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HEBPOJOrIA

KOH®EPEHUIA

[oBpemMeHHbIe BOIMOXHOCMU NEYEHUS HelipoMblileuHbIX 3a0onesanuil

Mo marepuanam IX MexxayHapogHoi koHdepeHuun «Helipocumnosuym» (12-14 centabps 2017 ropa, r. Opecca)

Taxenas HelipoMmbilLeYyHAs NATOJIOIMA — HEe camas NonynsapHas Tema Ha NpodpunbHbIX KOHPpepeHUUax:

B paae cny4aes 3¢pPpeKkTMBHOE NATOreHeTUYECKOE Nie4eHUe OTCYTCTBYET, d MPOrHo3 KpamHe
He6naronpusaTeH. Tem He MeHee U B 3TOI 0651GCTU MeAULIMHBI HOYKO He CTOUT HO MecTe: MHHOBALIMOHHbIE
MeToAbl PaHHEN Na60pPATOPHOI AUATHOCTUKY U NOCNIefHUE AOCTUXXEHUS GpAPMAKONOrMM OTKPbIBAIOT HOBbIE
BO3MOXXHOCTHU BNIMSIHUS HA NATOreHe3 U TeMnbl NPOrpeccupoBaHUs HEKOTOPbIX 3a6oneBaHuii. 3To, B CBOIO
ouepeab, YCUIIMBAET MHTEPEC KIIMHULIMCTOR K AAHHOM Npo6neme, 0 YeM CBUAETENbCTBOBANM AOKAAADI,

npo3By4dBLUUE B XOoA€e KOHdepeHLuHn.

«3aboneBaHUsI, KOTOpbIE BCTpeya-
I0TCSI yalie, 4eM Mbl fymaeM. Heiipo-
MBILIEYHBIE 00JIE3HU» — TAK HA3hIBAJICS
nokJan npoeccopa kadeapb HeBpoO-
Jorud Ne 1 HaumonanbHo# MeaMUMH-
CKOif aKaJleMHH MOCJIeAUILIOMHOTO 00-
pazosanus nM. I1.J1. Illymika (r. Kues),
JOKTOpa MEAMUUHCKUX HAYK TaTbsiHbI
Huxkonaesns Cio00auH.

b B xone moknana npocdeccop T.H. Crno-
J 00NMH OCTaHOBMUJIACh Ha OOJIE3HSX
MOTOHEHPOHOB, COCTABJISIOIIMX IPYIIITY
3a00JIeBaHUI C Pa3HBIMU KIMHUYECKUMU MPOSIBICHUSIMU
U TIPOTHO30M, B OCHOBE KOTOPBIX JIEXKUT IMOpPaXKeHUe JBUTA-
TeJIbHBIX HEMIPOHOB IOJIOBHOTO U cMHHOTO Mo3ra. K camoit
pacrnpocTpaHeHHOI (opMe TaHHOU MaTOJIOrMU OTHOCUTCS
6okoBoii amuoTpoduaeckuii ckiepos (BAC) — xpoHnueckoe
rporpeccupyioliee 3a001eBaHUE, TIPU KOTOPOM BeIYILIMMU KK~
HUYECKUMU CUHAPOMAaMU SIBJISIIOTCS TIPOSIBJIEHUSI COYETAHHOTO
MOPaXKEHUST LIEHTPATBHOTO U TIeprudepruecKoro MOTOHEMPOHOB.
Krnaccuueckum cuuraercst BapuanT BAC, Korna 3aboneBaHue
HAYMHAETCSI C TUMTOTPOMUU MBIILILL KUCTU U COMIPOBOXAAETCS
BbIcokUMU pedaekcamu. K apyrum Bapriantam BAC oTHOCSITCS:

— MPOrpecCcUpyoIIuil Oyab0apHbIi Mapaany;

— MEPBUYHBIIA JIaTepaIbHBIN CKJIEPO3 (IU3apTPpUsi, BEICOKHE
pedexchl, nceBno0yIb0apHbI Mapaauy);

— «barrel syndrom» («4e10BeK B O0UKe» — MOpakKeHHe Kaca-
€TCsI IPOKCUMAJTbHBIX OTIEJIOB MBIIIILL, MOXET COMTPOBOXKAATHCS
(GUOPWILISIpHBIMU TTOIEPTUBAHUSIMU, aTPOdUEN MBIIIIII TIJ1ede-
BOTO IT0sICa /WX KUCTU; Heooxomumo nudbepeHIInpoBaTh
CO CTEHO30M CITMHAJIBHOTO KaHala, IPYTUMHU TOPaXEHUSIMU
LIeTHOTo OT/e1a TO3BOHOYHHUKA);

— TeMUIUIErMYeCKUit BapUaHT;

— BAC + dpoHTOTEMTIOpaAIbHAS AEMEHITNS;

— JIpyryie HacJeCTBEHHbIC BADUAHTHI.

CpenHsist MPOAOIKUTEIBHOCTD XXU3HU TI0CJIe YCTAHOBICHUS
nuarHo3a BAC cocraBysieT oT 2 10 5 JIeT, ¥ 10 HeAaBHEro Bpe-
MEHU eIMHCTBEHHBIM MPETNapaToM, T0CTOBEPHO YMEHbILIAIOIINUM
Temrbl iporpeccupoBaHusi BAC, 6bu1 puny3on. OqHako Tepa-
TIHSI PYUITY30JI0M TIPOJJIEBAET XU3Hb nanueHTam ¢ bAC He 6onee
4yeM Ha 2-3 Mec, T03TOMY YCUJIUS MCCIieNoBaTes el HarpaBeHbl
CerofiHs Ha Mouck Oonee 3¢ heKTUBHOTO JiedeHU s 32a001eBaHMSI.
B 2017 romy YnupasieHue 1o KOHTPOJIIO KadecTBa IMPOTYKTOB
mtaHus v iekapctBeHHBIX cpenctB CLLA (FDA) omo6puio pist
neyenuss BAC mpemnapaT 3mapaBoH, TPOAEeMOHCTPUPOBABIINIA
B KIIMHUYECKUX UCCIICIOBAHUSIX OOHAIEKMBAIOIINE PE3Y/IBTaThI.
B HacTos1iee BpeMsi TPOBOJSITCS MCCIEN0BaHUS C APYTUMU
rperapatamu, KOTopbie, Kak HaleTCs KCIEePTh, OYIyT CIo-
Cco0CTBOBATh OOJIBLIEMY ITPOIICHUIO XXU3HU HaimeHToB ¢ BAC.

KocHyBuuch npobyseM quarHoCTUKHU U JieueHus 3aboe-
BaHMIiI C HAapylIeHMeM HepBHO-MBbIILIEYHON Mepeaayu, JeKTop
ynenauia BHUMaHue auddepeHInalbHOM AMarHOCTUKE, OT-
METHB, YTO TIPU MUACTEHUU HEOOXOIMMO UCKITIOUUTH IPYTYIO
ayTOMMMYHHYIO TTaTOJIOTHIO (TUPEOUUT, CaXapHbIi quadeT
1 Tuma), 9acTo KOMOpOMIHYI0 MuacTeHuu. JnddepeHmans-
HYIO IMarHOCTUKY MUACTEHUM TaKXe MPOBOIST C CUHIPOMOM
JlamGepTa-MToHa (BaxXHBIN CUMIITOM — Xaxna); 00TyIM3MOM
(BaxkHBIE CUMIITOMBI — 3aMOphI, 3a7epXKa MOYU; MUIPHUA3,
HapylIeHHe 3pauyKOBBIX PeaKIIMii Ha aKKOMOJIALIMIO); HACJIEICT-
BEHHBIMM MMACTEHUYECKUMU CUHIPOMAaMU; HEHPOMUOTOHUEN.
Crenyetr MOMHUTH U 00 SITPOT€HHBIX MUACTEHUSIX, KOTOPBIC
MOTYT Pa3BUBATHCS BCIEACTBUE BO3NEICTBUS AJIKOTOJIS, & TAKXKE
Ha ¢oHe mpreMa psijia rmpernapaToB (aMUOJAPOH, XJTOPOKBUH,
LUUMETUAWH, KOJXULWH, IIMKJIOCIOPUH, Jl-eHuIWIJIaMUH,
WU30HUA3UI, IUTUI, HU(BEAUTTUH, TIPOTTOh O, KBETUATIUH, Callb-
OyTamoJ, BAHKPUCTHH, 3U0OBYyIMH). Pa3BuTre MmuacreHuu
(a Takxe MUOTIATHK) MOTYT IPOBOLIMPOBATH KOPTUKOCTEPOUIBI

U CTaTUHBI. SITpOreHHBIMU (DAKTOPaMU TaKXKe SIBJISIOTCS TTPU-
MEHEHUE CYKIIMHUIIXOJIMHA U IPYTUX MBILLIEYHBIX PeJIAaKCAHTOB,
Kypape, TETPOJOTOKCUH (3K30TUYECKKE PHIOHI).

Cpenu HeilpoMBbIIIeYHbIX 3a00JIeBaHUI OOJBUIYIO TPYIIITY
COCTABJISIIOT MUOTIATUM, KOTOPBIE IEJISITCS HAa TIPUOOPETEHHbIE
(BoCTanMTeNTbHBIE — MOJTMMUO3UT, AEPMATOMUO3UT; SHIOKPUHHBIE;
TOKCUYECKHE, B TOM UMCJIE ITPOTEHHBIE) Y HACNIEACTBEHHBIE.

K HacrencTBeHHBIM MUOTIATUSIM OTHOCSTCS: 1) mporpeccupy-
IolMe MUonatuu (MuoauctTpodur / MUOTOHUYECKAs! IUCTPO-
(us); 2) HacnencTBeHHbIE O0JE3HU MBI, 00YCIOBIEHHbIE
nedekTaMy MOHHBIX KaHaIOB (MUOTOHUM, TEPUOIUYECKIUE
napanuuu); 3) HacJeACTBEHHbIE META0OINIECKIUE MUOTIATUI
(HapyuieHUs YrIeBOAHOTO U JIMITUIHOTO OOMEHOB, MUTO-
XOHIIpUATTbHBIE MUOTIATUH ).

MeTtabonuyeckre MUOIIATUH (00JIe3HN HAKOILIEHHST) pa3BH-
BalOTCS BCIIGACTBUE HAPYIIEHUS 3-OKUCTIEHNSI M IPOTPECCUPYIO-
LIETO HAKOTIIEHUS TUMUIO0B (MUOTIIOOMHYPUST) WM HAPYIIEHU
yriieBogHoro oomeHa. K mocienHuM oTHOCUTCS, B YaCTHOCTH,
neduuut ManbTassl — 6one3Hb [loMre (001e3Hb HAKOIIIEHUS
TJIMKOTEHA 2 TUTIA).

Oco00eHHOCTIM AUMAarHOCTUKU U CO-
BPEMEHHBIM BO3MOXKHOCTSIM JICUCHMS
60se3Hu [Tommne ObLI MOCBSNIEH 10-
KJaJ AoueHTa Kadeapbl HEBPOJIOTHH,
HepOXUPYPruM M NCUXUATPUU YIKIO-
POICKOro HAIMOHAJILHOTO YHHBEPCHUTETA,
JOKTOpa MeIUIMHCKHX HayK Muxamia
Muxaiinosmya Opoca.
Bonesns [lomne — penkas reHeTHIe-
cKasl TM30COMHas 00JIe3Hb HaKOILIe-
HMS TJIIMKOTeHA, TIPU KOTOpO# aedu-
LIAT KUCJION 0/~ TTI0KO3UIa3bl IPUBOAUT
K BHYTPUJIM30COMHOMY HaKOIJIEHUIO TJIMKOTEHA U pa3pylie-
HUIO MbIILIEUYHO! TKaHU. [ToaHBIN AePULIUT O-ITTFOKO3UAA3bI
BBI3BIBAET MPOrpeccupylolee HapacTaHWe CepaeYHOM HET0-
CTAaTOYHOCTH, ITOPaXKeHNE CKEJIETHBIX MBIIIII M COOTBETCTBYET
nHaHTWIbHOK (hopMe 3aboneBanus. YacTUIHBIN TeUIIUAT
(bepMeHTa IPUBOIUT K O0JIee MATKHMM IIPOSBICHUSIM (DeHOTHUIIA
3a00JIeBaHM, XapaKTePHBIM IS TTO3MHE (pOopMBI.

YcraHoBiteHO, 4To 6071¢3Hb [1oMIIe HacIemyeTcst ITo ayTOCOMHO-
PpeLieCCMBHOMY THITy 1 BcTpedaeTcs y 1 13 40 Thic. HOBOPOXKIECHHBIX.
B Ykpaune Ha ceromHs 3aperiCTpHpOBaHO TPU CiIydasi 00JIe3HI
[Tomme, xoTst TakmX OOJIBHBIX B HAILIEH CTpaHEe MOXET OBITH OKOJIO
500 (B cOOTBETCTBMY C TIOKA3aTENISIMU Pa3BUTHIX cTpaH). CoracHo
MexnyHaponHoi Kinaccudukanym oone3neit 10-ro nmepecmotpa
(MKDB-10) naronorust oTHocUTCS K 3a00/1€BaHUSM 9HAOKPUHHOMN
cuctembl (E00-E90), Hapymienusim oomena Berects (E70-E90)
WM 00JIE3HSIM HakoIieHus riimkoreHa (E74).

bonesnp [lomMne — eqMHCTBEHHOE HEPBHO-MBILIEYHOE 3a-
0oJieBaHUE, KOTOPOE MOXHO 3¢ (PeKTUBHO JICUUTh B YKpanHe.
OnmHaKO BO3MOXHOCTH JICYSHHUS 3aBUCST OT (POPMBI 3a00JIeBaHMSI
¥ CPOKOB Havajia Teparui. 11 paHHel mHOaHTWIBHOR (GOopMBI
6ose3nu [Tomme xapaktepHa MaHudecralys B HEOHATaIbHOM
repyroe, OBICTPOIIPOTPECCUpYIOIee TeUSHNUE, TIPOrPECCUPYIO-
11ast MblIlIeYHast cJ1aboCTh (MbIILIEUHAsI TUTIOTOHUSI — CUHIPOM
«BSITIOTO pebeHKa», Upe3MepHasi TMOKOCTh TeJla, HECITOCOOHOCTh
nepxatb rojioBy). UMeHHo npu uHbaHTUIbHOM (hopme 3aboseBa-
HUSI pa3BUBAIOTCS TsLKeast KapIMOMeTraiust U KapIUOMUOTIATHSI;
MOPAXEHUST CEPALIA JUATHOCTUPYIOTCS ¥ 92% HOBOPOXKIEHHBIX
¢ MenuaHoii B 4 Mec. K HecrienmpryeckiM cMnToMaM 0oJIe3HI
TTomrie oTHOCSITCS: 001LIAst CJ1a00CTh, 0ECITOKOMCTBO, IMOBBIILIEH-
Hasl IOTJIMBOCTD, PBOTA, 3aII0P, CHIDKEHME CITyXa, THAPOLIeaIrs.

Hapymenus B opraHax u cucteMax, Habmonaromyecs Ha ¢hoHe
TeueHMs 0oj1e3HM [loMrte, mensaTes Ha Tpy IPYIIILL: 1) TopakeHue
CKEJIETHOI MYCKYJIaTyphl X HapyIIeHe MBIIIICUHON (PYHKIIMHI
(xapmroMerasi, KapIuOMUOIIATHsI ), yBeTMUeHNE 00heMa MBIIIILT

(Makporjoccus); 2) HapylleHrue QYHKIIMA HEPBHOM CUCTEMBI
Y IBUTATEIbHOW aKTUBHOCTH, TUTIOpedIeKkcus; 3) mopaxkeHue
BHYTPEHHUX OPraHOB (TeMaToCIUICHOMEraus, AbIXaTeJbHast
HegocTarouHocTh — JIH). Takum o6pa3om, 3a001eBaHKE COMIPO-
BOXIAETCSI CHUKEHUEM JIBUTATeJIbHON aKTUBHOCTH, 3a1€PKKOM
MICUXOMOTOPHOTO U (DM3MYECKOTO PA3BUTHSI, YACTHIMU PECITH -
paTOpHBIMU MH(MEKLIMSMH, YTO YXYAIIAET MPOrHO3 MAI[UeHTOB.

Bbonesus [Momme ¢ mo3gHUM HayajsoM MaHUdeECTUpyeT
B J1I0OOM BO3pacTe M XapaKTepU3yeTcsl MeAJICHHO MPOTpeccu-
PYIOIIMM T€YEHHEM, TIPOTpeccUpylolieii c1abocThio TA30BOr0
Y TJIEYEBOTO Mosica (MpoKcUMaibHast ci1aboCTh MBIIIIL), 3a-
TPYAHEHUSIMU TIPU XOIbOE U MOIABEME T10 JIECTHUILIE, BCTABAHUU
13 ToJIoXeHus cuasd. KapamoMuonaTust U KapauoMeranus He
XapaKTePHbI 1151 MALIMEHTOB C TIO3IHUM HavyajloM 3a00JIeBaHUSI
U BCcTpeuaroTcst KpaiiHe penko. ITanneHTs! xanylorcst Ha 60J1b
B MBILIAX, YaCThIC MaJCHUs; HAOMI0MAI0TCS aHOMAaJIbHAs 10~
X0IKa, aTpodust MBILIL, CKOJNO3, JIOPA03, KU(H03, KPbLJIOBU/I-
Hble JjonaTku. MHTeJUIEKT Mpu 3TOM coxXpaHeH. 3abojieBaHUe
COIPOBOX/IAETCS YaCTHIMU OCTPBIMU PECTIMPATOPHBIMU MH-
bexumsamMu.

Muomnarusi, SipKo BbIpaxkeHHast Y 00JIbHbIX C MH(DAHTUIBHOM
dopmoii 6onesznu [Tomrne, MpUCYTCTBYET B pa3HO CTeNEHU
y BCeX MalMeHTOB OoJiee CTapIlero Bo3pacTa v MPUBOAMT K TPO-
rpeccupyolieil cadoCcTu MBI TYJIOBUIIA, HUKHUX KOHEY-
HocTel ¥ Auadparmel. Y maluyeHToB ¢ MHAHTUIBHOMN (opMoi
3a00JieBaHUS pa3BUTHE OPraHHOW HEeIOCTaTOYHOCTH, yTpaTta
CIMOCOOHOCTHU K MEPEeABUKCHUIO MPUBOIAAT K HACTYIUICHUIO
paHHEN CMEPTU.

Bbonesns [Momne, sBsisick opdaHHBIM 3a00JI€eBaHUEM C OUEHb
HM3KOI pacTpOCTPAHEHHOCTBIO, B TO XK€ BpeMsI OTJIMYAETCSI BbI-
pPakeHHbIM KIIMHUYECKUM MTOJTMMOPMU3MOM, UTO 3aTPYIHSIET ee
PaHHIOK TUArHOCTUKY. JIMarHoCcTUUECKUi MOUCK TP MOI03pe-
Huu 6oneznu [Tomme BKIIIOYAET UCCIIeNOBAHUE CHIBOPOTOYHOM
kpeaTuHpocokuHasbl (KOK) — moseilicHUE e aKTUBHOCTH
HaOJo1aeTcsl y BCex MalMeHTOB ¢ TaHHBIM 3a0oneBaHueM. Hau-
0oJiee BbICOKasi aKTUBHOCTh (hepMeHTa, Kak MpaBujio, OTMe-
yaeTcs Nnpu uHpaHTUIbHON (hopme Oosesnu I[lomrie; y 60mb-
IIMHCTBA MALIMEHTOB C MO3IHUM Ha4yaJoOM TaKXe OTMEYaeTcs
nosbitieHre ypoBHst KOK. 30/10TbIM cTaHAaPTOM AMATHOCTUKU
oosie3nu Ilomme sBisieTcs onpeaeeHe aKTUBHOCTH KHUCJIOM
MaJibTa3bl METOJIOM CYXHMX IISITEH KPOBHU.

Ha ceropHsIlHUI 1eHb €MIMHCTBEHHBIM METOJOM CIEIIM-
(puueckoro neyeHus: 6one3nu [lomme spasiercs pepMeHTO-
3amectutenbHas Tepanus (P3T) ¢ meabio BocroHeHN nehu-
LIUTa KUCIIOM O~ ,4-TmoKo3unasel. JIjst 3Toro UCIob3yIoT Mpe-
rmapaT ajaraoKo3uaasbl anbda (Muozum), 3¢OeKTUBHBIN TPU
pa3mmIHbIX popmax 6ome3Hu [lomrre. YecraHOBIEHO, YTO Y TTAITA-
€HTOB ¢ UH(AHTUIBHOH hopMOit 3a001eBaHUSI CBOEBPEMEHHOE
Hauao ®3T npuBOIUT K perpeccy KIMHUIECKUX MTPOSIBJICHMIA
(TIpexkme Bcero yMEeHbIIEHUIO TOIIIMHBI CTEeHKM MUOKapa mpu
runepTpohuyecKoit KapAMOMUOIIaTUH), HOPMAJTLHOMY pa3BU-
TUIO0 OCHOBHBIX MOTOPHBIX pehIeKCOB, YIYULICHUIO ITOKa3aTe-
neit pocta. ®3T no3BosisieT U36eXaTh UIM OTCPOUUTH MEPEXOT
Ha MCKYCCTBeHHYI0 BeHTHIsAnuIo erkux (MBJ1) manueHTOB
¢ MH(MaHTUIbHOI (opMoit 6oe3HM [ToMie M B KOHEYHOM UTOTe
MPUBOANT K YBEJIMUEHUIO MTPOJOJIKUTETbHOCTH KU3HU ITUX
OOJTbHBIX.

IIponoskenne Ha ctTp 12.

Inpopmauis npo nikapcbkuii 3acib Mioaum

Mio3sum, NOPOLIOK AN NPUrOTYBAHHS KOHLEHTPATY ANs po3umnHy ans iHdysin no 50 mr. Cknap: piloya peyoerHa: anrniokosnpasa anbga; aonomixHi pevosunu: manit (E 421), Hatpito purinpodocdar moHorigpar, Hatpito rigpodocdar rentarigpar,
nonicopbar 80. Moka3aHHs. Tpusana bepmeHTozamicHa Tepanis NALieHTIB 3 NigTBEpAXEHMM AiarHo3om xsopobu Momne (aediuut kucnoi o-rnoko3npaasm). Mioaum npusHauaioTb sopocnum Ta Aitam Byas-skoro siky. lipoTunokasaxHs. Hebesneuna
ANS KWTTS NiABULLEHA Yy TAKBICTb (aHAdINAKTUYHA peakuis) A0 aKTMBHOI pevoBuHU abo po Byap-aKoro 3 KoMNoHeHTiB npenapaty. B3aemopis 3 iHLWMMK nikapcbkumn 3aco6amu Ta iHwWi BuAK B3aemopin. XopHux GopmanbHux gocniaxeHs
B3CEMOAII aNrnioko3MAAsK anbda 3 iHWMMM NikapcskMMK 3acobamu He Nposoannu. 3ACTOCYBUHHS Y Nepioa BariTHOCTI a60 roayBaHHs rpyanto. BaritHicts. Hemae pannx wopo 3actocysanHs anrnioko3npasu ansda saritHum. [epiog rogysanHs
rpyaato. Anrnioko3npaasa anbda MoXe NPOHMKATH Y rpyaHe monoko. PepTuabHicTs. KniHiYHUX AGHMX WOAO BRAMBY GNFMIOKO3MAA3M anbda HO GePTUMbHICTE HeMAE. 3AaTHICTb BAAMBATH HA WBMAKICTb PEAKLi NP1 KePYBAHHI ABTOTPAHCMOPTOM 60 3 iHLIMMM
MexaHizmamu. [locnigxeHb WoOA0 33ATHOCTI KepyBaTH aBTOMOBINEM Ta KOPUCTYBATHCS TeXHIKO He nposoaunu. Cnoci6 3acrocyBaHHs Ta Ao3u. JlikysaHHs npenaparom Mio3um cnig, 3aiMcHIOBATM Nif KOHTPONEM KBANipiKOBAHOTO MikAPS, KU MAE AOCBIA,
NiKyBAHHs naujeHTie i3 xeopoboto Momne uM iHWKMX cnapkosrx MetaboniuHmux abo HeiposackynapHux xeopob. [losu. PekomeHposaHa cxema npuitomy anrniokoanpasu anbda craroemuts 20 mr/kr macw Tina 1 pas Ha 2 TxHi. lMepegosysanhs. Mpo sunaaku
nepego3yBaHHs He nosigomnanocs. Y Xoai KniHiuHWX gocnigxeHs 3acrocosyeany gosu go 40 mr/kr macu tina. Mo6iuni peakuii. lndantnnsia dopma xeopobu Momne. Y xopi kniHiunnx gocnimkets 39 nauientis 3 indanTUnbHO bopmoto xsopobu Momne
nikyBanu i3 3actocyBaHHsm npenapaty Miosum npotarom 6inblu Hix Tpbox pokis. [Mo6iuHi peakuii y 6inblwocti Bunaakis 6ynu nerkoro abo cepeaHbOro CTyneHs BaXKOCTI, i MaMXe BCi BOHM BUHMKAM Nig yac iHdysii abo npoTarom 2 ropuH nicns 3aBeplueHHs
inysii (peakuii, nos’s3ani 3 indysieto). Mosigomnanocs npo Taki cepiosHi peakuii, Nos’s3aHi 3 iHdy3ielo: KPONUB' IHKA, XPUNM, TAXIKAPAIS, 3MEHLIEHHS OKCUreHaui KpoBi, 6poHxocnasm, TaxinHoe, nepiopbiTanbHUiM HABPSK Ta apTepianbHa rinepTeH3is.

Xsopoba Momne 3 nizHim nouatkom. Y xoai nnaue6o-koHTponboBaHOro AocniaxeHHs, ske Tpusano 78 tuxris, 90 naujenTis is popmoto xsopobu Momne 3 nisnim nouatkom (ikom Big 10 go 70 pokie) nikyeanu is 3actocysanHam npenapaty Miosum
abo nnauebo 3 paHpomisauieto y cnissigHowenni 2: 1. Haluacriwe cnocrepiranics nobiuki peakuii, nos’s3aHi 3 indysieto npenapary. binbwicts i3 umx peakwiin 6ynu Hecepio3HUMM, Nerkoro abo cepepHbOro CTyNeHs BAXKOCTI | 3HAKAAM CAMOCTIHHO.
Cepito3Hi nobiuHi peakuii, npo ki noeigomnsnocs y 4 nauienTis, sSkux nikyBanu is sactocyeanHsm npenapaty Miosum, 6ynn HOCTyNHUMM: QHFOHEBPOTUYHUI HABPSIK, BIAYYTTS AMCKOMMOPTY B rpYAsX, BIAYYTTS CTUCHEHHS Y ropni, HeKapAianbHMIA 6inb y rpyasx
T CynpaBeHTPUKYNApHA (HoawnyHoukosa) Taxikapais. Peakwji, ski BuHMknM y 2 3 unx nauientie, 6ynu IgE-onocepepkoBannMu peakuismu rinepuyTnmsocri.
IHodopmauis noaaHo ckopoyero. MosHa iHopMauis 3HaxoaMTbCS B IHCTPYKLi Ans MeaMYHOro 3acTocyBaHHs npenapaty Mio3uM, NOPOLIOK Ans IPUrOTYBAHHS KOHUEHTPATY Ans po3unHy ans indysin no 50 mr. PM. NeUA/11618/01/01. Haka3
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HEBPOJIOTI'IA

KOH®EPEHLIA

CoBPeMEHHbIE BOSMOXHOCMU NEYeHUd HelipoMblweyHbIX 3abonesanui

IIponomxenne. Hauano na crp 11.

Cuuxenune 3aBucumoct ot MUBJI Ha dpone ®3T Habm0-
JaeTcsl M y TmaluMeHToB ¢ 0osee mo3aHeit MaHudecraiueit 60-
ne3Hu [Momme. Y HUX oTMeYalOTCsl yBeIMUEHUE XKU3HEHHON
€MKOCTH JIETKMX, MOOMJIBHOCTH, BOCCTAHOBJIEHUE YTEPSTHHBIX
MOTOPHBIX HaBBIKOB, YBEJMUYEHUE MACChI Tejla, YTO O3HAYaeT
BO3MOXHOCTb CAMOCTOSITEIBHOTO TMEPEABUKEHUS U YITYULIEHUSI
KayecTBa XU3HU.

CoriacHo pe3y/isTaTaM MeTaaHau3a 19 ucciemnoBaHmii ¢ yyac-
THEM MALMEHTOB ¢ 0osie3HbI0 [TomIie, Tepanus anrioKo3uaa30i
asibda MpUBOAWIIA K YIYYIIEHUIO UM CTAOWIN3ally TeYeHUsI 3a-
GoneBaHus 6ostee yeM y 2/3 GONbHBIX ¢ MTo3aHeN MaHudecTalmei
3aboseBaHusl. JlaHHBIE aHAIKM3a TaKXKe TTOATBEPAMIA BaXKHOCTh
paHHel AUAarHOCTUKY U JISUEHUS TS YIy4dIeHUs] UCXOJ0B 3200~
nesanus (A. Toscano, B. Schoser et al., 2016).

[To maHHbBIM el1le OHOTO MeTaaHaIN3a 8 UCCIIeI0BaHNUT, Tepa-
MU ATTII0K03MIa301 aibda Ha TIPOTSKEHUH 12 Mec puBoauIa
K JJOCTOBEPHO JTYYIIIM pe3yJIbTaTaM TecTa ¢ 6-MUHYTHOM XOmb00ii
(npoiiieHHOE paccTOsHME MPEBBILIATIO TAKOBOE B IPYIINeE Malu-
€HTOB, He MOJIyJaBIIMX JieueHue, Ha 43 M). [IpuMeHeHue anrio-
KO3U/Ia3bl aJibha aCCOLMUPOBAJIOCH C XOPOIIMM MM YMEPEHHBIM
OTBETOM Ha JieueHHe (MOJOKUTEIbHbIC UBMEHEHUST B MbIILIEY-
HOU cwie Wik GUKCUPOBAHHOM XU3HEHHOW EMKOCTH JIETKUX)
y 91 1 86% manmeHTOB COOTBeTCTBeHHO (de Vries et al., 2012).

B Hacrosiiee BpeMst Mbl TakKe pacrioyiaraeM pesyJibraraMu
MPUMEHEHUS aJITII0K0o31aa3bl ajlbda y MalueHToB ¢ MHbaH-
TUIbHOU (hopmoit 6one3Hu [Tomne, KOTopbie TPOIEMOHCTPU-
pOBaJIM, YTO TMOTEPSI BpEMEHU U J1axke HeOOoJblIasi OTCPOUYKa
B uHuImanuu ®3T cHIKa0T BOZMOXKHOCTH TOCTUXKEHUS per-
pecca OpraHHbIX HapyLIeHU M.

B uccnenosanuu Kishnani u coasr. (2007) ®3T ¢ npumeHe-
HUEM aJITIIOKO3KMAa3bl ajib(a y MalueHTOB C pAHHUM HayajloM
Oone3nu [ToMIte HaYMHAIM MEHEe YeM Yepe3 6 Mec Mociie ycTa-
HoBJIeHUs nuarHo3a. Yepes 52 Hen JieyeHus y 100% 6obHBIX
Ha0JI0a/TM YMEHBIIEHNE BHIPAKEHHOCTH TUITEPTPOGhUH JIEBOTO
xenynouka (IT12K), B 72% ciy4aeB OTMeYad YIydlIeHUE MO-
TOpHOI yHKIIMU. BhXkuBaeMocTh B Bo3pacte 18 mec npu aToM
nocturana 100% (6e3 UBJI — 83%).

Otu xe aBTopbl B 2009 romy moxkasanu, 4yTo mpu OoJjiee Mmo3-
nHeM Havyase 3T (MeHee ueM uepe3 7 Mec 1Mociie yCTaHOBIEHUS
nuartHosa) 3(pheKTUBHOCTh Tepanuy HECKOIbKO CHUXAETCS,
XOTSI U OCTaeTCsl JOCTATOYHO BbICOKOI: ymeHbieHue [JI2K
Ha (hoHe JTIeueHUS 3apeTUCTPUPOBATN Y 94% GONBHBIX; YTydIle-
HUE MOTOPHBIX HABBIKOB — B 61% cily4aes.

Nicolino u coast. (2009) npogeMOHCTPpUPOBAIN, YTO MPU
npuMeHeHuy O3T y manueHToB ¢ MHPAHTUILHOM (popMoit
6ose3Hu [ToMIte BBIXXHBAEMOCTh B Bo3pacTe 24 1 36 Mec 10CTH-
raeT 94 u 72% cootBeTcTBeHHO. [1pH 3TOM 6e3 MBJI ocTaBanuch
67 v 49% malreHTOB COOTBETCTBEHHO. M3 maireHToB, KOTO-
peie He 3aBucenu or MBJI Ha MOMeHT Hauana nccienoBaHusl,
K KOHILY CTIBITaHUs 44% ObIIaTM caMOCTOSATEIbHO. YMEHb-
menue [JIXK ormevanu B 81% ciydaes, yiaydiieHre MOTOPHBIX
HaBBIKOB — Y 62% GOJBbHBIX.

JlaHHble KIMHUYECKUX MCCIIEJOBAHMI C UCNOJIb30BAHUEM Tpe-
napata Muo3um B JieueHun pa3Hbix ¢opm 6ose3nu [Tomme no3so-
JISIOT ClIeNIaTh CJIeAYIONIHe BHIBOIbI:

— Tepanus AJINTIOKO3U1a30i ab(ha MOBbILIAET BbKHBAEMOCTD
60JBHBIX U 3aMeIsieT mporpeccupoBanue J1H npu yciaoBun Hauana
Tepanuu B JeTCKOM BO3pacTe;

— Yy JieTeii M B3pOCJIbIX JieYeHHe CYIeCTBEHHO BAMsSeT Ha Kave-
CTBO XKU3HHU (YJIydYllleHUe NMOJBIKHOCTH, YMEHbIEHUE HEO0X0au-
MOCTH B PeCIMPATOPHOI MOJePKKe / YayullleHne AbIXaTeIbHO’
Gbynkuun);

— PaHHee HAYAJIO TEPANNH KPUTHYHO ISl ONTHMHU3ALMM Pe3Y.ib-
TaTOB 00JIE3HH.

Knunuaeckuit cinydailt 1MarHOCTUKHU
u jedeHus1 6one3nu [lomre npeacra-
BUJIA B XOJl€ BBICTYILICHUS 3aBeyI0-
mas oTAejieHeM HEeBPOJOTMH PAHHETO
BO3PACTa JETCKO# ropoJICKOil KINHUYe-
cKoii 0opHuIbI Ne 5 1. /Inenpa Upuna
BacunbeBna Makeaonckas.

Hesouka (07.12.08 r.p.) moctymuia
B peaHMMAalMOHHOE OT/IeJIeHne 001acT-
‘ HOW AETCKOW KIMHUYECKON OOJBHUIIBI
{ (OKB) 05.02.14. Ha MmoMeHT IIOCTYII-
JIEHUSI: COCTOSIHME pebeHKa KpaliHe
TSXe0e, 00yCJIOBIEHO JBYCTOPOHHEH MojMcerMeHTapHO!
TMHeBMOHMEH Ha (hoHe MUOTIATHU; TTIOJIMOPTaHHOK HETOCTaTOY-
HocTbio: JIH 3 cT., HegocTaTouHOCThIO KpoBOOOpalieHus 2 CT.,
CUHJIPOMOM OCTPOTO MOBPEXACHUS JIETKUX 3 CT., aHeMueit 1 CT.,
BBIPAXXEHHBIM WTHTOKCUKAITMOHHBIM CUHIPOMOM.

HeBposnornueckuii cratyc 6€3 04aroBoil CMUMINTOMATUKY;
MEHMHTeaJIbHbIE 3HAKM OTPUIIATEIbHBIC, CYI0OPOT HET; CaMO-
CTOSITEJTbHO HE IBILIUT; OTCYTCTBUE TJIOTAHUST; KODMUTCS Yepe3
30H]1; aTOHUSI, apedIeKCcusl, anuHaAMuUs.

Uctopus 60ae3nn. 3anepkka TEMIIOB pa3BUTUS OTMeYa-
eTcs nocie 6-7 mec. I1pu ocmotpe HeBposiora B 11 Mec GbLIM
JUATHOCTUPOBAHBl MMOTIATUYECKUI CHHAPOM B pe3yJIbTare Ie-
PUHATAJbHOTO MOPAXEHUS LIEHTPAJbHON HEPBHOM CUCTEMBI,
3a7iepKKa TEMIIOB MOTOPHOTO pa3BuTusl. HazHaueHbl aHTU-
XOJIMHACTEPa3Hble 1 BATAMUHHBIE TIPENapaThl, a TAKXKE Maccax
u eyebHast hpuskyasrypa (JIOK). Cumetb caMocTosITEIbHO
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JIeBOYKA CMOTJIa K KOHIIY IepBoro roaa xu3Hu. B 1 rogu 1 mec
MOTJIa CTOSITh Y OTIOPHI, B 1 TOA 1 3 MeC — XOAUTb C MOIIEPXKKOI.
CaMOCTOSITEIbHO CMOTJIA XOAUTb TOCJIE 2 JIET, HO OBICTPO yCTa-
BaJia, 4acTo CHOThIKasach U nanaiga. OTMevaeTcs 3ajepxKa
peueBOro pa3BUTHS: TOBOPUTH Havana B 3 rofa 2 mec; dhpazo-
Bas pedb chopMupoBanach K 4,5 romam. 1o rocnuraauzanuu
B OI1Kb croBapH#Iii 3ammac y pebeHKa COOTBETCTBOBAJI BO3PACTY,
OJIHAKO peyb OblIa HEBHSATHOM B CBSI3M CO CIA0OCTHIO MBIIIIL
apTUKYJISLMOHHOTO afmapara U Makporjioccueil. B Bozpacrte
2 et 10 Mec peOGeHKY BBICTAaBJIEH IUATHO3: BPOXKAEHHBIN TTOPOK
Pa3BUTHSI MOYEIIOJOBOI CUCTEMBI, ITy3bIPHO-MOYETOYHUKOBBI
pedITIoKC 2 cTeneHr; XpOHUYECKUii UeIoHehPUT, peIuanuBU-
pyolliee TeUeHuUe.

B mexa6pe 2011 roga (B Bo3pacTe 3 jieT) AMAarHOCTUPOBAHbI
MHOXECTBeHHbIE pabJOMUOMBI MUTPAJIBLHOTO KJianaHa. 3a-
KJIIOUYEHUE KapauoXupypra: pabloMUOMbI MATTUIUISIPHBIX MBILIIT
MUTPAJIBHOTO KJlaraHa 6e3 reMoJuHaMUYeCKUX HapyLIEHUIA,
HEeIOCTaTOYHOCTh KpoBoobpamieHus 0. B meka6pe 2011 roma
BIEPBbIE YCTAHOBJIEH TMArHO3 BPOXIEHHON MUOTIATUN U PEKO-
MEH/IOBAaHO MEJNKO-TeHETUYeCKOe 00CIeI0BaHueE.

21 mions 2012 roma (B Bo3pacte 3 jieT) obcinenoBaHa B Xapb-
KOBCKOM CITEeLIUaIM3UPOBAHHOM MEIUKO-TEHETUYECKOM LIEHTpe
(XCMT'LD). IMpu obpalieHNU: Xajlo0Obl Ha OOLIYIO CJIadOCTh,
JEBOYKA CAMOCTOSITEJIbHO HE CaauTcsl, 0e3 OMOpbl HE MOXET
CaMOCTOSITEJIbHO BCTATh U3 MOJIOKEHUSI CUIISI, HE MOXET Oerarh;
OTMeYaeTCs 3a/IepKKa peueBOro pa3BUTHS.

Brino mpoBeneHo o6ciieoBaHue, B X0/1€ KOTOPOTO BBISIB-
JIEHO TIOBBIIIIEHUE YPOBHeil cienytomux nokasareneit: ACT —
no 340,42 En/n (Hopma — mo 48); AJIT — mo 200,34 En/n
(Hopma — mo 33); KOK — 1136,18 En/n (Hopma — mo 228);
JIAT — 888,75 En/n (Hopma — 1o 395); roMOLIMCTEMH KPOBU —
6,4 MKMoIb/J1 (HOpMa — 10 5).

3aximoueHrue KoHcyapraTuBHOro copeta XCMI'L: nedu-
IMT HPepMeHTOB (POJAaTHOTO LMKIIA. [MIeproMouucTeMHeMUSI.
MuTtoxoHnpuanbHas aucdyHkims. BpoxaeHHas: MblllieyHast
nuctpodust. Heodxoarmo UCKITIOYUTh HapylleHue oOMeHa CTU-
POJIOB, TJIMKOTE€HO3.

JlaHHbIe 3HAYMMBIX NAPAKINHAYECKHX H JAOOPATOPHbIX HCCIIe-
JIOBAHUIA:

— anektpomuorpacdus (30.04.14): He BBISIBICHO IMPU3HAKOB
TopaXKeHusl ePeHUX POTOB CIIMHHOTO Mo3ra. MyHKIIMOHATb-
Hasl CITOCOOHOCTb MBILII CHUXXKEHA 110 IePBUYHO-MBIIIIEYHOMY
TUITY;

— anektpoaHuedanorpadpus (04.14 — pebeHKYy 5 JIeT): TUITNY-
HBIX KOMIUIEKCOB 3MUJIENTUYECKON aKTUBHOCTU HE BBISIBJICHO,
MPU3HAKKM CHUKEHUST (DOHOBOTO PUTMA;

— KOMITblOTepHast ToMorpacdusi rojoBHoro mo3sra (18.12.13 —
peOeHKYy 5 J1eT): IpU3HAKKU OPraHMYECKOM MaTOJIOIMU FOJIOBHOTO
MO3ra He BbISIBJICHBI;

— YJBTPa3BYKOBOE MCCIIEIOBAaHUE CeP/Illa; MHOXECTBEHHbIE
pabIoOMUOMBI MUTPAJILHOTO KJIaTaHa.

30.01.14 y neBOYKHM pa3BUIACh OCTpasl peCIIMpaTOpHast BUPYC-
Has uHdekus Ha hoHe HenudhepeHIMPOBAHHON MUOTIATUN.
C 01.02.14 oTmeuanock yrHeTeHUue CO3HaHUs A0 9 6aioB, Ju-
xopagka 1o 39,0 °C, yto nmoTpedoBaIo SKCTPEHHON TOCMUTa-
JTu3auuu B craumoHap. [pu nmoctyniaeHu TMarHoCTUPOBAHBI
pecniuparopHbiii auctpecc-cuaapom, JAH I, uto morpe6oBaio
npoBeaeHus MBJI B xectkux pexxumax. CoctossHue pedeHKa
OCTaBaJIOCh KpaliHe TsoKeIbIM BBULY coxpaHsitoieiics [IH, BbI-
PaXeHHOTO MHTOKCUKALIMOHHOTO CUHIpOMA.

5.02.14 peHTreHOJIOTUYEeCKY AUATHOCTUPOBAHA IBYyCTOPOHHSIST
MoJIMCErMeHTapHast THEBMOHUSI. YUUTBIBAsI TSKECTb COCTOSIHUS,
pebeHok nepeseneH B OJJKbB.

CocTosiHME OCTaBajoCh TSIXEIbIM IJIUTEIbHOE BPEMSI.
Ha mepssoiit nnan BeicTynanu ssineHus JH, zaBucumoctsb
oT xecTkux nmapameTpoB M BJI. HeogHoKpaTHO MpOBOAMINCH
caHalMOHHbIe (GrOPOOPOHXOCKOMNH, IBAKYNPOBATIOCH OOJIBIIIOE
KOJIMYECTBO THOMHOM BA3KOI MOKPOTBI.

JleyeHue BKIOYANO aHTUOMOTUKYU, UMMYHOTJIOOYIUHBI,
CUMITOMATUYECKYIO TEPANUIO AJIsl TIOAAePKaHUS CEePACUYHON
NeSITeIbHOCTH, TUYPETUKU, OTXapKUBAIOIIUE CPEeJCTBa, MeTa-
Oosmyeckue rmpenaparsl, oouumii Maccax, JIOK.

Jlunamuka coctosinus Ha 88-e cyrku. Ha poHe mpoBoaumoit
Teparuy B HEBPOJOTMUECKOM CTAaTyce OTMEYaeTCsl MOSIBICHUE
NBUTATEIbHOW aKTUBHOCTH B KOHEYHOCTSIX, HapacTaHUe MbI-
LIEYHOM CUJTBI BEpXHUX KOHEUHOCTe — 2-3 Gajuia; HIXKHUX KO-
HeuHocTeil — 2 6ayuta. CamoctosiTennbHO rioTaeT. CyXoXuIbHbIe
pedieKchbl ¢ BEpXHUX KOHEUHOCTEH CHUXKEHbBI, CHMMETPUYHbIE;
B HUOKHMX KOHEYHOCTSIX — HE BBI3BIBAIOTCS. JIBUXKEHUI MeX-
peGepHOi MYCKYJIaTyphl HET.

Knunanveckuit tnarno3. OcHogHoil: TIporpeccupyloniasi Mbl-
meyHast AucTpodus Ha GoHEe MEeTabOJIMUYECKUX HApYIIEHU —
JepuuuT GoJaTHOrO 1MKIA, TUTIEPTOMOLIMCTEUHEMUSI, MUTO-
XOHApUabHasl AUCPYHKIMS. MHOXECTBEHHbIE pabIOMUOMBI
cepua. BpoxkaeHHBbI MOPOK pa3BUTHSI MOYETTIOJIOBOI CUCTEMBI,
Mmy3bIpHO-MOUYeTOYHUKOBBIN pedrokc. JIH 111 Topakoguadpar-
MaJIbHOTO TeHe3a.

Conymcmeyiowuii: XpoHNIecKuii muenoHedput. Pasa pe-
MUCCUH.

OcnooicHeHus: PEKOHBAIECUEHT TOCTIUTAIbHOM THEBMOHUH.

B mae 2014 roma maiumeHTKe MPOBEAEH aHATU3 KPOBU
B cyxoM nisitHe. Uepe3 3 Hell B CBSI3U C MOJYYEHUEM Pe3yiib-
TaTa, CBUAETEIbCTBYIOLIETO O CHUXKEHUU YPOBHS (hepMeHTa
0.-TJIF0OKO3U1a3bl, aHAIU3 ObLI MOBTOPEeH. B MoBTOpHOM pe-
3yJIbTaTe CHUKEHUE YPOBHS OL-TJIIOKO3MIA3bl MTOATBEPINIOCH
u cocraBuio 0,15 HMoub/4/Mr 6enka (nmpu Hopme 0,3-1,2).

3akmouenue 3aseayomeii [lentpom MeTabomyeckux 3aboe-
panuii HICB «OXMATIET> (r. KueB), KaHauaaTa MeIMIMHCKHX
Hayk Harambn Anekcanaposnsl ITnukyp:

«Yuumvieas anamues u KAUHUHECKYIO KAPMUHY 30001€8aHUS,
CYULeCmeeHHO CHUNCEHHbLI YPOBEHb AU30COMANbHO20 hepMenma
0L-2110K03U0a3bl, Y pebeHKa BblA8AeHO HACAe0CMBEHHOe HapyuleHle
obmeHa geujecma u3 epynnbl 2AUK02eH0306 (001e3HU HAKONAeHUs) —
bonesnv Tlomne uru enukoeenos 2 muna, Xxponuueckas gopma.
Pexomendosarno npumenenue npenapama Muosum 6 sude unghy3uii
6 dose 20 me/ke 1 paz 6 2 nedeau».

[Tocne moanucanust poauTeasiMu pedeHka HHGOPMUPOBAH-
Horo coriacusi Kommnanuei Sanofi Genzyme ObUT MpeoOCTaBIeH
npenapat Muo3uM B BUjie T'YMaHUTapHOM MOMOIIY U HAYaTO
MpoBejieHue ero MHOY3uii ol pyKOBOJCTBOM U KOHTPOJIEM
3aBenyloniero peaHuMannoHHbIM otaeneHueM OJKB A.P. Jla-
LIMHCKOTO.

JInnamuka cocrostaus Ha 2.10.15. [leBouka HaxoouTcs B pea-
HuMmanronHoM otaenenn OJAKB 605 nueii. B cosnanuu, agex-
BaTHa. JlocTaTOYHO aKTUBHA, J0003HaTeNbHA. CoxpaHseTcs
3aBucuMocTb oT MUBJI, ocobeHHO B HOUHOE Bpemsl. YBeInInBa-
€TCsI BpeMsl CAMOCTOSITEJIbHOTO JbIXaHUSI THEM B Tieproj 601p-
CTBOBaHMsI. MOXET CUIIETh B Kpecjie U UTpaTh O3 AbIXaTeJIbHOTO
anmnapata a0 1,5 4 (co cJIoB pOACTBEHHUKOB, 110 3 4).

OtMmeuaetcs quddy3Hast MbIIIIEYHAsI TUTTOTOHUS; B TMHAMUKE
CUJIa MBIIIIL YBEeTUUYWIach 10 3-4 6an1oB B pykax u 3 6asioB
B Horax. ChopMUpOBaHBI KOHTPAKTYpPhl B TOJIEHOCTOITHBIX CYCTa-
Bax. CyxoXuJbHbIe pedieKChl pyK CHUXEHbI, CHMMETPUYHBI.
KonenHbie 1 axuioBbl pedaeKCchl OTCYTCTBYIOT. BproniHbie
pedieKchl He BhI3bIBAIOTCS. JIeBOUKa ecT caMOCTOSITENIbHO, 3a-
TPYOHEHUH TIPU KeBAHUM U TIIOTAHUM HET. YIy4IlIWIach peyub.
Ha ¢done koppekiium Mmetabonnyeckoil Tepanuu 1 BbICOKO-
KaJIOpUIHOI AueThl peOeHOK MOCTEIIeHHO HabupaeT Bec. Ile-
proaMUYeCcKU ObIBAaET KpaiiHe pa3apaxuTebHa U arpecCUBHA.

3a mepuoj npedbIBaHMS B peaHUMAIIOHHOM OTJIeIeHU! pede-
HOK MHOTOKpPAaTHO (1-2 paza B Mecsill) epeHOCHIT pecITupaTOpHbIe
WHMEKIMK, B 3HAYUTEIBHOM CTETIEHU YXY/IIIABIINE COCTOSTHUE.
st ypexXeHUsl 4aCTOThl peCUPATOPHBIX MHMEKLUi U yiyd-
IIEHWS] SMOLMOHAIILHOTO COCTOSTHUSI TTAIMEHTKY U ee OJIM3KUX
OblIa pacCCMOTPEHA BO3MOXHOCTb XOCIIMCHOTO HAOIIOEHNUS.
C 15.12.15 neBouka HAXOMUTCS B JOMAITHUX YCIOBUSIX, IO Ha-
OJTroIeHMEM Bpaueii v nepcoHaia peaHMMallMOHHOTO OT/IEIEHUSI.

B aBrycte 2016 roma ObIJIO MOBTOPHO IMPOBEAECHO
J1ab0opaTOpHO-TEHETHYECKOE 00caenoBaHe B ABCTPUH, Juar-
HOo3 6osie3Hu [Tomrie moaTBEpXIAEH.

Hudysuu npenapara Muo3uM npoaosskaioT IpoBoauTh 1 pas
B 2 Henenu, B 1o3e 20 Mr/Kr. TTo60uHbIX 3(h(heKTOB He 0TMEYAIOCh.

JIMHAMHKA COCTOSIHUS MAIMEHTKH Ha ceHTs0ph 2017 roaa. [e-
BOYKA B CO3HAHWU, aIcKBaTHA, TPONYKTUBHBI KOHTAKT YIOB-
JIETBOPUTEbHBI. DMOIIMOHAIBHBIN TOHYC MOJTOXUTETbHBIN.
ITo-npexHeMy 3aBrcuma ot anmnapara MBJI. bes anmapara moxeT
HaXOAUThC A0 6 4, HOYHOI COH TOJIbKO ¢ ammapatom MBIJL.
B kpoBaTu MosycuANT ¢ COTHYTHIMU HOTaMu. MOXET CUIETh
B CIIEIMAIM3UPOBAHHOM Kpecie ¢ TOAIePXKKOI TONOBHI 10 4 4
2 pasa B IeHb. B Kpeciie MOXeT pucoBaTh, UTPaTh UTPYIIKAMHU.

JleBouka caMOCTOSITEJTbHO MOXKET T0JI3aTh MO TOJIy MO~
MJACTYHCKM U Ha BBITSHYTBIX pyKax. B mojioxeHuu Ha 4yeT-
BepeHbKaX Ha KOPOTKOE BPeMsI MOXET MOAHATH rojioBy. Co-
xpaHsieTcs nuddy3Has TUIIOTOHUS Beex rpynn Mol Cuiia
B pyKax yBeJIMYWIACh 10 4 6ajyioB, pyKaMM paboTaeT akTUBHO,
OrpaHUYECHMIA B MOABMKHOCTU HeT. B Horax cuiia Ml 3 6aia,
OTMeYaeTcsl TYTOMOJABUXHOCTb B TOJIEHOCTOTTHBIX CYyCTaBax,
dbopmupytomasics Koutpaktypa. CyXoxXuiabHble pedekchl pyk
>KUBbIE; HOT — HE BbI3bIBAIOTCS. BploliHbie pedieKchl He BbI-
3bIBAIOTCA. PaccTpoiicTB MovencyckaHus U Aedekaru HeT.

OO6paiator Ha ce0si BHUMaHKE COXPAHSIOIIMECS B AMHAMUKE
Bbicokue 1uppsl KOK 1 meueHOUHBIX TpaHCAMUHA3.

[Momumo nnHdy3mii npenapatra Muo3um naeHTKa nepuoamu-
YeCKH MOJTyyaeT aHTUXOJIMHACTepa3HbIe TpernapaThl, BATAMUHBI,
Maccax, JIDK.

B xoze o0cyxaeHus: BONPOCOB, CBA3AHHBIX C TMATHOCTHKOIA
U jJevyeHueM 0osie3un [TomMne, yyacTHUKM HAYYHOU ceccuu cle-
JIaJI BBIBOJI, YTO BO3POCIHINIi B MOCJIe/iHEe BPeMs HHTepeC K AaH-
HOMY 3200J1eBaHmI0 CBsA3aH ¢ nosiBieHueM O3 T u 1oCTyNHOCTHIO
METOJ0B Ja00PATOPHOIi THATHOCTHKH, TO3BOJISAIONIMX MPUKU3-
HeHHO Bepudunuposathb 3a601eBanne. OIHAKO BOCIOJIb30BATHCS
3TUMH JOCTHXKEHUSMH MEAUIUHCKON HAYKH BO3MOXKHO JIMIIb TIPH
CBOEBPEMEHHOI KIMHHYECKOi AuarHocTuke 0ose3nu ITomne.
D¢ eKTHBHOCTH MATOTEHETHYECKOTO JieYeH s, Pa3paboTaHHOro
s 6oae3nn Ilomne, TecHO CBSI3aHAa CO BpeMeHeM MOCTAHOBKH

JAMATHO32.

Mogrorosmnu Aapbs KoBaneHko n Haranbs OyeperaHas

Ne 1 » BepeseHb 2018 p.



