LOIATHOCTUKA TA NIKYBAHHSA HEPBOBO-M'A30BMX 3AXBOPIOBAHb Y [ITEV

C. K. Eemywerko, M. P. LLaiimypsiH, I. C. EemyweHKo

HoBi cyuacHi TexHonorii B Tepanii HepBoBo-M'A30BMX
3aXBOPIOBaHb, CMPAMOBaHi Ha CMOBiNIbHEHHA
iX nporpecyBaHHsA
JoHeybkuli HayioHaneHUt Medu4HUU yHisepcumem
im. M. Topbkozo, JoHeybkuli obaacHuli odumsayuli KniHiYHUU yeHmp
Helpopeabinimayii (M. JoHeybk)

Y ctatTi onucaHi EMI-xapakTepucTtuka Ta HOBi 3axoau B Tepanii
HanbinblWw MOWMPEHUX Y NPaKTULi AUTAYOrO HeBposiora Gbopm
HepoM'sI30BMX 3axBOploBaHb. MofaHi moandikoBaHi cTaHfapTL
LiarHOCTMKM Ta NiKyBaHHA AiTell 3 HENPOM'A30BOK NATOJIOTIE,
AKi BK/OYAOTb MaTOreHeTUYHy, crewianbHy MefMKaMeHTO3Hy Ta
HeMeAMKaMeHTO3HY Tepanilo 3 ypaxyBaHHAM CTyneHA Ba)KKOCTI,
CTaAil 3axBOpIoBaHHSA, enekTpomiorpadiuHmx, 6ioxiMmiuHmX, iMyHo-
noriyHmx, EKI-, xontep-EKI- Ta 9XO-KI-nokasHukis.
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In article there are results of EMG-characteristic and new ap-
proaches in therapy most often meeting in practice of the chil-
dren's neurologist of various forms of neuromuscular diseases are
described. Standards of diagnostics and treatment of children with
a neuromuscular pathology which include pathogenetic, special
medicamentous and not medicamentous therapy in view of a de-
gree of weight, stages of disease, electromyographic, biochemical,
immunological, electrocardiographic, Holter ECG and the echocar-
diographic f data are modified.
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HOBI MOXNIMBOCTI OPTE3YBAHHA BITEN
3 MPOMPECYIOYMMU HEPBOBO-M'A30BMMIW 3AXBOPIOBAHHAMMU

Mporpecytoui HepBOBO-M'A30BI 3aXBOPIOBAHHA —
BaXk/IMBa MeAuKo-coliafibHa npobnema. B TenepiwHin
yac cneundiyHoro nikyBaHHA Li€i rpynun 3axBopoBaHb
He icHye. CyyacHWI TepaneBTUYHUI BMIVB HaLiNeHU Ha
nokpataHHA TPodiKM M'A30BOT TKAHUHM, CYAUHHOT MiKpPO-
LMPKYNALiT, NiABULLEHHA PYXOBOT aKTUBHOCTI, MpodinakTu-
Ky KOHTPaKTyp Ta yCKnafgHeHb 3 60Ky cepLeBO-CyANHHOI,
nereHeBOl CUCTEM.

B YkpH[I npoTe3yBaHHA po3pobneHa Ta KAiHiYHO
anpoboBaHa MeToAMKa aKTUBaLil pyxOBOro cTaHy fiten
3 HEPBOBO-M'AA30BNMMU 3aXBOPIOBAHHAMM LLIAXOM BUKOPUC-
TaHHA anaparta 3BOPOTHO-NocTynoBux pyxis (RGO) B komn-
nekci peabinitauinHux 3axofis. Kpokywunin mexaHiam
opTe3a [03BONIAE NepecyBaTUCA NaLieHTaM 3 MiHIManbHUMMN
eHeproBuTpaTamu, 36epirae npaBubHY NocTaBy. BusHaueHi
NoKa3aHHA Ta NPOTMMNOKa3aHHA A0 BUKOPUCTaHHA opTe3a
3 3abe3MeyeHHAM CTOAAHHSA Ta 3BOPOTHO-MOCTYMOBMUX PYXiB
B KOMMJEKCHI peabiniTauil.

3a po3pobneHoto meToaMKo peabinitytoTbca 13 na-
LieHTIB y Bili Big 2,5 0o 15 pokis, 3 HUX 11 giten — 3 cnu-
HanbHoto amioTpodieto lI-ro Tmny, ABOE AiTen — 3 Nnporpecy-
104010 M'A30BO0 ANCTpoddicto [ioweHa. Bci Aitn KomnnekcHo
ob6cTexeHi, nepebyBatoTb Nig AUHAMIYHUM HarnALOM.

MeTopunka BuKopuctaHHa anapata RGO cknapaeTbca
3 1BOX €TaniB: NiAroToBUYNI Ta OCBOEHHS X04bbW B anapari
RGO. MNigrotoBunii etan BKOYaE NikyBanbHy GisKynbTypy,
Macax, dizioTepaneBTNUYHe NiKyBaHHA, HaBYaHHA B Mapa-
nogiymi. ETan ocBO€HHs xofbbu BKOYa€E iHANBIAYaNbHWA
nig6ip pexxmmy CTOAHHA Ta Xo4bOW B anapari, Lie MoXe Mno-
YMHATUCA 3 AEKINIBKOX XBUNH 3 MOCTYNOBUM 36iNbLIEHHAM
yacy Ao 6 roguH.

KaTtamHes cnoctepexeHHA cknagae 3 poku. 3a uen yac
6yno BiAMIYEHO KNiHIYHE NOKpallaHHA CTaHy Nali€eHTiB
i 36inbleHHA 06'eMy pyXxiB B cyrnobax, po3LLMpPeHHs pyxo-
BOI aKTMBHOCTI ANTWHW, 3MEHLIEHHA BUMaAKiB 3ananbHNX
3aXBOPIOBaHb JIereHiB, NOKpallaHHA NCUXOEMOLiINHOro
CTaHy. BigmiyeHO noKpalyaHHA NokKa3HKKiB GiomexaHiu-
HUX i enekTpomiorpadiuHnx gocnigxeHb. BepTrkanisauia
i MOXNIMBICTb NepecyBaHHA ANA AiTei 3 MPorpecyynmm
HepBOBO-M'A30BMMM 3aXBOPIOBAHHAMN — Lie NpodinakTrKa
yCKnaAHeHb 3aXBOPOBaHb BHYTPILLHIX OPraHis.

OTpumaHi pe3ynbtaT opTe3yBaHHA AiTell 3 HepPBOBO-
M'A30BMMU 3aXBOplOBaHHAMM anapatom RGO fo3BonAtoTb
peKkomeHAyBaTV NOro BMKOPUCTAHHA B KOMIMJIEKCHIN pea-
Ginitauil.
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PEOKUE 3ABOJIEBAHUA: ECTb JIU NPOBJIEMA, U CYLWWECTBYET JIN PELLEHUE?

CumTaeTca, UTo NOHATUE «pefKume 3aboneBaHnA» Bnep-
Bble NoABMNOCb B 1978 rogy B pabote Holzman N. A.[1], oa-
HaKo Kak aKTyasibHaa npobnema pefikve 3aboneBaHna Hau-
6onee 3HAUMMO Hayanu 3ByvaTb InLb B 90-x rogax XX Beka.
Y70, BEPOATHO, CBA3aHO C [OCTMXKEHUAMUN FEHETUKMN
MONeKYyNAPHON 6uonoruu, T. e. C ycnexamu AuarHOCTUKM
1 MOABMBLUENCA HAAEXA0W Ha leYeHne C OfGHON CTOPOHHbI,
N CTPEMJIEHVIO COBPEMEHHOTO 06LecTBa KynbTUBMPOBaTb
rymaHUTapHble LeHHOCTW C APYroMn.

Ha cerogHsa npobnema pegkmx 3aboneBaHuin cTo-
UT, B OCHOBHOM, Mepej 3KOHOMMUYECKN Pa3BUTbIMU
N TYMAaHUTAPHO-OPMEHTMPOBAHHbBIMM FrOCYAAPCTBAMU
N VIMEeT HEeCKOJbKO COCTaBAILWMNX, HE 3aBUCALLUX OT
COCTOSIHUSI SKOHOMUKMW: BO-NEPBbIX, 3TO TPYAHOCTU Nep-
BWUUYHOI AMArHOCTUKM, T. €. yCTAaHOBNEHUA NpeABapUTeb-
HOrO [AMarHo3a, TeXHMYecKas ClI0KHOCTb U AOPOroBM3Ha
BepuidMKauumM gruarHosa u, HakoHe, M1Mbo nosHoe oTcyT-
CTBME MaTOreHeTMYyeckon Tepanum nmbo MCnosib3oBaHne
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TepaneBTMYECKMX CpeacTB 6e3 JoKasaTesnibHOW 6a3bl UX
3¢ deKTUBHOCTH.

TpyAHOCTb MepBUYHOW AMArHOCTUKK obycnoBeHa,
B NepBylo ouepefb, pacnpocTpaHeHHOCTblo. OTAeNbHO
B3ATble HO30JIOTMIW, OTHOCALLMECA K KaTeropun pepkux,
COrNlacHO HeKOTOPbIM OnpefAesieHNAM, UMEeKT YacToTy OT
1:4000 HOBOPOXAEHHBIX 1 pexe (nnn 5:10000 B nto60M
MOMEHT BpeMeHU BO BCel NONYyNALMmM), MOTYT BCTPETUTbCA
Bpayy NepBMYHOro 3BeHa MefULMHCKON nomoLyy oT 0 o
2—4 pa3 3a Becb Nepuop BpayebHO NPaKTuKuY, T. e. Bpau
He B COCTOAHUM HaKOMWUTb HEOOXOAMMbBIA KIMHUYECKUIA
onbIT. B ToXe Bpemsa, 061K nepeyeHb pefKnux HO3010rUin
BKtovaeT 300 3a6oneBaHuin, KOTOpPble HENOCPeACTBEHHO
nmetoT Ko B MKB-10, ewte okono 1000 nogpa3symeBaeTca
B CTPYKType APYrux KOQMPOBOK, a MO OLEeHKaM Kcnep-
TOoB EBpOKOMUCCUM X KONMYECTBO Konebnetca mexay
6 1 8 Tbicsyamu [2]. OueBMAHO, YTO B 0bLIEl Macce 06-
paweHnin KonmyecTso H6ONbHBIX C «peaKo 60ne3HbIo»
JOCTuraeT BNoJiHe ocA3aeMblx Ldp, OpNeHTUPOBOYHO —
0fHO Ha 100—200 o6 palleHnii B yupexaeHNa NepBUYHON
MeanLNHCKON nomMoLn. KOHeUYHO, 3TN OLeHKN ABNAIOTCA
0YeHb NPUGNN3UTENBHBIMI Y MOTYT OTAINYATLCA B Pasbl Kak
B 60JIbLUYIO, TaK M B MEHbLUYIO CTOPOHY, KaK 13-3a 06bek-
TUBHbIX TPYAHOCTEN yueTa, 0OYC/IOBNIEHHbIX Hanuurem
60NbLIOrO KOIMYECTBA AaTUMUNYHBIX Y OTHOCUTENIbHO KOM-
NeHCMPOBAHHbLIX GOPM CO CTEPTLIM UM [OOPOKAYECTBEH-
HblM TeYeHMeM, Tak 1 HECOMHEHHbIMY MarHOCTUYECKMMM
owmnbKamm.

MNepBMYHaA ONarHOCTUKA TaKXe OCNOXKHAETCA TeM, YTO
3T 3aboneBaHUA MaHNUGECTUPYIOT CUHAPOMAMU, XapaK-
TEPHbIMY AS1A XOPOLIO M3BECTHbIX Y PacnpPOCTPaHEHHbIX
3aboneBaHui — 3afepKKon GuU3nyeckoro n/mnm NCUxu-
YecKkoro pasBuUTUA, SNUNENTUYECKUM, MUONATUYECKNM
N Opyrumm o6Lwen3BecTHbIMU cuHapomamu. OueBrHoO,
YTO COBEPLUIEHHO HEBO3MOXKHO OXMAaTb 1 TpeboBaTb OT
Bpaya NepBMYHOro 3BeHa MeANLMHCKOM MOMOLLM 3HAHMS,
He TO YTO 3TUX HI0DAHCOB, @ N MPOCTOro NMPUMNOMUHAHUA
OCHOBHbIX CMMNTOMOB 3TUX 3aboneBaHuin. Takaa 3agaya
ABNAETCA AOCTAaTOUHO CIIOXKHON Jaxe ANA BbICLUNX YPOBHEN
cneymanu3npoBaHHON MOMOLLN.

Bepurdurkauma nogasnawLiero 60MbWIMHCTBA PeaKmx
3aboneBaHui TpebyeT cneumanbHoro nabopatopHoro 06o-
pyaoBaHUA, AOPOrOCTOALMX PEAKTVBOB N SKCKITHO3MBHbIX
MEeTOAVK (a TakXKe CneunanmcToB, BNageowmnx nMmm), nme-
totca B Buay metoabl OHK-gnarHoctuky, cneunduyeckme
natomopdonornyeckrne NccnefoBaHua, NpUMeHeHne
MOHOKMOHAMNbHbIX aHTUTEN, COXHbIX XpOMaTorpadryeckmx
mMeToauK. B HacToAlee BpemMA B YKpanHe BbIMONHAETCA
«lecsaTan yacTb» OT HEOOXOAMMOrO MUHUMYMA, NPU 3TOM
CTOUT OTMETUTb, YTO CMOCOBHOCTM U OMbIT KIIMHUYECKON
AVarHOCTVKK, KOTOPbIMW BCerAa v Mo npaBy ropanamnch
OTeyeCcTBEHHbIe Bpayu Ha COBPeMeHHOM 3Tane, B 3TON 06-
NnacTn MeguLUMHbI UMeeT OYeHb OrpaHNYeHHOe 3HaYeHue.

Mpo6nembl Tepanuu pegkux 3abonesaHuii. Jliobon
cneumannct, KOTOpomy nonaganu B PyKu COBPEMEHHbIe
MeANUMHCKUE 13[aHUA, HaBepPHAKa CTaNnKnBanca ¢ yno-
MUHAHUSIMM MacWTabHbIX nccnefoBaHuii 3GdbeKTUBHOCTU
onpepeneHHbIX rpynn NpenapaToB UK NOAXOAO0B K fleve-
HUIO TOW MW MHOW NaTonoruu. Takme nccnegoBaHUA MOryT
BKJTI0UATb OT HECKOMNbKNX AeCATKOB OOMbHbIX O HECKONb-
KX TbICAY, MCMOSb3YIOT pas3fnyHble NPUEMbI AN NCKNoYe-
HUA CyOBEKTUBHbIX GaKTOPOB, ABAAIOTCA 4OCTAaTOYHO [O-
POroCcToALMMM AN, KaK MUHUMYM, BECbMa TPYAO0EMKUMY,
OAHaKO 3aTpaTbl Ha HMX ONPaBAbIBalOTCA [JOCTOBEPHOCTbIO
pe3ynbraToB. [TogobHble nccneaoBaHNA NPUMEHUTENBHO
K pegkum 3aboneBaHusAM, B nyylem cilyyae, Hepanékoe

Oynyliee, NMb B MUPOBOM MacLuTabe v B 3aBefoMo 6onee
CKPOMHbIX MacwTabax... bonbWMHCTBO peaKmnx 3abonesa-
HWI ceyac He MMeeT NATOreHeTUYECKOro NeYyeHuns, Tem
He MeHee, 60NbWNHCTBO GOMbHBIX N UX POACTBEHHUKOB
B YKpaviHe MOTyT NepeuncinTb Ao AecaTKa NpenapaTos Uin
MEeTOAUK, KOTOPble OHM UCMONb30BaNN B KauecTBe «jeye-
HUA», BCTPEYAETCA U Apyras KpaHOCTb, KOTAa «OMbITHbIE»
crneunanmncTbl coobLaoT poaCcTBEHHMKAM 60NbHOMO, YTo
«3TO» HE NeYUTCA U «... NPOCbba He 6eCcnoKonTb».

PasymeeTcs, HM Yy KOro HET BO3Pa)KeHUI NPOTUB pas-
NINYHBIX OTHOCUTENbHO 6e30MacHbIX NpenapaToB «ynyu-
WaWmX KpOBOCHabXeHe» N «0B6MeH BeWecTB» Win
«HEeNpOoNpPOTEKTOPOB» 1 T. M., OAHAKO MOpasibHasA «LeHa
BOMpPOCa» B 3TOW rpynmne 3HaumTeNIbHO Bbllle YeM, Hanpu-
Mep, ONA rpynnbl CepaevYHoCcoCyancTbix 3aboneBaHuii,
ANA KOTOPOW UMeeTCs MHOXeCTBO MefMIKaMeHTOB C [o-
Ka3zaHHOW 3QPeKTUBHOCTbIO. Takoe NleyeHne He JOJSIKHO
ObITb MCTOUYHUKOM JIOXKHbIX HafeXa U HeonpaBhaHHOM
HarpysKu Ha cemeliHbI 6logxeT. Kpome Toro, cpeam 3Tnx
npenapaToB MOryT ObiTb AelcTBUTENbHO 3 deKTNBHbIE,
nostTomy MHpopmauma o pesynbraTax UX NpPUMeHeHNUs
JOJIXKHa TLWaTeNbHO AOKYMEHTMPOBATLCA U LLEHTPanm3oBa-
HO 0606WaTbcA. 3TO 0COHEHHO BaXXHO MOTOMY, UTO TaKume
60nbHble MOTYT MMeTb CaMyto 6aHaNbHYIO XPOHUYECKYIO
naTosiornio, BKOYAKLWYD CMMNTOMATUKY OCHOBHOIO
penkoro 3aboneBaHnsa U arrpaBrpyoLLYI0 ero TeueHue,
YTO BNieYeT 3a CO6ON He TONbKO TPYAHOCTM ANArHOCTUKN,
HO M NOXKHble BbIBOAbI O pe3yfbTaTax JieueHus.

TakrM 06pa3om, MasIoUNCIEHHOCTb 6OMBbHbBIX C OTAESb-
HbIMW 3a60neBaHNAMU STON rPynnbl, 6OMbLION NepeyeHb
3Tnx 3aboneBaHnii 1 06bEKTMBHAA CZIOMKHOCTb YCTaHOBIe-
HUWA JOCTOBEPHOrO ANarHo3a nmiuatoT 60NbLWNHCTBO TaKNX
60bHbIX CBOEBPEMEHHON afIeKBaTHOW MeANLIMHCKON Mo-
MOLLM 1 YCNOXKHAIOT UX COLManbHYI0 aganTauuio.

BO3MOXHO N1 B HbIHELLHMX COLMANIbHO-IKOHOMUYECKNX
YyCNOBUAX YAy4YWnUTb cUTyaumnio? Mbl cumtaem, 4To BO3-
MOXHO U, KaK HU CTPaHHO, 3TO He noTpebyeT 3aTpar
3HaunTeNbHbIX PUHAHCOBBIX PECYPCOB — 3HAUUTENIbHOIO
YNyUleHNA MOXHO JO6UTbCA CO34aHMeM cnelnanbHoro
anropuTMa 1 CUCTEMbI OKa3aHMA NOMOLLM TaKUM 6ONbHbIM
Ha 6a3se cylecTByOLWEN MegULMHCKON UHPPACTPYKTYPbI,
T. €. 6€3 co34aHNA JOMONHUTENIbHbBIX KOEK, OTAENIEHUI UK
yupexgeHun.

OcHoBOW npepnaraemMon CUCTeMbl JOMXKHbI CTaTb
SKCMepTHble UeHTpbl, NpeacTaBieHHble 1—2 cneuyunanu-
CTamMU MO KaxZoW naTofiorun uau rpynne 3abonesaHui,
NCNONb3YWUMUN KIMHUYECKY0 6a3y MeAULNHCKUX YHU-
BepcuTeToB, MHCTUTYTOB AMH, Kadenp cuctemsl nocnegm-
NIOMHOTO 06Pa30BaHMA, @ TAKXKe CYLLECTBYIOLNX MeANKO-
reHeTUYeCcKmx LeHTpoB. KonnuecTso cneumanmctoB U nx
LWITaTHOE pacnucaHne fOMKHO YBA3bIBaTbCA C pacnpocTpa-
HEHHOCTbIO NAaTONOrK, KOTOPYIO B OONbLINHCTBE Cllyyaes
MOX>HO OLEeHUTb meTodaMu I'IOI'IyﬂFILWIOHHOVI reHeTunKn,
a anAa 0cobo pefkor NaTofNiorMm posb SKCNepTa BNosiHe
MOXET BbIMOJIHATb BHELUTATHbIN CNeLManucT.

B ¢yHKUMM dKCMepTa, MO HaweMy MHEHWUIO LOJIKHbI
BXOAUTD:

1. MocTaHOBKa OKOHYATEeIbHOIo ANarHo3a, YTo Noapas-
yMeBaeT UCKNIOUYNTENbHbIE MOIHOMOUMA HaNPaBNATb TaKNX
60IbHbIX Ha CJTIOXHbIE U [OPOrOCTOALLME NCCNIeAOBAHNA.

2.Bbljaya aKcnepTHOro 3ak/lyeHnsa AnAa peleHns
BOMPOCOB, CBA3aHHbIX C MHBANMAHOCTbIO U COLMaNbHOM
NOMOLLbIO.

3. Co3paHuie 1 BegeHve peectpa 60MbHbIX.

4. Pa3paboTka METOAO0B CKPUHWHTA TaknX BGOJbHbIX Ha
YPOBHE NepBMYHOrO MeANLIMHCKOrO 3BeHa.
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5. MOHUTOPWHI U BHEAPEHMNE MUPOBbIX AOCTUXKEHUN
B 0651aCTV AMArHOCTUKU W NEeYeHUst JAaHHOTO PeaKoro 3a-
6oneBaHusA, BKJIlOYasA COTPYAHNYECTBO C MeXAYHAPOAHbIMM
N OTeYeCTBEHHbIMY NPOGUIIbHBIMY OPraHn3aLUAMN.

6.Pa3zpaboTka pekomeHauun No BefeHnio Taknx
60NbHbIX MO MECTY »KMUTENbCTBA, BK/OUYaA MepPONnpUATUA
COLMANbHON Y MefULMHCKOWN peabunntaunm,  KOHCYb-
TaTMBHaA MOMOLLb B KPUTUYECKMX CUTYaLmAX.

7. KOHTpO/Ib 1 yCOBEpLIEHCTBOBAHNE CMCTEMbI CKPU-
HVHra N MeguKo-CoLManbHOM MOMOLLM Ha BCEX STamnax.

K coxaneHuto, peanvsauma nepBoro NyHKTa BCe-Takm
noapasymeBaeT JOMOJIHUTE/IbHbIE 3aTpaThbl, OQHAKO MX
MO>KHO MUHMMM3NPOBATb 33 CYET JOOCHALWEeHNA U Jo-
bUHaHCUMPOBAHMA YXKe CYLLEeCTBYIOLWNX FOCYAapPCTBEHHbIX
AN KOMMepYeckux nabopatopuii. BolgeneHme ueHTpa-
NIN30BaHHbIX TabopaTopuii ANA KaXKAOro UAN HECKONbKUX
cneundryecknx nccnegoBaHnii NpeacTaBnAeTcAa SKOHOMN-
yeckn 30 PeKTUBHBIM 1 NEPCNEKTMBHbBIM AN1A NpoBeAeHusA
JOCTOBEpPHbIX MCCefoBaHuin. BoimonHeHne aHann3oBs
TOJIbKO MO HanpaBneHno NPodUIbHOrO SKCNepTa NO3BOANUT
MUHUMM3MPOBATb Pacxofbl rocbomeTa unm cembmn 601nb-
HOro (B 3aBUCUMOCTM OT UCTOUYHMKA PUHAHCMPOBaHMA) Ha
HeonpaBAaHHble UccnefoBaHuA.

Bropaa ¢yHKUMA noapasymeBaeT, YTo ANA pelleHuns
MC3K npu nepeocBmaeTeNbCTBOBaHMM GOSIbHOTO C peKoi
naTosiorven cnegyet caenatb HEOOXOAMMbIM Hanmyre 3a-
KNntoyeHnsa NpodpunbHOro skcnepTa. ITo HeobXoANMO ANA
Co3[aHnA MOTUBALUMN KaK Yy BONbHbIX, TaK 1 Y Jieyawmx
Bpauyel No MecTy XNUTebCTBa MOAAEPKMBATb KOHTAKT C SKC-
nepToMm, 1 NO3BONMUT SKCNEPTYy pacnonaratb akTyanabHOW
MHbOpPMaLMEl O KONNYECTBE U COCTOAHUN TaKMX 6ONbHbIX
nocne ycTaHOBNIEHMA AnarHo3a. YuntbiBasa TPYAHOCTU, pac-
XObl M PUCKW, CBA3AHHbIE C NepemelleHneM NHBaNnaoB
006LleCcTBEHHbIM TPAHCNOPTOM Ha 6oNblUMe PacCTOAHUA,
3TOT KOHTaKT B HEKOTOPbIX CIlyYasax MOXET ObITb 3a0UHbIM,
B BMe NpefoCTaBNeHNA SKCNepTy MeANLNHCKNX BbIMUCOK,
pe3ynbTaToB aHaNM30B, 3aMONHEHNA aHKET U T. M.

KacatenbHo co3paHna peecTpa ciegyeT NULb YyNoms-
HYTb, YTO 3TO €AUHCTBEHHbIN MHCTPYMEHT, OTKPbIBAIOLL I
BO3MOXHOCTb CEPbE3HOrO M3y4YeHNsa PefKow maTonoruu,
onTUMMU3aLnN MeaULUHCKON 1 counanbHON nNomoLu,
a TakXXe BO3MOXHOCTb JOCTyrna 60MbHbIX K HOBENLWIUM
MeToZaMm fieyeHuns.

XoTA ocTanbHble GYHKUUM SKCMepTa OYEBUIHbI N He
HYXAalTcA B 0COObIX KOMMeHTapuaAx, cnefyeT ckas3aTtb
HECKOJIbKO CJIOB O CKpUHUHre. Mbl npeanaraem Tpexcry-
neHyYaTbl NPOLECC BblBNIEHUA TaknX 60bHbIX. Kak BUAHO
13 PUCYHKA, KIlloYeBas poJsib B 3TOM npoLiecce OTBOAUTCA
MeJMKO-TeHeTUYeCKM LieHTpam. Ha nepsBom 3Tane 60nb-
HOW BblAenAeTca B yUpexAeHUAX NepBMYHOro 3BeHa Ha
OCHOBaHMKN 2—3 NPOCTbIX U GOpManbHbIX KpUtepres
(konnMuyecTBO NOCeLWeHni TOro NN MHOFO CheunanmncTa,

pervioHanbHble na6opatopusa/un
MeanKo- 3 cneunduyeckom
reHeTuyeckme @ AVarHOCTUKM
LleHTPbI \
aKcnepT
no pegKomy
ﬁ / 3a601eBaHNIo \
#\ palnioHHble / ydpexpeHus
1 MOSNNKITMHNKM MeANLIMHCKO
1 60NbHMLbI, <:> 1 coLmanbHoii
AncnaHcepbl peabunutauun

OpraHn3aLnoHHbIN anropuT™ BbIABAEHUA N MeNKO-
coumnanbHON nogaepKKu 60bHOrO C peaKol natonornen

O603HayeHus:
——> T[loToK 60MbHbIX

—>  VIHPOPMALMOHHO-METOAMYECKan MOAAEPKKA 1 KOHTPOSb

LOJIMTeNbHOCTb 3ab0NeBaHNA, 3afep>Kka 3TarnoB pa3BUTHS,
OTK/TIOHEHVA B MOKa3aTeNnsax PYTUHHbIX JTabopaTOPHbIX
aHaNM30B U T. N.), KOTOpble pa3pabaTbiBaeT 1 npegnaraet
3KCnepT. Ha OCHOBaHUM HanUuuUA 3TUX KpuTepres 60sb-
HOW HampaBfAeTCA Ha KOHCYNbTauMio K MeLULMHCKOMY
reHeTVKY, KOTOPbIN yCTaHaBnuBaeT NpefBapuTebHbIl
[AVArHo3 1 HanpasnsaeT 60NbHOr0 K NPOoduIbHOMY 3KC-
nepty. PasymeeTcs, MeVLMHCKNA TEHETUK [OJSIXKEH 06-
najatb yTBEPXKAEHHbIM MepeyHeM UMeloLXca B YKpauHe
3KCMepToB.

B yem-TO cyLecTBYOLIVIE MEAUKO-TEHETUYECKNE LIEHTPDI
y>e BbINOMHAT 1 QYHKUMUM TaKUX IKCNEPTOB 1 GYHKLMM
CKPUHUHIA, OfHaKo 6oMblloe KONMMYecTBO pefKnx 3abo-
NeBaHWM N «MOTOK» NMEPBUYHbBIX HONbHBIX HE MO3BONAIT

NMOSTHOLEHHO peLlaThb BCe BbillenepeyncsieHHble 3agayn.

B 3akntoueHre xoTenocb 6bl CKa3aTb, UTO UAes co3haHus
3KCMEepPTHbIX LEHTPOB He HOBA W MPUHAANEXUT HE HaM.
Takoi noaxopn K peLueHuto Npobnembl pefKmx 3abonesaHmii
peKoMeHAOoBaH rpynnon skcneptoB EBpokomuccun [3]
1, XOTA U He 6e3 Npobnem, HO yXe peanusyeTca Ha Teppu-
Topun EBpocotosa. 3aecb Mbl Npeaaraem Nullb BapuaHT
opraHn3aLoHHOW peann3aunm, KOTOPbIN, Kak Ham KaxeT-
cA, npuemnem gna YKpaviHbl.
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PigkicHi 3axBoploBaHHA: UM € npobnema,
Ta Ym icCHYe pilleHHA?
AY «lncmumym Hesponoeii, ncuxiampii ma Hapkonoaii
AMH Ykpainu» (m. Xapkis)

Y po6oTi NOpYLIYETbCA NMUTAHHA «PiAKICHUX XBOPO6» — Ha-
BefeHi JaHi Wopao iX MoWMpPeHoCTi, NPoBeAeHO aHani3 npobniem
HaflaHHA MeAMYHOI JOMOMOry XBOPMM 3 NOAIGHO NaToNoriElo.
3anponoHOBaHO TPUPIBHEBWI anroOpuTM BUABMNEHHA PiAKICHUX
XBOPOO6 Ta MefMKO-CcoUianbHOI MIATPUMKM XBOPUX 3 3anyyeHHAM
daxiBua-ekcnepTa 3 ofHiei abo rpynu pigKicHUX XBOpPoO, AKMIA
HaflineHnin nepenikom GpyHKLiA Ta MOBHOBaXeHb.

L. M. Tantsura, A. V. Shatillo

Rare diseases: does problem exist
and what is a solution?

State institution “Institute of Neurology, Psychiatry and Narcology
of the AMS of Ukraine” (Kharkiv)

A problem of rare diseases is raised in the article. Some facts
regarding their prevalence, definitions and analysis of relevant
problems are established. An acceptable for Ukraine three-level
screening and medico-social management system for such patients
has been proposed.
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