOM, a K MPENnATCTBU-
aM gobasnanuck nexaiume Ha nanybe matpockl. HoueBanu mbl
BeCb NoXof Ha kopabne, 1 310 6bINo OTNNYHBIM peLleHreM. PoB-
Hasa nanyba n3baBuna Hac OoT HeobxoaUMOCTH pa3brBaTb exe-
[OHEBHO MOITHOLEHHbIV Nnarepb ¢ nanatkamu Ha 6epery. A 6epera
ObINM BCce BpeMs pasHble U He Bcerga npucrnocobrneHHble Ans
5-7 nanatok, 4Tobbl pa3smecTnTb BCO KomaHgy. Cnanu mexay
OaHKamu Nno ABOE «BanbTOM».

Btopow npobnemoni 6bina Bbicagka-nocagka Ha kopabnb. B
nopTy, NpX HanM4MM Npuyana, ¢ 3Tum npobnem Hert. A Ha Heobo-
pyooBaHHOM Gepery 3ato — cepbe3Hoe npensTcTeue. Npbiratb
npuxogunocb B Bogy ¢ BbicoThl 1,5-2,0 m. Hy 1 3anpeirmBatb
obpartHo... lNpaBga, Ha BTOpon AeHb Mbl 060pyaoBanu nogobue
BEpPEBOYHON NECTHWLbI 3 Napbl NeTenb.

HecmoTps Ha 0b6blYHbIN pacnopsagok: NogbeM — 3aBTpak — rpe-
6na (nHorga napyc) — oben — rpebnsa — yxXuH — oT60M, KaXxablin
OeHb Obln He MOX0X Ha Apyron. MeHsnmcb MmecTa, 3agaym, cTos-
Lue nepen kopabrnem n KOMaHAOoN, Noroga... OX Y ata nagox-
ckas noroga... B uenom, 3a oBe Hegenu Mbl NPOLLAM MO 03epy
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300 KM, 3TO C y4eToM LUTOPMOB, 3ax040B B NopThbl [Mpuosepcka v JlaxgeHnoxen. MNyTewwecTeme 66110 N3PSAHO HACKILLEHO Npu-
KIMOYEHNSIMU Camoro pas3Horo poAa, ckyvatb Obino Hekorga. Havatb XoTst Obl € TOro, 4TO B camblii NEpBbIA AeHb HA GOKOBOM
LUKBasie Hac packadarno, u madta TpecHyna. 1o Cny4unocb us-3a bpaka B ckrernke n cnabo HabuTbix (HaTsHYTbIX) BaHT. Ho
yoaya ynblbaetcsa cmeneiM. MayTta He cnomanack, koMaHaa (Ha TOT MOMEHT €eLLe NPaKTUYeCK Mano CnaxeHHas) Ha yaverne-
Hue BbIcTpo cnpaBunack. Mbl, COXpaHWB XOA, U yrpaBneHne, CMOTTIM CHATb MayTy, He NOBPEeaMB HU NOAKY, HY SKunax. OTo Ha
BeTpe 10 m/cek v BomnHe 1,5 m.

Tonbko kpaTkuii, 6e3 NogpobHOCTEN, NepedeHb HaLUMX MPUKITHYEHNI MOXET 3aHATb MOMOBUHY CTPaHWLbI, NOSTOMY NOA-
pobHocTn ByayT, HaBepHoe, B Apyron pa3. Mbl WM Ha Becrnax no 7 YyacoB, 60ponmcb CO BCTPEYHbIM BETPOM, HE AaBaBLUNM
3ainTn B ByxTy, U C GOKOBOW BOSHOWN, 6pocaBLuel Kopabnb Ha KaMeHHbIe CTEHbI LUXep; 6OPONMCh CO CKYKON, Nepexuaas LuTopm
OBOE CYTOK Ha OCTPOBE C pagnoakTUBHbLIM MOTUIbHUKOM (cnacana 6aHsi B oMHCKOM BoeHHOM GyHKepe 1 obLieHne ¢ pbibaka-
MM); ocMaTpuBanu gocrtonpruMmedaTensHocTy MNprosepcka nog NponmBHLIM JOXAEM; cnacanvcb 6ercteoM oT roctenpumMmcTea
B JlaxgeHnoxbe; oTMeYyanu Mo AeHb PoXAeHUs1 Ha KaMEeHHOM yTece; 3aropanin Ha COSHbIWwke npu +13; NoBUNM 1 KONTUIN
pblOy; Urpanu B KOCTK Kak HacTOsILLME MOPCKUE BOSIKM; NENM NeCHU U 04eHb MHOMO CMEesiNIUCh, MHOorAa OT cTpaxa...

Yto 3anomHunock? MHoroe. YTto noHsn? To, 4TO HET Npeaena YenoBeyYeckMM BO3MOXHOCTSIM, ECIT eCTb XKernaHue, OroHb,
ropsilumii B cepaue u rmasax. Cenvac tebe kaxeTcsi, YTO FPeCcTU Ha YETbIPEXMETPOBOM Becre 7 YacoB NoApsid 3TO HEBO3MOX-
HO, HO NToMaeTcs MayTa, U y Tebs HeT Bblbopa. A Ha cneaylLwmin AeHb Tbl CaauLbCsa Nog napyc U Ha ckopoctu 15-17 km/v,
nocre AByX YacoB NPOHM3bIBAKOLLErO BETPA, HAYNHAELLbL MeyTaTb 0 rpedne. Tebs Lenbii AeHb 6onTaeT Ha BOSTHE U XO4YETCS U
KOCTEPp, M Y>KWUH, 1 TENIbIV NNaLy, U cnaTb, HO BTOPOW AeHb Ha 6epery HaunHaeT cBOAUTL C yMa. Tbl MOHMMaeLLb, YTO HET Npeae-
na TPYAHOCTSIM, U Ha KakAOM HOBOM YPOBHE Tbl MOHUMAELLb, YTO HET TPYAHOCTEN, KOTOpble Tbl HE CMOr Obl MpeogoneTsb. Thbl
3amep3 3a Houb, HO, YTOOLI CripaBuTb HyXAy, Tebe Haao pasneTbes U BbINE3TU U3-NOA TEHTA NOA XONOAHbIV J0XAb, MOTOMY YTO
BELUW ANsi CHA AOIMKHbI ObITb CyXUMU. AN CHSATL LITaHbI U NPLITHYTb B XONOAHYI0 BOAY MO nosic, 4Tobbl npoity 100 meTpoB A0
Oepera n pa3BecTy TaM OroHb A1 Y>KUHA UK 3aBTpaka. M oT TBomx AeNCTBUIA, TBOEIN JIMYHON CTOMKOCTU 3aBUCUT BCS KOMaH-
Aa. Y Kaxpgoro cBosl 3afava, Ho Ux cyMma NpuBoauT K ycnexy. HaBepHoe, Ha nogke, kak HArAe B APYroMm MecTe, MOHMMAaeLLb,
YTO BaXKHO. A BaKHbl UMEHHO N0AN, KOTOpble C TOOON B 3Tol noake. KoHevHo, BaxkHbI U MOArOTOBKA, M BCe OCTanbHOe, HO 6e3
KoMaHAbl, 6e3 KOHKPETHOrO YeroBeka, KoTopblii NPOTAHET Tebe pyKy, 3TO HEBO3MOXHO.

[BaguaTtb Tpy YenoBeka NpoLUnv 3TOT NyTb. Kaxabii U3 HUX NpoLuen ero cam, ansa ceds, co ceoummn npobnemamu 1 pago-
cTamMu. HekoTopbix 8 3Han go noxoga. C octanbHbIMU NO3HAKOMWSICA BO BPEMS NMyTeLIEeCTBUS. Tenepb Y MeHSI TOYHO ecTb 22
XOPOLUMX BEPHBLIX TOBapuLLa.

Cepzeli CmenuH, 2.Tyna
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YUutaute Xxopolume KHUIru

CT1aB He 04eHb AaBHO 6abyLUKOM, M MO3HAaKOMMBLUMCHL C MAcCOW He CaMblX AeLUeBbIX Pa3BrieKaroLmMx UrpyLuek ans Manbl-
LUeR, K CBOEMY YAMBMEHWIO MOHSAMA, YTO...UrpPyLLKU—TO COBPEMEHHbIE, CMIIOLLb PA3roBOpPYMBbLIE U MYy3blKaribHble, @ CTUXU U
NeceHKMN, KOTOPbIMU OHW HannykaHbl — U3 ETCTBA AaXe He MOEero CbiHa, a Moero cobcTBeHHoro: ArHns bapTto n Bnagumup La-
WHCKWIA. .. Kazanock Bbl, CTOMbKO NET NpOLUo, BCe BOKPYr AOMMKHO 6e3HanexHo yctapeTb. Ho HeT! B 2021 rogy Hawa TaHsA BCE
TaKKe POHSAET B PEYKY MAYMK, Yy KOro-TO BCE TaKkKe XMBET KO3MNEHOK, a MernkoTa BCE Takke TaHuyeT nofd neceHky Kpoluku EHoTa,
HanucaHHyto Bnagumupom LamHckmm Ha ctuxm Muxavnna MNnsiuKoBCKOro, KOTOPYHO UCTMOMHSAOT UM 9NEKTPOHHbIE UrPYLLUKM. A
Bedb neceHka HanncaHa noyTtu 50 net Has3ag.

Hactonbko yHukaneH tanaHt Ardumn bapto, Camyuna Maplwaka, Cepresa Muxankosa, KopHesa YyKkoBcKoro, 4to ¢ HUMMA
OYeHb TPYAHO TAraTbes... VIX CTuxm gaxe y4uTb He Hado, OHWM CamMu OCTatoTcd B rofioBe. YTobbl MMcatb CTUXU ANs AETEW, Hy-
XXeH 0COBbIN TanaHT.

Kak-To, B Ha4yane OeBSAHOCTbIX eLé, KOrga CbiHy ObINo NeT NATb, NpYexaB Ha MECTO KaKOW-TO BCTPEYM paHblue HasHa-
YEHHOro Yaca, S COBEPLUEHHO CRyYanHO 3apynuia B KHWXKHbIA Mara3uH, NpocTo 4YTtobbl He TopyaTb Ha ynuue. CBobogHble
NATHagUaTb MUHYT S pasrmsabiBana u nepennctbiBana AeTCKUe KHWXKKK, nexalume Ha npunaske. OgHa MHe noHpasuniack — B
cTuxax 4YyBCTBOBaNacb ferkocTb, a LWyTnMBble TEKCTbl YATaTb ObINO MHTEPECHO. S He noxarnena, KynmB KHUXKY HOBOFO Ans
cebsi aBTopa — AHapes YcadeBa. Ero ctuxorBopeHue npo VeaHa lNMeTtpoBuya lMNeTylwkoBa cTano nobumbiM y MOEro CbiHa, a
Mpo TO, KaK KOe-KTO 3axoTen ycTpouTb 6an — y MeHs. [loaToMy napy-Tpoviky NneT Ha3ag, Korda noHagobuncs nogapok ogHOMY
CeMUNETHEMY Marb4uKy, KOTOPbIN U CeNYAC OYEHb MBUT YMTaTb, HO HE O4EHb IOOUT CTUXK, A AaxKe JONTo He pa3ayMbliBana,
a uerneHanpaBieHHO MOLUMa B KHXHbBIN MarasuH, YTobbl KynuTb Kakyto-HWOyAb NogbopKy cTuxoB AHapest Ycadesa. A Obina
yBepeHa, YTo Nogapok NoHpaBuUTCH. Ha MOé yauBreHve, Co CTMxamu He Bblno HU OAHOM ero KHWXKKWU, a BOT C pacckasamu [o-
BOJSIbHO MHOrO. VI mpuULLINOCh MHE yiTK 13 MarasunHa ¢ KHUXKon npo cobayky CoHto. MeHs 9T0 A0 Cux nop orop4aeTt, NOTOMY YTO
MHe xoTenocb y6eauTb ManeHbKoro HembuTens CTUXOB B TOM, YTO YNTaTb MX MOXHO C OFPOMHbIM YAoBonbCTBMEM. Cobadka
CoHs, Nnpasaa, He nogkavana u cymerna noHpaBUTLCH HOBOMY XO35IMHY KHWDKKW. He 3Hato, movemy AeTCKUIM No3T cTan AEeTCKUM
nucatenem, a BOT MOYeMy KOIAa-TO B3pOCIbIn NO3T AHApen YcaveB cTan AETCKAM — ClyYanHo y3Hana. B ogHOM 13 nHTepBblo
OH roBOpUI, YTO BMHOW 3TOMY CTMxM [daHunna Xapmca, KoTopble NepeBepHyNn ero B3rnsa4 Ha Tpy4 noata. M BOT kak pa3 o
JaHunne Xapmce 9 1 xotena HanoMHUTb BceM BabyLlkam 1 AegyLukam, NOTOMY YTO MaMmbl U Nanbl MOTyT MOMHUTb €r0 CTUXWU,
HO He NOMHUTb €ro MMeHU. A POAUIICA OH BCEro-TO Ha OAWH rog paHblue ArHum bapto — B 1905 1., Ho He B MockBe, a B CaHKT-
Metepbypre.
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YauBHuTEeABHAS KOIIKAa

HecuacmHasi kowka rope3ana narny,
Cudum u waey He moxem cmynums!
Ckopee, Ymob 8bl1e4umb KOWKUHY nary. ..
Bo3dywHbie wapuku Hado Kynums!

U cpady cmonnurncsi Hapoo Ha dopoze —
LLlymum, u Kpu4dum, u Ha KowkKy ansoum.

A Kowka omyacmu udem no dopoee,

Omuyacmu o 8030yxy rnnasHo nemum!

30opoBo, npaeaa? A Bbl Obl Aoraganucb peLunTb = .
npobnemy ¢ nanowv Bo3ayLUHbIMU Lapukamm? .

A npo VBaHa TonopsblILLKMHA, KOTOPbLIA =
roLuen Ha OXoTy, MOMHUTE?

A BOT 3arajika, Tak 3aragka:.

Yr0 aT0 OBLTO? w “F
i, _-_ ;
5 wen 3umoto 80os1b 6ooma 5 nobexarn ckopee K peyke, U Gornzo s cmosin y peyku,
B zanowax, A oH beeom nycmurics 8 siec, U dornzo dymarn, CHA8 OYKU:
B wnsne K Hozam nipudenan dee OoWeyKU, «Kakue cmpatHble
U 8 oukax. lMpucen, Howeyku
Bdpya o peke rnpoHeccs Kmo-mo lNoodnpbieHyn WU HeroHssimHble
Ha memannuyeckux Kproykax. U ucyes. Kprouku!»

MHe nogapunu kHxky JaHumna Xapmca net B oguHHaguate. B Hew Gbinu, B Tom Yncne, u ctuxu npo lNntoxa, MNMnwuxa, May-
ns un MNeTtepa — OByX LWEHAT 1 ABYX pebaT. HaBepHoe, NoaToMy A Bcerga gymarna, Yto MMeHHo Xapmc nx astop. Okasanock, 4To
npuayman aTy UCTOPUIO 3a0Mro A0 poXAeHUs camoro Xapmca, ax B 1882 rogy Hemeukui noat Bunbrensm by, Ho umeHHo
BOIbHbIN aBTOPCKMIA NepeBop ¢ Hemeukoro fJaHunna Xapmca B 1936 r. gan nponsBegeHnto OUneT B HOBYHO XM3Hb: BbIKUHYB
CMopHble oparMeHTbl, OH aganTupoBan TEKCT ANs AETCKOW ayauTopun. Tak e, KCTaTu, MOCTYNUIN TOraa e U NepeBOAYUKM
C HEMELIKOTO A3blka Ha aHrmMUNCckuin. MNpoyvtuTte cTuxoTBopenne «Intox un MNnux» B aBTopckoM nepesoge Xapmca. CoBceM He
obsa3aTensHO 6exaTh B MarasvH 3a KHUXKKOM, MPOCTO Habepute B Nto6OM NOMCKOBUKE: «CTUXM ANng aeten Jannnna Xapmcay. U
He TOPOMUTECH CMOTPETb Cpady MYIbTMK, KOTOPbIN 00S3aTeNbHO NOSIBUTCS B CAMCKE, MOTOMY YTO CTUXU — OHUY nydwe! Myctb y
pebeHka OyaeT cBoe npeacTaBneHne o0 NepcoHaxax, Bedb CTuxamu XapMca, Kak KUCTbo, BCE HapUCOBAHO O4YEHb XMBOMUCHO.
He Hapo melaTb AeTsIM noackaskamu, YK Yero-4ero, a paHTasmm UM He 3aHMMaTb.

HaBepHoe, eLé Hago ckasaTb, YTO HET HUYETD YXKacHOro B TOM, YTO MHOIAA NepeBOop, KAKoro-To NIMTEPaTypHOro Npouaeeae-
HWS MPUXXMBAETCS CPeaun YntaTenem nyyile, 4eM nepBouCToOMHNK. Begp cuMtaeM Mbl aBTOpOM NpukntodeHnin bypatuHo Anekces
ToncToro, XoTs U3Ha4asnbHO 3TO UCTOPUS OAHOIO UTaNbsHCKOro nucatens npo MN1HoKkMo, a aBTopoM «BornwebHuka V3ympyaHoro
ropofa» HasbiBaeM A. BorkoBa, X0Ts1 CTb MCTOYHMK BAOXHOBEHUS — «BonebHmk ctpaHbl O3» amepuKaHCKOro NpoUCXOXAEHNS.

Bunbrenema Bylia, npyaymasLLero UCTOPUIO NPO ABYX LUEHSIT U ABYX PeDSIT, XOTb M Ha3blBalOT NEPBbIM SETCKAM MO3TOM-
FOMOPUCTOM U pofoHaYarbHUKOM KOMUKCA Kak NUTEPaTypPHOro aHpa, HO MHOTME pOoaMUTENY CUYMTAIOT, YTO HOMOP €ro 4acto
OKpaLleH B YepHble TOHA, Y UCTOPUMN Ha CETOAHSILLIHUIA OeHb BbIMMAAAT OBOSIBHO XecTko. Hy a HekoTopble B3pocrible cyuTa-
IOT, YTO B 3TOM HET HUYEro CTpaLLHOro, BeAb BCe Mbl B JETCTBE CMESNNCh Haf CTMXaMy YEPHOro toMopa TUNa «...3Be3[04KM,
3BE3[04KM, KOCTOYKMN B pAg...». BO3MOXHO, UIMEHHO BTOPOE MHEHME CTano MPUYMHOWN TOMY, YTO BbILLEALIAs HECKOMbKO neT
Hasaf kHura Bunbrenoma bylua coaepXuT TEKCT NOMHOCTL0, 6e3 Kyntop, CO BCEMU TeMU (hparMeHTaMm, KOTOPbIE BbIKMHYIN,
nocyMTaB HEITUYHLIMU, XapMc U aHrmnMyaHe. BnonHe onpaBaaHo, YTo He BCe pOAUTENN PEKOMEHAYIOT €€ K MPOYTEHUIO, XOTS
nepeBOANI TEKCT — Bbl YAUBUTECH, HACKOMNbKO TeCeH MUp — AHApel YcadyeB. HeT HM4Yero cTpallHoro B TOM, YTO KOMY-TO Hpa-
BUTCS OQHO, @ KOMY-TO OpYyroe, HO BCe-Taku JeTckas nuTepaTypa LOJPKHA CesATb TONbKO pa3yMHoe, 400poe 1 BeYHoe. MoaTomy
AaBanTe noyntaem ctuxm JaHnmna Xapmca.

YuTarnTe xopoLume KHuru!
BanenmuHa NanduHa
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3aHMMaTenbHaA MUHYTKa AAA
Al0003HaTeNnbHbIX pebaTr

Haungu cpegu
6ecnopsaKa nopsanok

Budvt cnopma, Komopviuu MoKcHO 3aHUMAMBCA
npu emopuiuu:

» MNABAHVE ® WIAXMATEI @ EAIMVHTOH  AHarpamMmma:
2 CTPEJIbBA @ TEHHWUC 12 TAHLbI
3 [OJIb® 8 XOObBA 13 ASPOB/KA qacmu meJia 4eJio8€eKa
4 BOYINNHP 9 BEHOCMHE'D' 15 'D'APIBMHF AHazpamMma - 310 BecnopsifoyHas nepectaHoBKa
5 PbIBANKA 40 KEPINUHI 15 JIbDKA OyKB B CIOBE, KOTOPas CO3AAET Apyroe CroBo. m
. 2 Pasragante aHarpammbl 1 3anuLunTe OTBETHI. ; -
WMNBEBAOMWMHTOHDBDWDI 5
ONHWMYYNMAB bWWMDOI N r
BA3OWAXMATBEI WY 1 BOTOIA
3KBEnocnopPTnTNMW 2 UEACEP
BPNW34YBAPbBLBANKATI 3 bllWbILUM 3 ‘
MACTOnNboNWKWLY D 4 CEETKN A B N\
UL AASWKWPATAHLUB W3 5 BbPKO
TXEOATEHHMWMWCIKYLWA 6 BLIOWYETN
w3 KuwdyprPgAUMBWMHTIE 7 30M
KEPINITWMHTIPXOObbA S
PMAbHDBDY MH®UKXMC
UAOSOPOBWMWKAMPOECX
MDbDAXBOY NTWMWHTITY PIE
Ww3TMNMNHTABAHWEYWOAO® 2
CTPEINbBbBAYNBIXNMTI
5 4
o] =) ':‘i
9
1 CneumvanbHas nuny4ka, KOTOpyH MOXHO 1
NPUKNENTb Ha PaHKy
2 Pepkoe 3aboreBaHne CBEPTEIBAEMOCTUN KPOBM 6
3 KpacHble KneTku B KpOBU YeroBeka
4 Tpy6oukn BHYTPY YenoBeEKa, MO KOTOPbIM
TEYET KPOBb 7
5 CneumnanbHbIi rpachvk YKONOB Ans 3aluThl
OT KPOBOTEYEHUM
6 Y10 Takoe MHBLEKLUS
7 3awmTHoe nekapcTBo OT reMouanum
8 Wronka c KpbInbllWKaMu kak Ha3BaHWe KpacuBoro 8
9 KneTku kpoBM, KoTOpble 06pa3sytoT TPOMO ¥ nomoraroT 1 1
OCTaHOBUTb KPOBOTEYEHME
10 KpacHasi »xuakocTb BHYTpU YernoBeka
11 YCTpoWCTBO C NOPLUHEM AIS BbIMOMHEHWUS UHBEKLMNA




OTBeThl

Buabl cnoprta

AHarpamma OtBeT
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KpoccBopa
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FTOPAYAA TNUHUSA:
8 (800) 550-49-21

www. hemophilia.ru

eMOdmnvm opr

5 4
000 «OkTa aukK Al Pow-MockBay,

00O «Takepa ¢apmacb|o1'm(anc» AO «®Papm KC»,
000 «Ceeguw OpdanH Buosutpym», AO «P d‘ O

HaseaHue 3apernctpmpoBaHo B MMHUCTEPCTBE Neyatu n maccoBon nHdpopmauum Poccninckon ®egepaumm
Per. Ne 012378
Yupegutens - O6LecTBO 6oMbHbIX reMmodunmen
Mpu nepeneyatke maTepmanoB ccbiiika Ha "MeMuHdopM" obs3aTensbHa

125167, r. MockBa,
yn. HapbliwknHckas annes, 4. 5, Xynés 10.A.

CTp. 2, KOMH. 317, 320
Ten./tbakc: (495) 612-2053, 748-0510 Ay6uxnta M.B. Tupax 2 000 3ks.
e-mail: office@hemophilia.ru Fanauna B.A.

web-site: http://www.hemophilia.ru
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