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LAAXN MOKPALLEHHA AKOCTI XXUTTA XBOPUX HA TEMO®ITIHO

disnyHa peabiniTayis € HEBIA'EMHOK CKIALOBOK KOMIMIEKCHOI CUCTEMWU JiKyBaHHS NauieHTIB 3
nocTreMap TPO3HUMW TeMODTIYHUMU KOHTpaKTypamu. AK AiKyBaSbHUIA 3axig, isnyHa peabiniTayis 34ilicHI0E
BM/IMB Ha BIJHOBNEHHSI IK PYXOBOi cdepy, TaK | MCMXOEMOL,IAHOI. 3a paxyHOK LbOro BifbyBaeThCsH CYyTTEBE
NOMIMNLUEHHS SIKICTI >KUT T4 0Cib, XBOpUX Ha reModinito, J03BO/SAE IM BifUY TN NOBHOTY XKUTTH.

dusmyeckas peabuMTauMs SBASIETCS BaXKHOW COCTABMSIOLLEA KOMIIEKCHO/ CUCTEMbI NeYeHNs!
NauMeHTOB C MOCTTeMapPTPO3HLIMU TEMO(UINYECKAMI KOHTpaKTypaMu. Kak cpeacTBO fieveHns, usndeckast
peauUnMTauMsi BAUSIET Ha BOCCTAHOBMIEHWE KaK [BMraTesbHbIX (DYHKUWA, TakK ¥ 3MOLMOHANbHOWM cchepbl. B
pesynbTaTe HabMOfaeTCs 3HAYMTEIbHOE Y/yULLEHWE KAYecTBa >KM3HU 6O/bHbIX FeMotuiveli U Mo3BoNseT
MOYYBCTBOBATb MO/THOTY >KU3HU.

Thephysical réhabilitation is the inaliénable constituent of the complex System of treatment ofpatients with
hémophilie contractions. As well as any medical the physical réhabilitation requires the detailed theoretical ground.
For this reason, création of theoretical basis is primary, as must contain information about criteria of sélections of
facilities ofphysical réhabilitationfor patients with hémophilie contractions.

OpHieto i3 0c06IMBOCTEN Cy4acHOr0 Mepiogy PO3BUTKY CBITOBOTO CyCMifIbCTBA € 3POCTaHHS Yy HacesneHHs
3aXBOPIOBaHb, AKUM MPUTaAMaHHWA XPOHIYHWA nepebir. Lle cynpoBOAXYETLCA PO3BUTKOM Pi3HOMaHITHUX CTIliKUX Bag,
AKi € HacnigKoM YCKNafHeHb OCHOBHMX 3aXBOPIOBaHb. 3a3HayeHe ABULLE MaE ABa acnekTu - CyTO MEAWUYHWNA i
ncuxocouia/ibHuiA. Bigomo, WO HUHI MeguyHa Hayka Ma€ B CBOEMY apCeHasi CyudacHi MOTYXKHI NiKapCbKi 3acobu, sKi
CYTTEBO MOKpaLLlylOTb CTaH 3[40POB’A XBOPUX fIOAEA, TOAI AK McuxocouianbHuii 6ik npobnemMu TpuBaIMn yac
HefoouiHoBaM. Came TOMY MWTaHHA MOPYLUIEHHA MCUMXOCOLia/IbHOT  EK3UCTEeHLIT JII04ei 3 XPOHIYHMMU
3aXBOPIOBaHHAMM NOTPEOYHOTb NWLHOT yBaru. BogHouac, NofyHa, KOTpa CTPaXAae Ha XPOHIYHe 3axXBOPHOBaHHS
MOCTIHO BifgYyBae AMCKOMGOPT, 4acTO He MOXE BMKOHYBaTW 3BMYHI 000B’A3kM (MpodeciiiHi 4m nobyTosi); y
CYKYMHOCTI Lie BKpail HeraTMBHO BifOMBa€ETbCA Ha Ti NCUXO0EMOLIHOMY CTaTyCi, | SIK HACNiJoK - pi3Ke 3HWMXEHHS Tna
HaCTpO, i AKOCTI XXWTTA BUiSIOMY. [0 KaTeropii 3aXBOPIOBaHb, fKi Pi3KO MOTipWyloTh AKICTb XWUTTH, HaIXUTH i
remoinisi[4,5].

"emodinia - Le XpPOHiYHe, reHeTUYHO 06YMOBJIEHE 3aXBOPHOBAHHA CUCTEMM 3CiflaHHSA KPOBI, SIke NOB’A3aHe 3
BIZICYTHICTIO Y nfiasmi OAHOro 3 (hakTopiB 3CiJaHHA KpOBi. XapaKTepHOK O03HaKoK reModinii € CnoHTaHHi abo
NnocTTpaBMaTUyHi TpumBani KposoTeui[3].

Ak i 6yAb-AKWIA  NaTonoriyHWini  npouec i3 XpPOHIYHUM  nepe6irom, remoginia  CynpoBOAKYETHCS
yCKnagHeHHAMM. Haii6inblu po3noBCIOAXEHUMMN Cepes, HUX € YPaKeHHS OMOpPHO-PYXOBOrO anapaty: KPOBOBW/MBU Y
KiCTKM, M’SIKi TKaHVWHW, NOPOXXHWHW cyrno6iB[3]. OcTaHHIA B1A YCKNaaHeHb 3aBfae MauieHTy Haiibiblie isnyHmnX Ta
MOpanbHUX CTpaxkaaHs — Oiflb, HEMOX/MBICTb CaMOCTIHO MepecyBaTUCs, coLjiasbHa AesiHTerpauis. [ns roctporo
nepiofly KpOBOBW/MBIB Y CYrNo6u xapakTepHe MOEAHAHHA Pi3KOro 6ifito Ta HabpsKiB, L0 B MOAASbLLIOMY MPU3BOAUTbL
[0 3HaYHOro 3MeHLUEHHA ab0 MOBHOIO MPUMMHEHHS PYXOBOT aKTUBHOCTI. OKpIM TOro, reMapTpo3n MatoTb CXU/bHICTb
o peumamsie. Tomy nicns MNOBTOPHWX KPOBOBW/IMBIB BWHWKAKOTb MATOMOriUHi 3MiHW, $Ki CYynpOBOLKYHOTHCA
3HVDKEHHAM PYX/IMBOCTI, PO3BUTKOM KOHTPaKTYp, NposiBaMu PUTigHOCTI Ta aHKifo3y ypaxeHoro cyrnoba. bepyuu go
yBaru Toii (hakT, Lo remMoifiuHi remapTpo3v BUHWUKAIOTb NEPEBXHO Yy MOMoAMX ntogen (14-19p.), uinkom 3po3ymino,
L0 BOHM iHAYKYIOTb Y NauieHTa BXXKUIA NCUXOMOTIYHUIA CTaH. BkasaHwid BiK - Lie Nepiog 3aBepLUeHHs K (i3n4HOro,
TaK i NCUXONOriYHOro (hopMyBaHHA KOHaKa, ioro CTaHOB/IEHHS K YfeHa rpoMaam i cycnisibCTea 3aranom. Big Toro, sk
MUWHE Liein Nepiof, 4acTo 3a/1eXNTb MainbyTHS LONA NoAMHW. MaTonoriuHi 3MiHW, L0 PO3BMBAKOTLCA MPU remMapTpo3ax,
CYTTEBO MOTipLIYHOTh AKICTb XWUTTA XBOPUX Ha remodinito. Lle nposBNseTbca Brieplly 4Yepry Yy HeMOX/MBOCTI
MOBHOLIHHO  3af0BINbHATY  MpUpoaHy noTpeby y pyci; MPaKTUYHO 3aBXAM BMHMKAOTb npobremn i3
€amo06¢yroByBaHHAM Yy Mo6yTi, LU0 3aKOHOMIPHO HEBPOTU3YE MNaLi€HTIB, CTBOPKOE KOHMNIKTHI cUTyaLii B POAUHI.
Okpim TOro, TpMBase nepebyBaHHsA B CTauioHapi Nif yac NiKyBaHHA reMapTpO3iB HEraTWBHO BMVMBAE Ha pey/bTaTu
HaByasibHOro npouecy (y KON, Konemxi, iHCTUTYTI). OCTaHHE, B CBOKO Yepry, MOXe MPU3BOAUTU [0 MOPYLLEHHA
coujianisauii Monogi Ta BUHUKHEHHS Mpob6sieMn 3 npaueBnalliTyBaHHAM, OCKifIbKW Y NaujieHTa, Y 3B’A3KY 3 TpUBAIUM
CTaLioHapHWUM NiKyBaHHAM MOXe ByTu BigCyTHS HeobXxigHa npodeciliHa nigrotoska abo ii piBeHb B Cy4YaCHMX YMOBax
BUAB/AETLCA HeJOCTaTHIM. MU OKpeciMnm TiflbKu eski npobsieMun BiporifHOro 3HMKEHHA AKOCTI XWUTTA, AKe BUHUKAE
BHACNIJOK MOPYLLUEeHHs (hYHKLiOHYBaHHS OMOPHO-PYX0BOIr0 arnapary fnpu reMoginiyHUxX KOHTpaKTypax.

3a3Buyaid, 3 METOK MiABULLEHHS Ta BifHOBNEHHA PIBHA PYyX/IMBOCTI B YPaXKeHOMY CYr/io6i 3aCTOCOBYHOThCS
NiKyBa/lbHa (hi3uyHa KynbTypa, (pisioTepanis, Macax. BofHouac BOHWM He nepefbavaroTb LifiCHOrO nigxogy Ao
cucTeMm NikBigaLii reMoQiniyHMX KOHTPaKTYp Ta NONINLIEHHS AKOCTI XXUTTA 0Cib AaHOT KaTeropil.

Cnuparoumnchb Ha BfiacHi pesy/ibTaTu 3aCTOCYBaHHS peabifiTauiiHuX 3ax0giB Yy LbOro KOHTUHIEHTY NaLjieHTiB,
MM MOXEMO 3a3HauWTW, IO 3LIACHEHHID OyAb-AKMX MaHinynsauiii MOBUHHA MepegyBaTu po3pobKka iHAWBILyabHOI
peabiniTayiiHoT Nporpamu, sika CTBOPIOETLCS Ha OCHOBI  6a30BMX peabiniTayiiHnx nporpam. OCTaHHI po3po6asaTLCS
L1 NEBHMX BIKOBUX KaTeropii, pi3HOro nepiogy 3axBOPHOBaHHSA Ta KOHKPETHOT NIoKai3alii ypakeHHs. PeabiniTayiiHa
nporpama nepeabayae BU3HAYEHHS OCHOBHUX NPO6/eM, L0 CTOSATb Nepes KOHKPETHUM MaLieHTOM, MICTWUTb afekBaTHi
MeTOAN OBCTEXEHHsl, 3aBAaHHs, peabiniTauiliHi 3axoAgnM Ta MeToAWMYHI 0COGMAMBOCTI 1X 3acTocyBaHHsA. CyBopa
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iHaMBIAYani3auis 403BONISE LOCATTU MaKCUMa/lbHO MOXJIMBOIO AJ1 AaHOr0 XBOPOro BifJHOB/OKOYOro eqekTy, Lo, B
KiHLIEBOMY pe3y/ibTaTi, ClpUsie NOJTIMWEHHIO PyXOBMX MOX/IMBOCTE NaLieHTIB 3 KOHTpakTypamu[1,2].

@i3nyHa peabinitayisa € NOTY>XHUM JliKyBa/lbHUM 3aX0f0M, TOMY il 3aCTOCYBaHHS CMpPUSE CKOPOYEHHIO
TpUBANOCTi NepebyBaHHA nauieHTa y cTauioHapi. OCHOBHMMW Hacnifkamn 3aCTOCyBaHHA (isWYHOI peabinitauii, AKi
CMPUAIOTb MOKPALLEHHIO AKOCTI XXMWTTA XBOPKUX HAa remoinito € CyTTEBE MPUTYM/IEHHSA, @ TO /i MOBHE MPUMUHEHHS
60/1b0BMX BIAYYTTIB, MOX/IMBICTb PO3MOYaTU CaMOCTiiHe NepecyBaHHA (CMOYaTKy y MeXax nanatv), BM/MBae Ha
aKTMBi3aLilo YHKLIT ypaXeHnx cyrnobiB Ta MOKpaLeHHs TPOQiKM M’A3iB, MOB’A3aHUX 3 YPaXKEHUM CYr/1000M,
MOM’AKLLIEHHA ~ MCUXOHEraTMBHONO BMAMBY  Ha eMOUiliHy cucTemy Bif nepebyBaHHA Yy chewiani3oBaHOMY
(remaronoriyHomy) cTauioHapi. OkpiM TOro, HeOOXiAHO 3a3HaYUTH, WO MPOrHO3W MOBEPHEHHS NalieHTa 40 3BUYHOro
XWUTTS € CIIPUATIMBMMMI 3 TOUKM 30pYy MOr0 COLia/ibHOT aganTauii: B pesynbTaTi MOKPaLLeHHS! PyXOBOT CMPOMOXHOCTI,
nawieHT MOXe npautoBaTy, BUNTUCH, BifNoumBaTtu, peani3oByBaTy CBOT iHTENEKTYaNbHI 3anunTu.

Takum 4MHOM, (isnyHa peabifiTalis AK CKNagoBa KOMMIEKCHOT CMCTEMW JliKyBaHHS CrIpUse LiniCHOMY
MpoLecy BifHOBMIEHHS AK (DI3UYHOrO, TaK i NMCMXOEMOLIMHOMO CTaHy MauieHTa, a Le CYTTEBO MOMIMWYE AKICTb XKUTTS
0ci6, XBOpUX Ha reMoqhisiito, A0O3BOISE iM BigUYTW NMOBHOTY XXUTTS.
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B.C.EAPAHOB, E.B.EAPAHOBA
XUTb BrAPMOHNI CO CBOMW TEHAMU

CTaTTsa npucesyeHa npobnemam pesynbTaTiB PO3LUMGPOBKUA FEHOMY JIOAUHN | CTBOPEHHIO OCHOB
NPeANKTUBHOT MESULINHN.

CTaTbs nocesillieHa npo6nemam pesynbTaTOoB PacLLUMGPOBKA reHOMa U CO3aHNsl OCHOB MPeANKTUBHON
MeULVHBI.

Bpsag nv B Haw NPOCBELUEHHbIA BEK KOMMbHOTEPOB, VHTepHeTa, KOCMMWYECKWX MOMeTOB W BCeoOLeld
rno6anusaumy HalifeTcs YenoBeK, KOTOPbIA He Crbllan O NMOAHOM paclumgpoBKe reHoma yenoseka. O6 3TOM MUpOBas
06LLecTBEHHOCTb Gbla TOPXKECTBEHHO OnoBelleHa 22 anpens 2003 r., kak pa3 B 50-neTHWin 106uneit pacLumgpoBKm
3HaMeHUTON ABoliHOW cnvpam AHK. Cam rpaHAvo3HbIA MeXayHapoaHbIi MPOEKT, KOTOPLIA NpeacTaBnsna coboi ata
nporpaMma, ¥ Te COObITWS, Ta FOHKA, KOTOPYH npeanoxuna MexXayHapogHOMY KOHCOpUMyMY MpeycreBaroLLas
yacTHas gmpma «Celera Genomics», 3aCny>K1BatOT OTAENbHOIO PACCMOTPEHMS, JANEKO BbIXOAALLEr0 3a paMKy Hallei
TEMbL.

[a, KHWra Hawein HacnefCTBEHHOCTM NpoYMTaHa MOYTU MOMAHOCTLIO (98%) M MOYTU TOYHO (BEPOATHOCTb
ownbkn KIg. UTo >Ke Takoe «reHoM»? UYTo y>Ke fano 4YenoBeyeCTBY 3HAKOMCTBO C 3HUMK/IOMEAuein
COGCTBEHHOM HacneACTBEHHOCTU? W camoe rnaBHoe - 4TO CyNMT YenoseKy 3TO 3anporpaMMMpPOBaHHOE U
BbICTPajaHHoe ThiCAYaMM YyUeHbIX OTKpbITUe? ObellaeT AM OHO paii, T.e. u3baBneHue OT 6GonesHeld, AOMry0
300POBYIO XM3Hb WK, Kak B Ciy4yae MeyvasbHO W3BECTHOW OBeYKM [lonnu, OHO TOMBbKO YCYryOuT MHOTUE Ydke
CYLLIECTBYHOLLME NPOTMBOPEUNS 1 NPOGAEMbI HaLLel XXU3HN? PaHO 1av No3AHO NH060e 6OMbLUOE OTKPbITME BbIXOAWT 3a
npefenbl akafemM1myeckoin Hayku. CTaHOBACh BMOIHE CaMOCTOATENbHbIM, OHO HAUYMHAET aKTVBHO BMELLMBATLCA B XXW3Hb
obwectBa. He ctaHyT nm yxe B Onwkaiwem 6yaylueM ropsuve rofiosbl, Takve Kak Te, KTO CerofHs rposutcs
K/IOHMPOBAaTb YenoBeKa, Ha CBOM CTpax W PUCK TOProBaTb reHamu, MaHWMynupoBaTb reHOMaMu W yyywarb
4e/I0BEYECKYHO MOpPoaY?

Monpobyem pa3obpaTbCa B 3TOM K/yOKe MpPOTMBOPEYWiA, 3arafok W HeAOMOMBOK, MOPOXAEHHbIX
LOCTVDKEHUAMY COBPEMEHHON TeHETUKW. BCMOMHMM, YTO KaXK[oe BblAAlOLLEeCs OTKPbITUE, KXl NPOpbIB HayKW B
6ECKOHEYHOCTb HEMO3HAaHHOTO MMeEeT fBe CTOpPOHbl. C OAHOW CTOPOHbI, OHO MpWHOCMT 6naro, ¢ ApYroi - TauT
CKPbITYO 0MacHOCTb. BOMCTWMHY, HalM 3HaHWA MHOXAT Hally Cckop6b! ATOMHas 3Heprus, 3MeKTpUYecTBso,
KOCMOHaBTVKa TOMY ApKue npuMepbl. Heuto nofo6HOe MPOUCXOAMT CerofHA ¢ reHOMOM Ye/loBeKa.

WTak, reHOM - 3T0 BeCb HaCNeACTBEHHbIM annapaT N060ro opraHMsma, B TOM YKc/e U Yenoseka. "oBops
Broxummyeckum a3bikoM - 310 ero HK, B hopme HenpepbIBHOW ABOMHOI cnvpany. PactacoBaHHas B 46 XpOMOCOM,
OHa NPUCYTCTBYET B KaXKA0I KneTke yenoseka. O6Las 4/iMHa 3TON rMraHTCKOM MOseKy bl mopaxaet - 1.7 m! CoctouTt
OHa BCero 13 YeTbipex 6yKB (HYKNeOTUAO0B), YMAC/O KOTOPLIX, Kak ceiivac TOYHO M3BECTHO, cocTasnseT 3.1647-10 . Mo
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