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JUATHOCTHUYECKOE OBCJIEJOBAHUE U JIEYEHHUE ITEPBUYHBIX BOJIBHBIX CMA
I. lnmarnocTuka U KIAMHAYECKAs KJIACCH(PUKALNSA THIOB CNIMHAJIBLHONH MbILIEYHOH aTpoduu

CrienanucT, CTaJKUBAIOMINIACS C CHMITOMAaMH cIa00CTH M TUIIOTOHUH Y JAeTeil TOMKEH UMETh B BUIY BBICOKYIO
BeposATHOCTh auartoza CMA. Hanuume NOMONHUTENBHBIX XapaKTEPHBIX CHUMIITOMOB JIETKO BBIABISEMBIX IPH
(u3uKanbHOM O00CIIEIOBaHNM MOBBIIIAIOT BEPOSTHOCTH JTOrO JAuarHoza. K TakuM CHMIOTOMaM OTHOCSTCS:
npeobsasanye ciabocTH B MPOKCUMAJIBHBIX TPYIIIaX MBI HAJ JUCTAIBHBIMU, O0JbIIas c1abocTh B HOTax, 4YeM B
pyKax, CHMMETPUYHOCTb CHIDKEHHSI CHJIbI, OTCYTCTBUE HApyIIEHUH UyBCTBUTEIBHOCTH, CHUXKEHHUE UM OTCYTCTBHE
CYXOXKWIIBHBIX peduiekcoB. Kak npaBuiio, BEIpa)KEHHOCTh CI1a00CTH KOPPETHPYET C BO3PACTOM Hadalla 3a00JIeBaHMsI.
Knaccudukanus u xapakTepHble KIMHHYECKUE MPOSIBICHUS pa3indHbX THITOB CMA npeacTaBieHs! B Ta0I.

Tabéauna 1. Knmuangeckas knaccupukarus tunos CMA

Tun CMA Bospact, B | MakcumaabHasa | EcrecTBeHHblii | TUnn4HbIe NIPOSIBICHUS
KOTOPOM Gynkuus BO3pacT
HA4aJ10Ch HACTYIJIeHHUs
3a0oJieBaHue CMepTH
Tun 1 (Tsbxenas 0 — 6 mecsues | He cumut <2 mer I'nyGokast ¢1ab0CTh ¥ THITOTOHHS,
¢dopma) TPYAHOCTH KOHTPOJIS TOJIOBEI,
cy1a0blii KPUK ¥ Kallenb, TPYAHOCTH C
TJIOTAHWEM U BBIICJIICHHEM CIIIOHBI,
OCJIO)KHEHHOE Te4eHHe 3a00IeBaHuH
U3-3a JbIXaTeIbHON
HEJIOCTaTOYHOCTH M aCITUPAIIMOHHON
ITHEBMOHUH
Tom 2 7-18 He crour > 2 jer 3amepKKa MOTOPHOTO Pa3BUTHS U
(mpoMexyTouHas | MecAleB Habopa Beca, cadblif Kamiens,
thopma) TPEMOp PYK, KOHTPAKTYPHI U
CKOJIHO3
Tun 3 (yierkas > 18 mecsnieB | CTOUT U XOUT 3pensiii Bo3pacT | Mpleunast cnabocTh pa3nuyHoOn
tdhopma) CTCIIEHU BBIPAXXCHHOCTHU, KpaMIIH,
KOHTPAKTYpPHI ¥ THIEPMOOUIBHOCTD
CYCTaBOB, IOTEPS CIOCOOHOCTH
XOJMTH C HEKOTOPOT'O MOMEHTa
JKU3HU
B Ttabnuue He npencraBieH 4 Tunm — HaumOoliee JIETKHM, TaKKe CJlEAyeT HWMETh B BHUIY CYLIECTBOBaHHE

MPOMEXXYTOYHBIX BAPHAHTOB MMEIOIINX YEPThI ABYX COCEIHNX THIIOB.
O0BbeM METUIIMHCKOHN TTOMOIIH J0JDKEH ONPEeNsAThCA CKopee (DyHKIIMOHATBHBIMH BO3MOXKHOCTSAMH OOJIBHOTO, YeM
MPE/ICTaBICHHON BHINIE KIMHMYECKOW Kiaccuukanuei 3aboneBanus. [103ToMy, ¢ MPakTHUECKOH TOYKH 3pEHHS,
Oonee mosnesHa, ¥ ganee OylIeT HUCIOJIBb30BaThCS, KilacCH(UKALH OOJIBHBIX IO (QYHKIMOHAIBHOMY CTaTyCy:
Jlexxaune (ieTH, KOTOphIe HE MOTYT CHAETH 0€3 MOCTOPOHHEH MOAICPKKH);

Cupsiure (JeTH, KOTOpbIE MOTYT CaMOCTOSITEIBHO CHJIETh, HO HE MOTYT XOJUTh 0€3 MOCTOPOHHEH MTOMOIIH);
Xongune (MOTYT CaMOCTOSITEIbHO XOIUTh).

I1. TuarnocTuyeckue nNpoueaypsbl

ITomaroBelii anroputr™M JUArHOCTUYECKOM Mponeaypsl mnpuBenaeH Ha Pucynke 1. Bkpatme, mnepBsiM
JMAarHOCTHUECKUM HCCIIEIOBaHHEM OoibpHOro ¢ mopo3peHneM Ha CMA nomkeH OBITh TECT, OIPEAEISIONINN
nenennto SMN rena. 'omosurornas menerust SMNI sk3o0Ha 7 (¢ menenmei ox30Ha 8 wam Oe3 JeNCIU dK30Ha 8)
MOJTBEPKIACT AWArHO3 CIWHATBHOW MEImeYHor atpoduu, cBszanHod ¢ SMN remom (5q CMA). pyrue
JMAarHOCTUYECKUE TECTHl JTOJDKHBI OBITH NPOBEASHBI TOJBKO IOCHE IOJIy4eHHsl OTpULATENbHOro pesyiasrara SMN
TecTa.
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MEPOITPUATHUS, KOTOPBIE HEOBXO/JIUMO BBIITIOJIHUTH B CJIYYAE BBISIBJIEHHUSI CMA

II1. O6mmue BONpPOCHI BeieHUsI 0IBHBIX ¢ BIIEPBbIe YCTAHOBJICHHBIM IHATHO30M

ITocranoBka muarHoza CMA cTaBUT MHOIO BOIIPOCOB TMOMJIEKAIIMX PELICHHIO, KakK Iepe] POJCTBEHHUKaMU
60JIbHOTO, TaK U Nepe]] HECKOJIIBKUMHU CMEXHBIMH CIICI[HATIHCTaMH.

JUIs KOMITJICKCHOTO pEIICHUS TaKUX BOIPOCOB WICHAM CEMBH OOJBHOTO JOJDKHA OBITh PEKOMCHIOBaHA
KOHCYJIbTAIlMsT W JajbHeWiee HaONIONCHUE Y CIICIHUANICTA PACIOJAraroIlero OMBITOM padoThl ¢ JCTHMH,
crpagaroummu CMA 1 coBpeMeHHO# nH(popMaIuei o:

TEYECHUH OOJIC3HHU;

naToreHese;

Kiaccupukanuu GeHoTUNaA;

MIPOTHO3€ [ OOIBHOTO;

POIUTENIECKHUX aCCOLMAINAX CMa;

BO3MOXKHOCTH y4acCTHs B KIMHHYECKUX UCIIBITAHUSI HOBBIX MPENapaToB/TEXHUYECKUX YCTPOUCTB.

Ora uHdOpMAaIHsl TO/DKHA OBITh U3JI0)KEHA POICTBCHHUKAM OOJIBHOTO B JOCTYITHOW (hopMe MpH MEPBOH JKe BCTpeue.

Kypatop, Taxke, TOKEH COCTaBHTh BMECTE C CEMbEW IUIaH MHOTONpOQHIbHOrO HabmioneHus: pebenka. [lman
OOBIYHO BKJIIOYAET KOHCYJIHTHPOBAHHUE M OKa3aHUE TOMOIIH Y:

IlynsmoHoIIOTa;
I'acTposnTeponora/gueroiora;
Opromnena/peabunuroora.

A TKKe,

Jetckoro HeBposora (ecnu pedeHOK HaOI0JaeTcsl IeIUaTpOM, a He HEBPOJIOTOM);
MeauuuHCKoro reHeTuka (Ipu He0OXO0JMMOCTH PELISHHsI BOIIPOCOB TIAHUPOBAHUSI CEMBN);

I'eneTuka
Kyparop momkeH UMETh MPENCTaBICHUE U OBITh B COCTOSIHUU Pa3bsCHUTH CEMbE OOJBHOTO CICTYIOIIUE BOMPOCHI
redetuku CMA:

CMA Hacnemyercst o ayTOCOMHO-PELIECCHBHOMY THUITY U 00yClOBJIeHHA CTPYKTypoit SMN reroB — SMN;
u SMN2

Xotst 6ompiiee kKonmuecTBO reHokonuit SMN, koppenupyer ¢ 6omnee JerkuM (EHOTHIIOM 3a00JIeBaHMsA,
000CHOBBIBATh NMPOTHO3 TSKECTH, HCXOAS U3 3TOTO KPUTEPHs], B HACTOSIIIIEE BPEMST HE PEKOMEHIYETCsl, T.K.
JUIsl JII000TO JTAaHHOTO KoJiuyecTBa reHoKonui SMN, BO3MOXHBI 3HaUNTEIbHbIC BapHallii KIMHUYECKOTO
(enotuna.

Puck penmanBa y KpOBHBIX POJCTBEHHHKOB (CHOCOB),

O6cnenoBanne Ha HOCUTEIBCTBO.

Bompocsl, cBsi3aHHBIE C PENPOAYKTUBHBIM IUIAaHWpOBaHWEM (NIpEHATallbHAs JUAarHOCTHUKA WU
MpEeUMIUIaTaAllMOHHAS IUAaTHOCTUKA).
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COT'JIACOBAHHOE PEHIEHUME B OTHOHEHUH ITYJIBMOHOJOTI'NMYECKOI'O JIEUEHUS

1. O630p nerounbIx npoodJem y aereit co CMA

KiroueBbiMu mpo0iieMaMu, CBSI3aHHBIMHE C JIBIXaTeIbHON cucTeMOH y aeTeit co CMA SBISIFOTCS CIEAYIONIHE:

1. Hapymelme OTKAIIMBAHUA TIPUBOAALICC K HeHOCTaTOHHOﬁ OYHUCTKC HHMXHHUX AbIXATCIIbHBIX HyTeﬁ oT

CeKpera.

2. T'mnoBeHTHJISIMSA BO BpEMS CHA;
3. Henopa3puTue rpyHOM KJIETKH U JerKHUX;
4. TloBTopHbIe HHPEKIHHN, KOTOPbIEe YCHIIMBAKT MBIIIEYHYIO CJIA00CTh

Jlerounsie 3a007€BaHM ABIAIOTCS IMTABHOW NPUYMHOI 3a0oseBaeMocTH U cMepTHOCTH Tpr CMA Trma 1 v thmna 2 n
MOTYT BCTpEYaThCs Y HEKOTOpod dactu O6ombHBIX co CMA Ttuma 3. Hapymierne rioTaHus U peguiioKC BaXKHBIC
(hakTOpHI, BHOCAIINE CBOIl BKJIAJ B 3a00JI€Ba€MOCTH JIETOYHOM mMaTojiorHei. B pe3ynpraTre MOBTOPHBIX MH(MEKITHIT
JBIXaTETBHBIX IyTel, HOYHOW TMIOOKCUTEHALMH MOCIEAYIOIEH TMIIOBEHTWIALMM, a 3aTeM W THUIEPKAITHUU B

JHEBHOC BpEMA OTMEUACTCA MOCTCIICHHO HapacTaromas ToTajbHasa AbIXaTC/ibHasd HEAOCTATOYHOCTD.

[Tpu HapyIIeHHH JBIXaHUS BO BPEMS CHA CJICIYeT 00CCIEYNTh CPEACTBA IS JOMOJHUTEIBHON BEHTUIAILIUH JICTKHX,
a TaKKe CPEICTBa, OOJeryarollue OTKAIUTUBaHHUE, eClId (PPCKTUBHOCTh OTKAILIMBaHUA HuU3Kkas. [logmepixkaHue
TMPOXOJAUMOCTH JbIXaTENIbHBIX NMyTEeH OYEHb Ba)KHA KaK B OCTPBIX CUTYallUAX, TaK U MPU PYTUHHOM YyXOJE 3a

0onbHBEIME SMA.

Pucynok 2. O0béM ucceoBaHni M IedeOHBIX MEPONPHATHH B 3aBUCHMOCTH OT IATOJIOTHYECKHX M3MECHEHHH B

HbIX&TCHbHOﬁ CHCTEMCE.
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I1. OneHKka M1 MOHMTOPHHT (KOHTPOJIb)

IleproarIHOCTH IPOBENCHNS OIIEHKH 3aBUCHUT OT KIIMHMYECKOTO COCTOSIHHSA M CTETIEHH ITPOTPECCUPOBaHUs O0JIe3HN
y Kaxmoro 60ompHOr0. YactoTa mpoBeaeHHS OIEHKH COCTABIISIET OJIUH pa3 B 3 - 6 MecAIeB, C MCHBIICH 9acTOTON y
XOJSTYAX OONBHBIX B CTAOWJILHOM COCTOSHHHM M OOJBIICH YacTOTOW y JIeKA4uuX OOJBHBIX, C HECTAOMILHBIM
COCTOSIHHEM.

A. Jle:xaune 00JIbHbIE

o  OU3NKAIBHBIA 0CMOTP: YPPEKTUBHOCTh OTKAILIMBAHUSA, OIICHKA Ne(POPMAIUU TPYTHON KICTKH W aKTa
JIBIXaHWs, (YaCTOTHI IBIXaHUS, HAJIMYUS ITapaloOKCaTbHOTO JBIXaHHS), IIBET KOKHBIX IIOKPOBOB;

e [IloaucomHorpagus: BeISABICHUE NPU3HAKOB TMIIOBEHTHIISILIUY;

e [lyabcoBasi OKCMMeTPHUSi: KOHTPOJIb OKCUTE€HAIIMM KPOBU UPECKOKHBIM JaTUUKOM;

e TIHeBMOHHUM: yCTaHOBJCHHE YaCTOTHl MH(EKIIMOHHBIX 3a00JIEBaHIH M aHTHOMOTKOTEPAITHH 3a ITOCIIETHNE
6 MeCsIIIEB;

e PeHTreH rpyAHOHl KJIETKH: YCTAaHOBJIICHHE HAuyaJbHOM TOYKM M TEKYIIMH KOHTPOJIb HCTOLICHUS
JIBIXaTeIBbHBIX (QYHKITHI;

e MH3yuyenmne pyHKIMH IJIOTAHMS: JJIsI TOUCKA IPUYMH HEOOBSICHUMOTO OCTPOTO YXY/IILICHUS JIBIXaTebHBIX
(YHKIMI ¥ TOBTOPHBIX ITHEBMOHHH.

B. Cuasauue 00JbHbIE

e @u3NKaJbHBIA 0cMOTP: >PPEKTUBHOCTD OTKAIIIMBAHMA, OLCHKA Ae(opManny TpyIHON KIETKH M aKTa
JBIXaHWSA, (YaCTOTHI IBIXAHUS, HATMYIHS TapaJOKCAIBHOTO JBIXaHHSA), IBET KOKHBIX ITOKPOBOB;

e [TlosmucomHorpagus: BeIBICHUE IPU3HAKOB TMIIOBEHTWIISLIUY;

e IlynabcoBasi OKCHMeTPHSI: KOHTPOJIb OKCUI'€HAIIUU KPOBU YPECKOKHBIM JATINKOM;

e [IHeBMOHMH: yCTaHOBJICHUE YaCTOTHl MH()EKIIMOHHBIX 3a00JIeBaHUI 1 aHTHOMOTKOTEPAITUH 32 TIOCIIEIHIE
6 MecHIeB;

e  Cko0JH03: OCMOTp NMO3BOHOYHUKA U PEHTI'CHOrpadryecKas Ol[eHKa CKOJIN03a.

B. Xoasuue 00JbHbBIE

Kak mpasuino, xonsaue 6ospHbIe c0 CMA MMEIOT OTHOCHTENBHO COXPAHMBLIYIOCS IBIXaTENbHYI0 (YHKIHIO 10
CaMoro MO3JHET0 Mepruoa pa3BUTH 3a00JIeBaHNS.

e ®u3nyeckas oueHKa: dPPEKTHBHOCTh OTKAIUIMBAHUS, OIEHKA AedopManuu rpyIHONW KIETKH, paboTHI
JIeTKHX, YaCTOTHI ABIXaHWS, HATMYHS NapalOKCaIbHOTO JbIXaHUs, OLICHKA [IBETa KOXKH;

e  OueHka JIErOYHBIX PYHKIHUH: ClIUPOMETPUS], 00BEM JIETKUX, (PYHKIUS IIXaTeIbHBIX MBbIIIILL;

e [IneBMOHMHM: YCTaHOBJIEHHE 4YacTOThl WH(EKIUOHHBIX 3a00JE€BaHMA UM aHTHOMOTUKOTEpANUU 3a
nociuenHue 12 mecsues.

I1I. ITpoduniaakTuka AbIXaTeIbHONH HEJOCTATOYHOCTH

KpI/ITI/I‘IeCKI/I Ba)kKHO 00ECIIEYUTh CEMBIO OOJIBLHOIO I/IH(I)OpMa]_II/Ief/’I O BapvaHTax MOBCCAHCBHOI'O yXoaa, HCﬁCTBHﬂX B
ClIydqac OCTPbIX 3360J’IeBaHHI7[, npea- v nmocjaconepanuoHHoro yxoaa.

e Jlexaune - camasi HecTaOWJIbHAsl TPYIIA, B CBSI3M C OBICTPHIM MPOTPECCHPOBAHUEM OOJIC3HM HAa CaMOM
paHHEM dTare HeOOXOTUMO PEIIUTh BOMPOC O HeWHBa3WBHOW BeHTW/Isiuuu Jerkux (HBJI) u oumcrke
ABbIXaTeJbHBIX IyTeii;

e B nponomkenne o0CyXAeHUH NMPEANOYTEHHH CEeMbU B OTHOIICHHM yXOJa 32 PEOCHKOM JOJDKEH OBITh
BBIPa0OTAaH IUIaH C ONpeeIeHHBIMH 00béMaMH MaKCHMAJIBHOI M MUHUMAJIBHOIT MOMOIIHM OOJBHOMY.

Jlumo/a oCyHieCTBAAIOIINE MOBCeIHEBHBIM yxoa 70JIKHO OPHEHTHPOBATHCHA B CJICAYHOIIHUX BOIIpocax:

L4 OT1anyathb «HOPMAJIbHO€» COCTOAHUE pe6eHKa OT MATOJIOTHYECKHUX OTKJIOHCHHH OT €ro OCHOBHOI'O
COCTOSHUA,
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OTcnexuBaTh MPU3HAKA THMOBEHTHIISINMH U YMETh Ha HAX PEarnpoBarh;

JeiicTBoBaTh B Cloy4ae BO3HMKHOBEHHMSA OCTPBIX IaTOJOTMYECKHX COCTOSHMM, BKJIIOYas JEUCTBUS
HEOOXOANMBIC [Tl CPOYHON TOCTIMTANN3AINN

Baagers TeXHUKOH OYHCTKH IbIXATeJbHBIX MYTeil;

Baagers TeXHHKOH NOALEPKAHUA AbIXATEJbHBIX (pyHKImi, Bitouas HBJI;

IIuTanus U rugpaTanmm;

HeobOxoaumocTu paHHEero Ha3HAYeHHs1 AHTHOMOTHKOB;

HeobxonuMocti  coOmopeHNs peXruMa MMMYHHM3aOMH, BKIIOYas BakIWHY TPUNINA, BaKLIUHY
ITHEBMOKOKKA, 1 MPOQMIAKTHKY PECITMPaTOPHO-CHHIMTHAIEHOTO BUpYyca (palivizumab).

IV. IloBceagneBHBIH yX01a

IIpexae Bcero HEOOXOAMMO 0OCYIUTH IIETTH, BCTAIOLIHNE TIepe ceMbEil 6ompHOT0. K HIM OTHOCSATCS TapMOHHYHBIN
yX0J 3a peOEHKOM B JOMAITHUX YCJIOBHAX B TCUCHHE INTEIBHOTO BPEMEHH, MPOJODKUTENFHO obecrednBaecMoe
ToJiIepKaHue KU3HECTIOCOOHOCTH, TP COXPAaHEHIH Ka4eCcTBa KU3HU H KOM(OPTa, C y4ETOM BO3MOXKHOCTEH CEMBH.
3aaun MOBCETHEBHOTO YXO/a:

1.

HOPMAJIN30BATh ra3000MeH,

YJAY4YIIMTh Ka4ecTBO CHA,

00/1erYMTh 1OMAIHMIA YX01,

€BeCTH K MUHHMYMY IOCIIMTAJIM3ALMH U JIledeHHe B OT/eJIeHUH HHTeHCHBHOI Tepanuu
YMeHbUINTD THAKECTh HATPY3KH, KOTOPas JIO)KMTCSI HA CeMbIO B CBSI3H ¢ 3a00/1eBaHHeM.

Pannee arpeCCMBHOC U YIpPEKAAOIICC JICHCHNUE MOKET NPOAJINTD KU3Hb 60J'II>HO]"O, HC yXyauias rnmpyu 9TOM KaueCTBa
€ro JXU3HU.

OCHOBHBIMM NYTSIMU pPeLIEHUsI ITHX 32/1a4 SIBJISIIOTCS OYUCTKA AbIxaTeJbHbIX myTeilt 1 HBJL.

OuuiieHue AbIXaTeJbHbIX MyTeH:

PyuHble W MexaHWYeCKHME BCIIOMOTaTeNbHBIE CPEACTBA BOCCTAHOBJIEHHS KallIeBOl (yHKINN
PEKOMEHJOBAHBI JUIsl €KETHEBHOTO MCIIOIb30BaHUs Y OoJiee TsKeIbIX TalueHToB. JIuia ocyecTBisonye
yX0/[1 32 OOJIEHBIM JIOJDKHBI OBITH 00YYEHBI TT0JIb30BATHCS ITUMH CPEACTBAMU;

Jluia ocynIecTBISIOIINE YXOA 3a OOJNBHBIM JOJDKHBI TAaKKe BIIAJETh TEXHUKOH yaajieHHsl JIErOYHOTro
CeKpeTa BKIIOYAs IMOCTYPAIbHBIA ApeHaX W ObITh HHQOPMUPOBAHBI O METONAX (U3MOTEpaIMy IPyIHON
KJICTKH;

JlaHHble OKCHMETPHUHU SBIISIOTCS TOKa3aTeneM 3(p¢GeKTHBHOCTH Tepanud. OTCOCH MOTYT OBITH MOJIE3HBI
JUIs yIaJieHus CeKpeTa IIocje TOro Kak OKa3aHa IOMOIIb B OKAIIMBaHUH.

Moanepaxka abixaTeabHON PyHKIMU:

Bbe3ycnoBHO HE0OX0MMa ITPU HAIMYHUN TUIIEPKAITHUY B THEBHOE BpEMSI.
Hounas HBJI ymMeHbIaeT cHMOTOMBI HAPYLIEHHOTO JBIXAHUS BO BPEMsI CHA U yJTyUIIAeT KAUYeCTBO JKU3HU.

HBJI nomxaa KOMOMHHPOBATHCS C TEXHUKOH OUYUCTKH BIXaTEIBHBIX TyTEH;

Bapuant yxona 3a nexadnMu OOJTBHBIME 0€3 MCTOIB30BAaHUS CPEICTB IBIXATCIHHON TOINEPKKHA MOKET
OBITH PaCCMOTpEH, €CIIM HEYA00CTBA/OCIOKHEHUS (M T.A.) OT UCIIOIB30BAHUSA 3TUX CPEICTB MPEBBIIIAIOT
OKHTAEMYIO TIOJIB3Y;

BeHTHASIUMA ¢ MOCTOSTHHBIM MOJIOKUTENbHBIM aaBjienuemM (BIIII/[) mMoxer ObITh paccMOTpeHa Kak
BapUaHT JIIS MOCJICAYONIETO TepeXxo/ia K BEHTHISALMHN C IBYXYPOBHEBHEBBIM ITOJIOKHUTEIHHBIM JIaBICHUEM
(BATLL);

Hcnonb3oBanue HewHBasuHoW BJIITJ] ¢ Oombuioil pasHuiedl naBieHH Aaske B TedeHHe KOPOTKHX
JHEBHBIX MEPHOJAOB, MOXET YIYUIIUTh Pa3BUTHE TPYIHON KIETKW M JIETKUX, a TaKKe YMEHBIIUTh
nedopManuio pedep U rpyAUHBI y JCKAUYNX U CHITIUX OOBHBIX;

Tpaxeoromusi: EE wmcrnonp3oBaHue y Iie)kaunx OOJBHBIX CIOPHBIH BOIPOC M 3ITHYECKAS] JHJIEMMA.
CymecTByeT OOJNBIION CIIEKTP BO3MOXKHBIX BapHaHTOB, HAYMHAS OT OTKa3a OT MOANCPXKKH IBIXaHUS IO
HBJI u 3akaHunBas TpaxeoOTOMHUEN U MEXAHUYECKON BEHTUIISILIUEN JIETKUX;
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o TMajuimaTUBHOE JleYeHUe — BapHAHT JICUCHHUS JUIA JIe)KaunX OOJMbHBIX. HeMHBa3MBHAS BEHTWISINS MOXKET
MIPUMEHATHCA KaK B Ka4eCTBE MOBCEJHEBHOTO TEPANIEBTUYECKOTO CPENICTBA, TaK M TI0 Mepe HaJOOHOCTH (B
KadecTBE NAJUTMATHBHOTO JsedeHus). OCHOBHas IeNb — HE JOMYCTHTH JUIMTENBFHOTO NpPEOBIBAaHHUS B
OTJICJICHNM WHTCHCHBHOW TEpamuu M, IO BO3MOXHOCTH, M30ekaTh TpaxeoTomud. Eciu cemps pemmina
HCTIONB30BaTh CPEICTRA MOACPKKH IbIXaHHs, TO CPEACTBOM BbIOOpa pekomenyercss HBJL.

V. IlepuonepauMoHHas NOAr0TOBKA

VY GonbHeix CMA cymiecTByeT OOJNBIION PHCK BO3HHUKHOBEHHMSI IMOCTHAPKO3ZHBIX OCIIOKHEHWH, KOTOPHIE MOTYT
NPUBECTH K JUINTEIBHOW WHTYOAIlM, BHYTPUOOJBHUYHOW HMHQEKINH, TPaXCOTOMHH M CMEpPTH. BaxHOo, uTOOBI
COCTOSIHHE JIBIXaTeNbHOHM (DYyHKIMH y OOJIFHOTO OBUIO ONTUMH3HUPOBAHO JI0 ONEPALUH.

Jloorlepauummaﬁ OILICHKA:

W3mepenne apxaTensHON GYHKINN U 3PPEKTHBHOCTH KaIIlIs;

PeHtren opraHoB rpy1HOM KIIETKH;

BolsiBeHME HapyLLIEHUH IbIXaHUS BO BPEMsI CHA;

BrisBreHue ocnoxHsomux (aKTOpoB BKIIOYAs aHKMIIO3 YENIOCTH, OpO(dapHHIealIbHYIO acIHpalHio,
ractpoa3odareanbHblil pedIIroKc, COCTOSIHUE MUTaHKUS U HAINYNE aCTMBI.

Ecnu pesynbrarel uccienoBaHus (DYHKUMM JAbIXaHWS W/WINM HCCIENOBaHHWS CHA I1aTOJIOTHYECKHE, TO 10
OTIEPaTHBHOIO BMEIIATENIHCTBA MOKA3aHO NposeneHue HOYHOi HBJI m mpuMeHeHUS] MeTOAMK YJaydlIeHUS
OTKAILJIMBaHHUA. DBONBHOTO cieayer O03HAKOMHTH C OSTHMH METOAMKAMH IO IIPOBENICHUS OIEPaTHBHOTO
BMEIIATENbCTBA. ECiaM BO3MOXKHBI 3aTPyJHEHHS BBITOJHEHUS MHTYOAIMM B CBSI3M C UENIOCTHBIM aHKHIIO30M,
MHTYOanus J0KHA ObITh BHIIIOIHEHA MO KOHTPOJIEM ONTOBOJIOKOHHOW OPOHXOCKOIIHH.

ITocTonepanoHHbIH YXOA:

e Eciau 0onbHOH B COCTOSHUM OTKAlNIMBATH COJAEPKMMOE ABIXATENbHBIX MyTEH W MMEET OTHOCHUTETbHO
COXPAHHYI0 CWJIY ABIXaTeJbHBIX MBI, TO PUCK MOCIECONEPALMOHHBIX OCJIOKHEHMH HE MPEBBIAET
TaKOBOH y OOJIBHBIX C JPYTO¥ MaTOJIOTHEH;

e Ecam ciabdocTh AbIXaTeJbHOI MYCKYJIAaTypbl HMeeT MeCTO 10 Ha4aJla olepanuu, To Takoii 601bHOM
HY/1aeTcsl B HePepbIBHOM MOHUTOPHHIE M AKTHBHOI TAKTHKE BeleHMS.

e Eciamn GonpHON HyXmaics B CPEICTBAX [BIXAaTENbHOW MOJNEPXKKH 1O OINEpalyd, TO HEOOXOOMMO HX
HEMEUIEHHOE IPUMEHEHUE B IOCTONEPALIMOHHBII EPHO

e  TpebyeTcs IperoneparvoHHasi BCIOMoraTelbHasi HCKYCCTBEHHAs1 BEeHTUJISIIUSA JIETKUX BO BPeMsl CHa,
MOTpeOyeTCsl aHAJIOTHYHAs BCIIOMOTaTe/IbHast HCKYCCTBEHHAs! BEHTHIISILIUS JIETKUX HEMOCPEACTBEHHO TIOCIE
MPOBEACHUS ONEPALH;

e Dkcrydanus u nepexon Kk HBJI 1omkHbI mutaHUpOBaThCs Kak MPOMEXKYTOUHBIN 3TaIl ISl BO3BPALICHUS K
JIOOTIEPAIIMOHHON CHUCTEME JbIXaTelnbHOW TOAAepX)KU. Eciu OonbHOW HyX)AaJICSd B TMOCTOSHHOU
JIBIXaTeNbHON MojAepkKe 10 omnepanuu (mocpenctsoM HBJI wnm depe3 TpaxeocToMy) WM BO BpeMms
Olepalyy HCHOIb30BAIUCh MHOPEIAKCAHTBI, TO €ro IMEPEeBOA B OTAENECHUE WHTEHCUBHOM Tepamuu
SBJISIETCS 00513aTEIBHBIM.

e JKemarempHo, 4TOOBI OONBHBIC MMENH TPU ceO¢ CBOM HMHIAMBHAyaJbHBIE ycTpoiicTBa it HBJI w/mmm
acTIMpaTOPbI JUIS MCIIOIB30BAHKS B ITOCICONEPAIIMOHHBIN TIEPHOJ, TIOCKONBKY B OOJBHUIIAX MOXKET OBITH
OTrPaHUYEHHOE KOJIMYECTBO TAKUX YCTPOMCTB.

e Kucaopon y OGompHRIX CMA fm0mKHAa TPHUMEHSATHCA C OCTOPOXHOCTBIO. BTopwuHas THIIOKCeMHs,
00yCJIOBIICHHAs] TWIOBEHTWIALMEH, MOXET ObITh CIyTaHa C THIIOKCEMHEH, OOYCIIOBIEHHON APYTHMMH
NPUYMHAMHU, TAaKUMHU KaK 3aKylopKa CIHM3bI0 WM aTenekTas. KOHpoJIb KOHEYHOro cojep:KaHHsA
YIVIEKHCJIOTBI B BBIIBIXaEMOM BO3JyX€ HIH 4YepPe3KO:kHbI KOHpoab CO, uiyu aHaIM3 coldep:KaHUs
ra3oB B apTepHAJbHOIl KPOBM ITOMOXET BBIOPATh NMPaBIIIBHBIN PeXXUM IPUMEHEHUS KUCIIOPO/Ia.

e  AnexkBaTHoe 00e300JMBaHNE MPEAYNPEIUT TUIIOBSHTUIISIMIO, CBSI3aHHYIO ¢ 00e3/1BMKMBaHueM. [ 1yOnHa
00e300MBaHus JOJDKHA OBITH MOA00paHa ¢ y4eTOM MHHHMH3AIMU TOPMOXKEHHS JIBIXaTeIbHBIX LEHTPOB.
BpemeHHOe ycuileHHWE — JBIXaTEIbHOM TOAJECKKH MOXET OBITh HEOOXOAMMO JUIS  KOHTPOJIS
MIOCJICOTNIEPAInOHHON 0OIH.
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VI. ¥xoa 3a 601bHBIMHU B OCTPBIX CHTYyalMAX

Lenpio yxona 3a GONBHBIME B OCTPOH CHUTYaIlMX SIBJISICTCS HOPMAJIW3AalMA ra3o00MeHa MyTeM IperynpexIcHUs]
aTeJIEeKTa3UpPOBaHNS M OYMIICHUS AbIXaTeNbHBIX ITyTed. B GonbIIMHCTBE CitydaeB, MO BO3MOXKHOCTH, 3TH 3aJaddl
JIOJDKHBI pemathest ¢ momolnsio HBJI. MosxeT ObITh 10JIe3HBIM MOHUTOPUHT Ta30B B KPOBH.

MeponpusiTusi 10 OYUCTKE JbIXaTeJbHbIX IyTel

OuncTKa ABIXaTeNbHBIX MyTeH MPH MOMOLIM PYyYHBIX TPUEMOB MIIM MEXaHMUYECKHUX MPUCIIOCOOICHUH st
YCWIEHHS OTKALUIMBaHUS W OpalibHas aclupanys MpellouTHTENIbHEEe TIIyOOKOH —acmupanuum U
OpOHXOCKOITHH;

IMocTypajabHbliil IpeHax.

Duznorepanus rpyaHON KIETKU;

IMoka3zaTean OKCHMMeTPHMM JOJDKHBI HCIIOJIB30BATHCS JUIA OLEHKH 3(P(EKTHBHOCTH NMpeNIpHHUMAEMBIX
MEpOIIPUATHIL;

JbixaTeabpHas NoAAePIKKA:

(i) Jlexkaume u cuasiume:

IIpumenenne HBJI B ocTpbIx ciydasx NpeaynpekAaeT AbIXaTeNbHYI0 JIEKOMICHCALUIO BBI3BAHHYIO
JIOTIOJTHUTEIBHOW HAarpy3koil B pe3yjbTaTe HapylIeHHMs IMKJIa JAbIXaHWs, HapacTaHuem ciabocTh
JBIXaTETIBbHOW MYyCKYIaTyphl 1 Hed(Q(PEKTUBHON OUNCTKON ABIXaTEIbHBIX yTEH OT CEKpeTa.

Juesnas HBJI B koMOnHanmy ¢ nmpuéMaMn OYMCTKH IBIXAaTENBHBIX MyTEH MOXET MOTPEeOOBATHCS TEM, KTO
yKe UCIoJb3yI0T HouHyto HBJL.

Js xoppekiun runokcemun B HBJI cuctemy momkeH ObITh BBeZeH Kuciaopod. OgHAKO 3TOMY TOJIKHBI
MPEJIIECTBOBATh OYMCTKA JBIXATENBHBIX IIYyTEH M ONTUMH3ALMA MapaMETPOB MOJOKUTENBHOTO JABIECHHS
Ha BJIOXE U BBIIOXE.

Ecmu HBJI oxkasamace He »dG(GEKTUBHOW UHTYOAIMs W MEXAaHWYECKas BEHTIIAIMS JOJKHBI
HCIOJIb30BAaThCS B KAyeCTBE KPATKOCPOYHOM BpeMeHHOW Mepbl. Ilocie mpekpalleHuss ocTpou CUTyaluu
(BBI3IOPOBIICHNS) M HOPMAJIN3AIMK HACHIIICHNS! KPOBH KHCJIOPOJOM BO3/yXa, HE0O0X0IMMa IKCTYOaust 1
Bo3Bpauienue k HBJIL.

Pemenne o HapamuBaHMM JIEYEOHBIX MEPONPHATHH, BKIIOYas WHTYOalWIO, JODKHO OBITh TNPHHATO
3a0JIarOBPEMEHHO B PyCJI€ CTPATErHu arTPECHBHOTO M YIIPEXIAIOIIETo JedeHust 0obHbIX CMA.

Bompoc 0 BEHTHWISIIMHM IIOCPEICTBOM TPAXEOTOMHHM MOXKET OBITh PACCMOTPEH B CIyYae YacThIX
MH(EKIMOHHBIX OCTPHIX ITHEBMOHMH y JIe)kKaunX OOJBHBIX, OJHAKO CIEAYET MMETh B BHAY, YTO 3TOT
MOJAXOA HE BCErJa NPUBOAUT K YIYYIIEHWIO KadecTBA JKU3HM W YMEHBUICHUIO KOJMYECTBA
rocnuTanu3anuii. B mo0oM ciydae, TpaxeoTOMHUsI MPOBOXUTCS B IUIAHOBOM MOpSIKE (HE B OCTPBIX
cutyanusix). [IppuMeHeHne TpaxeoTOMUH y CUASTYNX OOJIBHBIX HE SBJIAETCS ONPaBIAHBIM.

B cnywasx Hapacramomero aeuuIMTa AbIXaTeNbHONH (YHKIMHM Y JieKauuxX OOJBHBIX MOXET OBITh
OTIpaBJlaHO PUMEHEHHE MaJUIMaTUBHBIX M01X0/10B (Hanmpumep, HBJI).

(i) Xoasiuue 00JIbHBIE

B ocTpbix cutyanusx MoryT Hyxaatscss B HBJI B coueTannu ¢ TEXHUKOW OUMIIEHUS AbIXaTENbHbBIX ITyTEH.
Kucsiopognas Tepanusi 1 BpeMeHHAsI HHTYOAIUS JOJDKHBI IPOBOIUTHCS IO TEM K€ TMPUHIIAIAM, YTO U Y
JIEKAYUX/CUATINX OONBHBIX.

Ecnmu B ocTpBIX cHuTyanmsx BO3HHKAaeT HeoOxoanMocTs npumeHeHuss HBJL, To momkeH OBITH paccMOTpeH
BOIIPOC O HAJIM4YMU cpelcTB s nposeneHus HBJI noma.

JlonoJiHUTeIbHbIE BUABI JiedeHusi: s JeKauyWx, CHASYAX M XOJSYMX OONBHBIX PEKOMEHIYEMBIMU
JONOJIHUTC/IbHBIMU BUJaMU JICUCHUA SABJIAIOTCA: MPUMCHCHHC aHTI/I6I/IOTI/IKOB, neqe6Hoe MUTaHue, ruaparanus,
yCTpaHeHHue racTpoazodareanbHOro pedurokca.
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COT'JIACOBAHHBIE BOITPOCBHI TACTPO3TOPOJIOI'NU U IIUTAHUS BOJIBHBIX CMA

Ananu3 cioxHocTeil, cBa3aHHbIX ¢ JKKT u nurtannem y 6osbHbIX co CMA
Teuenne CMA Hanbosee 4acTo OCJIOKHSIETCS CISAYIOIMNME POOIeMaMy CBA3aHHBIMU C MTUTAHUEM H JKEIyJ04HO-
kumeyHsiM TpaktoM (OKKT):

1. TpyaHocTH, cBS3aHHBIEe ¢ MHTAHHEM M TJoTaHWeM. BynbOapHBINI CHHAPOM BCeraa MPHCYTCTBYET y
OosbHBIX ¢ TsDKenbIMH (opmMamMu CMA, OH MOXET OBITh NMPUYMHON acHUpanuOHHBIX ITHEBMOHHWH W, B
KOHEYHOM CYeTe, IIPHUBOINTH K CMEPTH OOJBHOTO.

2. Juchynxkumusa KKT. Hapymenus moropuku JXKXKT, xoTopble BKIIOYAIOT 3amlOpbI, 3a7€PKKY 3BaKyallUH
COJICP’)KUMOTO KETyAKa ¥ MOTCHIIMAIBHO OIACHBIM AJIS )KM3HU racTpoa3zodaransHbiid pedumoke (I'9P).

3. Hapymenue pocra u runo-/runeprpodus. [Ipu HeHauiexkamemM yxoJe OTCTaBaHUE B POCTE HEM30EKHO
MMEET MECTO Y JIeXKauuX OOJBHBIX, B TO BPEMs Kak M30BITOUYHBIN Bec 0ojee XapakTepeH Ui CHISIUNX U
XOISYNX OOJIBHBIX.

4. JIbixaTeqabHble NMpodJeMbl. J[pixaTenpHble MpoOiemMbl (c1aboe OTKAIUTMBAaHWE, AWCIHOD, MHEBMOHUH,
COCTOSIHHSI COTIPOBOXKJIAIOIIMECS [MAHO30M) HE TOJIBKO MOTYT TPHUBOAWTH K OMACHOH ISl KHU3HHU
acTMpalu, HO U K MOBBIIIEHHBIM 3HEpro3arparam.

I TpyaHocTH cBA3aHHBIE ¢ IMTAHUEM U IJIOTAHHMEM.

prI[HOCTI/I, CBA3AaHHBIC C MMATAHUEM U ITIOTAHUEM BECbMa PACHPOCTPAHCHBI CPEAUN JIC)KAUNUX U CUAAYUX 60J'H)HBIX,
HO p€AKO OTMCYAIOTCA Y XOAAYHNX.

1 OCHOBHBI CHMIITOMBI CBAA3aHHBIE C NMPpUEMOM NHUIIHA:

VBejn4yeHHoe BpeMsi NpHEMa MULIH

YTomieHue npy OpaabHOM IPHEME MHIIIH.

Kameap i MONEpXUBAHUEC BO BPEMSA UJIU MOCJIC ITIOTaHUA.

IMoBTOpPHBIE MHEBMOHUH: MOTYT OBITh HHIUKATOPOM ACMHUPAIIUH, KOTOPAs MOXKET ObITh OE3CHMITOMHOI,
T.€. 03 Kaluls UM MONepXUBaHHUSI.

e Tlapajau4 roJiocoBBIX CBSI30K MOXET OBITh MPOSIBJICHHEM 0C3CHMITOMHOI! JTApUHT€ATbHOW aCIUPaIHH.

2 IIpuyMHBI TPYAHOCTEH ¢ MUTAHUEM:

[Ipe-opanbHas ¢pa3a
e OrpaHnMueHHOE OTKPBITHE pPTa B CBS3M CO CIA0OCTBIO MBI W/HIH KOHTPAKTypaMH/aHKHIO30M
YEJIOCTHOTO CYCTaBa.
e  TpyaHOCTH C MOAHECEHUEM ITHIIY KO PTY IIPH CAMOCTOSATEIBHOM ITUTAaHUH.

Opanbhas (haza
e (CnabocTh KycaHus.
e [loBbIlIeHHAS YTOMIIIEMOCTb KEBATEIBHBIX MBIIIIIL.

®daza rioTaHus
e  CnalpbIif KOHTPOIH TOIOBHI.
e Henocrarounocts (apuHreabHOM (ha3bl IIOTaHUS.
e [lnoxas KOOpAMHAIMS 3aKPBITHS JbIXAaTEIbHBIX ITyTeH (HAATOPTAHHUKOM) C aKTOM IJIOTaHUSI.

3 Ouenka npodseM CBSI3AHHBIX ¢ MMTAHUEM U IJIOTAHHEM.

e  Orenka nporiecca npuemMa Muily CnenruaJaucToM Mo KOPMJIEHHIO;

e COop aHaMHe3a OTHOCHTEJBHO MPOIIECca KOPMJICHHUS, BKITFOUAs €ro HAOJI0ICHHUE.

e MHccaegoBanue opajbHBIX CTPYKTYP HUMEIOIIUMX OTHOUIEHHE K TMpOIecCy NpHUeMa MHILIU, HU3YUYCHHE
BIIMSIHASL OOIIEH 03I ¥ TIO3UIINH TOJIOBEI HA Ha KOPMJICHUE ¥ TNIOTAHUC SBIISIOTCS HEOOXOIMMBIMH.

e  Buneoduroopockonnueckoe ucciaeqoBanue rioraHus (BOUID) seusercs AMarHOCTHYECKHM METOIOM
BEIOOpa B CIlydac COMHEHHH OTHOCHTENHHO TIIOTATENFHONW (QYHKIWHU M €€ 0e30IMacHOCTH MO pe3yibTaTaM
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¢uzukanpHOTO HccnenoBanua. BOUI moxer OBITH MONE3HBIM s BBIOOpa ONTUMAIBHOW IIeUeOHOM
CTpaTeTHH.

4 IMoaxoawl K pelIeHHIO MP0GJieM CBSI3AHHBIM ¢ KOPMJIGHHEM U IVI0TaAHHeM: PEIICHHE JaHHbBIX MPoOIeM UMEeT
niepeJ co00i OCHOBHOM 1IEJIBI0 CHU)KEHHE PUCKA acTIUPAIIMH, MOBbIIICHUE 3(PPEKTUBHOCTH KOPMJICHUS 1
noJyueHue OOJbHBIM YAOBOJIBCTBHS OT TIpHEMa IHUIIH.

e H3menenme koHcucTeHuu numu. [loryTBepaas nuia MO>XeT KOMIIEHCHPOBATh KEBaTEIbHYIO C1a00CTh
¥ YMEHBIIUTH TPOJOJDKUTEIBHOCTh TpHeMa MUIIH. ['ycThle KHUAKOCTH Oojiee Oe30MacHbl B OTHOLICHUH
acrupany 4eM Oosiee TeKy4He >KHJIKOCTH. JKenaTeabHo, 9TOOb! ONTUMAIBHOCTD ISl KEBAHHS M TIIOTaHUS
KOHCHCTCHIINH MUY ObUTa oaTBep kaeHa BOUL .

e [logGop oOmero mo/0MKeHWsI, IIOJOXKEHHS TOJOBBI M pYK Uil JOCTI)KEHHS BO3MOXKHOCTH
CaMOCTOATENILHOTO MHUTAHMS, B TOM YHCIE C HCIIOJIB30BAHHEM CHEINAIBHBIX IPUCIIOCOOICHUN MOXKET
YIIydImnATh 6€301macHOCTh U () (HEeKTHUBHOCTH TIIOTAHNUS.

e Hcnoub30BaHUe AKTHBHBIX NHUIIEBBIX J00aBOK B CIy4ae BBIIBICHHOI HEJOCTaTOYHOCTH IHIIEBOTO
panmoHa. Ha HeoOX0OMMOCTh HMCIIOIB30BAaHMS MHIIEBHIX J100aBOK HE BIHMSIET 30HAOBOE IMHUTAHUE 4epe3
ractpaibHbli (I'3), HasoractpansHblil (HI'3) nnn Hazoetonansuelid (HE3) 30H1BIL

e 3onpoBoe nutanue. [luTaHme dyepe3 TacTpalbHBIA 30HJ SBISAETCS ONTHMAJIbHBIM pPELICHUEM IIpU
HEJIOCTaTOYHOM  KaJOPUMHOCTH WM ONACHOCTU OpPAlbHOTO KOPMJIEHHUS, T.K. IPEIOTBpaIaeT
3a00J1eBaeMOCTh (CBSI3aHHYIO C acNUpalusMH) W HE MeEIIaeT INPHJICTaHuI0 MAacKH BEHTHIISIIIMOHHOMN
cucrembl (kak nmpu HI'3 m HE3). YcranoBka ['3 ¢ mMOMOIIBIO JTaapOCKONMMYCCKOW TEXHUKH SIBIISCTCS
HaWIy9HUM BapHaHTOM IO3BOJIIONINM JIOCTHYh MaKCHMaJIbHO paHHEH skcTyOanmu. Takxke, HEOOXOIUMO
M0 BO3MOKHOCTH COKPATHTh IEPUOJ] MEPHUONEPANMOHHOTO TOJONAHMS M TMEPeHTH Ha MOJHOLEHHOE M
a/IeKBaTHOE KOPMIJICHHE.

e Pemenue o nepexose Ha kopmiienne yepe3 I'3 10KHO PUHUMATHCS KOHCHIMYMOM CIIELIMANIUCTOB, a B
Ka4yecTBe NaJUTHaTUBHOTO/TIEPEX0IHOTO BapraHTa MOTyT ObITh ucnonb3oBanbl HI'3 1 HE3. Ipu Hannunu y
6ompHOTO I'OP cnenyer otnate mpeanourenne HE3, oqrako ero ycranoBka 0ojiee c10KHA TEXHIHYECKH.

II 'acTpo3HTEpPOJIOrHYECKasl IATOJIOT S

Hetu  crpagatomue CMA ~ cTaJkMBalOTCS €O CIEAYIOIIEH  FacTPO’HTEPONOTMYECKOHM — MaTONOruei:
ractpoazodareansHblii  peumiokc (I'OP), 3amopel, cmasmbsl ¥ B3nyTHe kuBOTa. [ DP BakHas marosorus
OTIpeIeTIsIIoNas CMEPTHOCTh M 3aboneBaeMocTh y OombHBIX CMA. JXupHas muma 3aiepXHBacT ONOPOXKHEHHE
JKEITyIKa U ToBBIIaeT puck ['DP.

1 OcHoBHBIe cumMnToMbI 'OP:

YacTple oTXapKUBaHUA WK pBoTaf mocie mpuema mumy;
ITo3bIBBI HA PBOTY;

7Kano0b1 Ha quckoM(OPT B )KUBOTE WIH TPY/IH;

Iloxoii 3anmax u3o pra

OTpblKKa MULICH;

OTka3 oT efibl U3-3a AUCKOM(OPTA IPH INIOTAHHH.

2 Ouenka FaCTp03HTep0JIOFI/l‘leCKOI7I maToJIOTum:

e Jlouck panaux cumntomoB ['DP (II03BIBEI Ha PBOTY, OTPBDKKA, ypUaHUE B XKMBOTE MOCIE IPHEMa IHIIH);

e  OOpryaoe uccnenoBanne BepxHux otTaenoB JKKT mis oreHkr BO3MOKHOCTH yCTaHOBKH 13, oOHapyKeHUs
AQHOMAJIMH CTPOCHHMS M TIOATBEPIKICHUS HATHUUs peduIroKca.

o I/ICCHeﬂOBaHHe MOTOPHKH, BKJIIOYaA JIYYEBYIO JUATrHOCTUKY, ITO3BOJIACT MOATBECPANUTD 3aJICPIKKY DBAKYyalluU
COJICPIKUMOTO JKENyJIKa, YTO MOXET ycyryousith TeueHue ['DOP u mpuBOAMTE K NPEKIAEBPEMEHHOMY
HACBIILCHUIO.
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3 Benenue 00JabHBIX ['DP:

e KparkoBpeMEeHHOE HCHOJb30BAHHE AHTAUUAOB (COOBI M T.I.) WIM HMHTUOUTOPOB CEKPElUH
(aHTUTHCTAMHUHHBIC TIpemapaTbl WJIM WHTHOUTOPHI MNPOTOHHOTO Hacoca ((haMOTHAWH, PAaHWTHIWH,
OMenpasoi)) AL CHUMIOTOMATHYECKOro jedeHus. OJHAKO JUIUTENIBHOE MCIOIb30BAaHUE 3THX CPEICTB
BECbMa HEXKEJaTeIbHO, T.K. CONPSHKEHO C MOBBIIICHHBIM PUCKOM T'aCTPOIHTEPUTOB M ITHEBMOHHH.

e [lpu HammuuM 3aJepKKU OBaKyalMd COJIEPKHMMOIO JKENyAKa M HEIOCTaTOYHOW IEePUCTAIBTHKH
MPOKMHETHYECKUE CPEeACTBa (METAKJIONPAMUL, SPUTPOMUIIMH) MOTYT OBITH UCIIOJIB30BAHbI.

e [IpumeHeHne MpodMOTHKOB, HAIIPUMEpP AMIOPIIBHBIX U JAKTOOAMILI, C LIENBIO MOJICPKAaHUs B HOpME
KUIIEYHOW (DJIOpBI, B YAaCTHOCTH, IOCJIE IMpHEMa aHTHOMOTHKOB WJIM NPH JJIUTEIFHOM HPUMEHEHUH
AHTAUIOB, TPeOyeT AaNbHEHIIEero H3yYeHHS;

e Jlanapockonuyeckasi ¢pynaonmmkanua Huccena, mpoBomumMas Bo BpeMsi pazMmerieHus '3, y OONbHBIX
CMA ¢ MeImMKaMeHTO3HO-pe3UCTeHTHBIM ['DP MoskeT OBITh ONpaBaaHa B ClyYasix, KOTAa IpearoiaracMas
T0JIb3a [IEPEBEIINBACT PUCK COOTBETCTBYIOIIETO XUPYPIUUYECKOTO BMEIIATEILCTBA U aHECTE3UH.

I11. TTaToJsiorus pocTa U MPodJIeMa HEJOCTATOYHOT0/H30BITOYHOT 0 MUTAHUS

Hetu 6onbabie CMA HaxomsTcsi B IPYIIE PUCKA MO OTCTABAaHHIO B POCTEC WM HAOOPY H30BITOYHOTO Beca.
OTcraBaHUE B POCTE YACTas MPOOJeMa BCTPEUAIOIIASCS Y JICKAUUX OOJBHBIX U PEKE y CHASYHX, B TO BpEMs
KaK OXHpCHHE OoJiee paCIpPOCTPAHCHO Cpelu OoJice CHIIBHBIX CHISYAX OONBHBIX M Xoasunx. CHIDKeHHE
AKTUBHOCTH U YMEHBIICHHE MBIIIEYHON MAacChl Tesla MPUBOJISAT K CHIDKEHHIO PAacXojlla SHEPTUU B COCTOSIHUU
TIOKOSI ¥ TIOBBIIIICHUIO PHUCKA OKUPEHIS.

¥Yxon 3a 1eTbMH € 3a1€PKKOI pocTa U HEJOCTATOYHBIM/U30bITOYHBIM MUTAHUEM

e [lenbro yxofa siBisAeTCS NOAACP)KKA HHIMBUAYAIbHBIX TEMIIOB POCTA IAHHOTO PEOCHKA.

e HeoOxommMo oTcnexuBaTh KpHBBIE pocTa peOeHKa 3a OTPEe3KH BpPEeMEHH (IOKas3aTeln Beca,
BbICOTa/H_II/IpI/IHa, BeC/BLICOTa). IIJ'II/IHa B JIC)KAYEM TOJIOKCHUH, JJIMHA OTACIIbHBIX CCTMEHTOB, pasMax
PYK MOTYT OBITh TTOJIE3HBI €CJIM 00BIYHOE U3MEPEHHE POCTa HEBO3MOXHO M3-32 KOHTPAKTYP;

e OuneHKy MUIIEBOr0 PAliMOHA IIPH KAXJIOM BU3UTE JOJDKEH NPOU3BOIUTH Bpay-IHETOJIOT WIN APYToH
CTHELHUAJINCT, HWMEIOMMH ONBIT B BONpPOCAX JAUCTHYECKOTO IUTaHUS. 3-JAHEBHAs 3alluCh,
MIPEACTaBIIOMAs KapTUHY NHTAaHUS OOJNBHOTO, SBISETCS MPOCTHIM M TOYHBIM CHOCOOOM OIIEHKH
MHIIEBOTO palfoHa. Bocmpow3BeneHne KapTHHBI TpHEMa MUIIM 332 24 Yaca Takke NPHEMIICMbIH
MPAaKTHYECKUH METOJ BBISBJICHUS OCHOBHBIX NPOOJEM B MUTAaHWU MO3BOJIIOIIMK PEIINTH BOIPOC O
HEOOXOMMOCTH HCIIOJIb30BAHMSI TEX MM UHBIX 100aBOK;

e B cBi3U ¢ COKpallleHHEM MBIIIEYHOM Macchl pacueTHbI mHAekc Macchl Tesqa (MMT) 3HauntensHO
HEJIOOLIEHNUT KHPOBYIO COCTABILIONIYIO TEMa. DTO MOXKET MPUBECTH K HENPABWIBHBIM JTUETHYECKHM
PEKOMEHIAIMSIM, KOTOPBIE MOTYT IIPUBECTH K OTHOCUTEIBHOMY OKHPEHUIO;

e bonbaeie CMA oTHOCSIIMECS K TPyIIE PUCKA MO OKUPEHUIO JTOJDKHBI UMETh MOKa3aTeId poCcTa B
MUHHMAJIBHBIX JJIs TAaHHOT'O BO3pacTa MEPUEHTUISIX s Beca/BbicoThl 1 UMT;

e  BaxxHO JIOKyMEHTHPOBATh aJICKBATHOE BBEJCHUE KAJIBIMS U BUTaMuHa D;

e KoHTpoas ypoBHs nNpeajbOyMHUHA MOXET IIOMOYb OLICHUTH a/IeKBaTHOCTH 0€JIKOBOI0 CTaTyca.

IV. [Iuranue 60abubIx CMA ¢ 0ocTpOii maToJI0THEN.

e bonbueie CMA, 0COOEHHO Jexa4yue € CHJISYUE, SIBISIOTCS OCOOCHHO YS3BUMBIMU B OTHOIICHUH
KaTabOJIMYEeCKUX MPOIIECCOB M TOJI0JA, a TAKXKe Topas3io 0osee CKIOHHBI K TMIIOTIMKEMHUH CBSI3aHHOU C
ronogoM. [Toatomy Bcem GompHBIM CMA HeoO0XomuMo H30eraTh ITUTEIHHOTO TOJIOAHMS, 0COOECHHO B
TIEPUOJIBI 3a00JICBAHN;

[ HI/ITaHI/Ie JOJKHO 6BITI> OHTI/IMI/ISI/IpOBaHO JJIs1 TIOJTHOTO HOKprTI/ISI BHCPFCTI/I‘ICCKI/IX 3anaT B TCUCHHUC 4-6
9acoB C MOMCHTa TMOCTYIUICHHsSI OOJILHOIO C OCTPOW MATOJOTHMEH, TMPHU 3TOM MOXKET MPUMEHATHCS
3HTCpaJ'II)HOe IIUTAaHUC, HapeHTepanbﬁoe IIUTAHUC UJIU KOM6PIHI/II)OB8.HHI)II71 METO €CIIN Hy)KHO;

e [locneomepalnoOHHOE MUTAHUE JOJDKHO OBITh HA4YaTO KaK MOXHO OBICTpee IS MPEIOTBPAIICHUS
KaTaboJIM3Ma MBIIIICYHON TKaHU, YTO 0COOCHHO OIMACHO JUISI ICTeH C HEIOCTATOYHBIM JKUPOBBIM Jetio. Eciu
OBICTPOEC BOCCTAHOBJICHUE DHTEPATLHOTO MUTAHHUS HEBO3MOXKHO, HEOOXOIMMO PACCMOTPETh BO3MOKHOCTh
BHYTPUBEHHOI'O BBEJICHUS SHEPTETHUSCKUX CYyOCTPATOB.
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COI'JIACOBAHHBIE BOITPOCHI OPTONEIUYECKOW KOPPEKIIUU U PEABUJIUTALIUN
O030p cTpaTeruii opTONeANYECKOl KOppeKUUHU U peadbuauranun y 601bHb1x CMA

A. OcHoBHbIe TmpoGJemMbl: MplmeuHas c1a0oCTh TNPUBOJMIIAS K KOHTpakTypam U JeopMaruu
MO3BOHOYHHKA; BBICOKMI PUCK BO3HUKHOBEHMs OOJIEH CBSI3aHBIX C MATOJOTHMEH OMNOPHO-ABHIATEIBLHOTO
anmnapaTa, OCTCONEHHU 1 MEPEIOMOB.

B. OcHOBHbBIE THATHOCTHYECKHE npoueaypbi:

e  Orenka 00bEMa ABUKCHUI,

e  OrmeHKa MBIIICYHOH CHITBI U ()YHKIIMOHATHHBIX BO3MOKHOCTEH IO KaXKI0 KOHEYHOCTH U CYCTaBY.

e OrmeHka (QYHKIMOHATHHBIX BO3MOXKHOCTEH B IIEJIOM — CIOCOOHOCTH TICPEABHUTATHCS, CHICTD,
o0cyXnBaTh ce0sl.

e  Onenka HeOOXOIMMOCTH IPOTE3NPOBAHNS;

e Pentrenorpadus (M03BOHOYHOTO CTOJI0A U IPYTUX CYCTABOB);

e OueHka MmIOTHOCTH KOCTH. JlmarHoctuueckuié meron BbiOopa — DEXA (mByxaHepreruueckas
peHTreHoadcopOIomMeTpusi);

e  OueHka HEOOXOUMOCTH OPTONIEIMYECKOH XUPYPIHH.

I PexoMeHIaIIUM 10 THATHOCTUKE U JIEYEHHUIO B 3aBUCUMOCTH OT ()YHKIIMOHAJIHHOTO COCTOSTHUS.
A. Jle:xkaume 00JLHEIE.
Oo60caenoBanme:

e  OrueHka BO3MOXKHOCTH (PU3UOTEpANUK U TPEHUPOBKH OCIA0JICHHBIX (DYHKIIHH.
e Jloromenuueckas OLEHKAa NPH HapyLICHHAX PEYM B PE3YJIbTaTe KOHTPAKTYP YEITIOCTHOJHUIIEBOTO
cycTaBa u ci1abocTy Oyb0apHOM IPYIIIBI MBIIIIII.

OcHoBHBIE MeponpusiTus:

e  AJCKBaTHBII NHIIEBOI PAlMOH, BKIIOYAsk TOOABKH, IPH HEOOXOAUMOCTH.

e TlognepxaHue ONTUMANBHOM ITO3BI: €CTECTBEHHAs M yAOOHas Mo3a IOJDKHA ONpPEIeiiTh BBHIOOD
BCIIOMOT'aTEIBHOT0 000PyIOBaHUSL.

e JIpdunakTuka KOHTPAKTYp: MIMHAPOBAHHE MOXKET OBITH OKA3aHO U COXpaHEeHHs 00bEMa BIKECHUI
U [IpeI0TBpaleHHs 00JIEBOr0 CUHAPOMA;

e JleueHue 00JICBOrO CHHIPOMA.

o CTI/IMyJ'IHL[I/IH HOBCGﬂHeBHOﬁ AKTUBHOCTU: UT'Pbl U APYI'U€ AaKTUBHBIC 3aHATHA KaK C MCIOJb30BaAaHUCM
CHELUAIbHBIX TIPUCIOCOONICHNH (HanmpuMep, OOJIerdeHHble WIPYIIKHM), Tak W 0€3 HHUX JOJIKHBI
MPUMEHSTHCS B MAKCHMAJIEHO BO3MOKHOH CTETICHH.

e Kpecro-katanka: crenyer yOemUTbCS B MaKCHUMalbHOH (DYyHKIMOHAJbHOW HE3aBUCHMOCTH H
KOM(pOPTHOCTH NPeOBIBAHKS B KpecIIe.

e IlporesupoBanue (GYHKUMA KOHEYHOCTEH — MOOWIBHBIC YCTPOWCTBA MOJJICPKKH BEPXHHUX
KOHEYHOCTeH WJIM DJIACTHYHBIC MaTepHaibl YBEIMYHMBAIONIME OOBEM aKTUBHBIX JBWKCHUH W
(YHKIMOHATBEHBIE BO3MOXKHOCTH.

e MeponpusaTis TO amanTaluyd JOMamrHeH (W [Ap. OKpyJKaromed) OOCTaHOBKH /s OOecTedeHHus
MaKCHUMaJIbHOM HE3aBUCHUMOCTHU 6OHI)HI:IX 3a cueT 0e30IIacHOCTU U JOCTYIIHOCTU BCEX HeO6XOHI/IMLIX
UM CPE/ICTB.
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B. Cuasiune 00JLHBIE

O0caenoBanue:

OdyHKIIMOHATbHAs OlleHKa (Mo IKajmaMm J[BUraTenbHOM aKTHBHOCTH XaMMepCMHUTa Uit OOJbHBIX
CMA, MoaudunupoBaHHOi (YHKIIMOHAIBLHOMN LIKaJe ABUTATEIbHOW aKTHBHOCTH XaMMEPCMUTa LIS
6onpHBIX CMA, IlIkane obuiero coctosiHust ABUrarenbHoil gynkuunu, lllkane oneHKkH JABUTATENHHOM
(yHKIMH Y OOJBHBIX C HEPBHO-MBIIIEYHBIMHU 3200JICBaHISIMHU );

M3MmepeHne KOHTPAKTYp MpU IOMOIY TOHUOMETPHU;

W3mepenune cuibl Ipu MOMOIIY PYYHBIX U3MEPUTENEH CUIBI UM MUOMETPA;

Pentrenorpadus no3BOHOYHOTO cT0I0a U Ta300€IPEHHOT0 CyCTaBa;

OrmeHka BCIIOMOTATENBHOTO OOOPYAOBaHMS C TOYKM 3pEHHUs OOECTeYeHHs BO3MOXKHOCTEH
MEepEeMEIIeHNs, MOJICPKAaHUS MO3bI M caMooOciykuBaHus. OLEHKa CHJIbI PYK W JBHUTaTEbHBIX
HaBBIKOB BO3MOXHA ¢ Bo3pacTta 18-24 mec.

OcHOBHbIE MEPONIPUATHSA:

OOecnieyeHre BO3MOXHOCTH IEpeMENaThCs € MOMOIIBIO Kpecia-KaTalku. cleqyeT yOeauTbcs B
MaKCHMaJIbHOHM ()yHKIIMOHAJIBHOM HE3aBUCHMOCTH U KOM(MOPTHOCTH NMPEObIBaHMS B Kpeciie.
MeponpusiTiss 10 ajanTauy JoMamHed (M Ap. OKpy’Karolei) OOCTaHOBKM JJisi OOecredeHUs
MaKCHMaJIbHOM HE3aBHCUMOCTH OOJIBHBIX 3a CUET 0e30IacHOCTH M JIOCTYHMHOCTH BCEX HEOOXOANMBIX
UM CPE/CTB.

[IpodunaxkTnka KOHTPAKTyp SBISETCS OCHOBHOW 3a00TOM MpM yXonae 3a TaKUMH OONBHBIMH M
BKJIIOYaCT KOMIUIEKCHI yNPAXHEHWH Ha pacTsATUBaHWE, pPa3padOTKy o00béMa JABWKEHUH W
uMMOOmIM3aIio  (Tyroe OWHTOBAaHME) KOHTPAkTyp. Kypchl THICOBaHHS MOTYT YIIyYIIUTh
BO3MOKHOCTH CTOSIHHS M NEPEHOCHMOCTh MMMOOMIN3ALNH. TeXHUKAa MPUMEHEHUS OPTONEANIECKUX
anmapatoB AFO MokeT 3azaepkaTh pPa3BUTHE KOHTPAKTYpP axWJUIOBBIX CyXokwini. Ilpumenenune
MOOMJIBHBIX ~YCTPOWCTBA TMOJJICPKKM BEPXHUX KOHEYHOCTEH WJIM OJIACTUYHBIX MaTepualioB
YBEJIMYMBAIOIIUX O6'béM AKTHUBHBIX [lBI/I)KeHI/Iﬁ n (byHKLIl/IOHaJ'leI)Ie BO3MOXHOCTH, TaKXE CIIYXKUT
npodHITaKTHKE KOHTPAKTYP.

Perynsipuble ynpaxXHeHHs, BKJIIOYas IUIaBaHWE M aJalTUBHBIC BHJBI CHOPTA, JOJDKHBI BCSYECKH
MOOIPSATHCS, T.K. TIOJJECPKUBAIOT GU3HIECKYIO (POPMY M BBIHOCIUBOCTH OOJIBEHOTO.

[IpeObiBanme B CTOSYEM TIOJIOKEHNH JIOTDKHO TOOMPSTHCS. [yt O0IBHBIX, 00TaJafoNINX 10CTaTOYHOM
CHJIOH, JIOJDKHO OBITh PacCMOTPEHO IIPUMEHEHHE OOJICTYEHHBIX CEHANHIHBIX M  KOJIEHHO-
IIAKOJIOTOYHO-CTOIHBIX OPTOINEIUYECKUX aIllapaToB C HAarpy3Koil Ha HOTY WM OPTONEIMYECKUX
yCTpOHCTB dKBUBaNEHTHONH X0Ap0b1 (RGO), KOTOpHIE MO3BOJSMIOT OONETYUTH CTOSHHE M XOIBOY C
MOMOMIBIO APYTHX JIMIL;

[IpumeHneHne OpTE30B M XUPYPrHYECKOW KOPPEKIMHM MHPH TMATOJIOTHH MO3BOHOYHOTrO croiba (cm.
HUXKE).

B. Xoasuue 00JbHBIE

O0caenoBanue:

OreHka criocoOHOCTH MEPEMEIIaThCs U COXPAaHATh PAaBHOBECHE, 4 TAKKE a/IallTAllMOHHBIX COCOOHOCTEH K
YCIIOBUSIM CpPeAbI (JIOCTYIMTHOCTB PA3IMIHBIX CPEACTB M MPUCTIOCOOICHHN).

OmeHka 00bEMa IBIKEHUS B CyCTaBaX U HAWYMS MCKPUBIICHUH TO3BOHOYHHKA;

OreHka BO3MOXKHOCTEH (hnu3moTepanuu M MOBCETHEBHOW AaKTUBHOCTH AJISI OMPEAETICHHUsI HEO0OXOIUMOIl
MOMOIIX B MIEPEMEIIEHUSX, aJaITHBHOM U JIp. BCIIOMOTaTeJIbHOM 000pYy/JOBaHHU.

Penrtrenorpadus apyrux odnacreit (He OTHOCSIIMXCS K TO3BOHOYHOMY CTOJIOY) U U3MEPEHHE MIIOTHOCTH
KOCTH 11eJIeCO00pa3Ho B CIIydae TPaBM OT MEPETPy3KH, HECIACTHOTO CITy4as WU MaJeHHUs.

OcHoOBHBIE MeponpusiTus:

Hcnons3oBanne Kpecia-KaTaJIKu 4JId NCPEMCIICHU Ha OoJIbIIHE PacCTOSAHUA MMOBBIIAOT MOOUJIBHOCTh U
HE3aBHCHUMOCTH 00JILHOTO.
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e IIpodunaktika KOHTPAKTYp U HHGOPMUPOBAHKE OOIBHOTO JIJISi COXPAHEHHS TIOJABHKHOCTH CYCTaBOB.

e dusnorepanus U aKTUBHOE BPEMSIIPEHPOBOXKICHUE JUISi COXPAHEHUS! BBIHOCIMBOCTH M HE3aBUCHMOCTH
W/WITH IPEIOTBPAIICHUSI/CHUKEHNST MHBAJININ3AIUH.

e  XoxkJeHHE, TPH HEOOXOAMMOCTH C HCIOJIb30BAHHEM BCIOMOIATENbHBIX TMPHUCIOCOOICHUH, JTOHKHO
MOOIPSTHCS.

e  PeryssipHbic ynpaKHCHHS TO/DKHBI BCSUYCCKH MOOIIPSATHCS, T.K. MOICPKUBAIOT (HU3UUECKYIO (OopMy U
BBIHOCIIUBOCTh OOJIBHOTO. YTIPaXKHCHHSI MOTYT BKJIFOUYATh [UIABAHUE, PA3JIMYHBIC BUIBI YIIPAXKHCHUH B BOJIC
(axBaTeparmo), HIMOTEPAITUIO U aJANITUBHBIC BUJIBI CITOPTA.

e OOyycHHC BOXICHHIO C TPHMCHCHHEM CICIHATbHBIX CPCICTB YIIPABICHHS JIOJDKHO BKJIIOYATHCS B
MPOTPaMMEI peadrIATaIuy B3pocioro 0omsHOro co CMA;

e MeponpusiTusi 1O ajantanuu JomamHed (¥ Jp. OKpyXkaromieid) oOCTaHOBKH [yl OOecredeHus
MaKCHMAJIbHOM HE3aBUCUMOCTH OOJIBHBIX 33 CYeT 0€30MaCHOCTH U JIOCTYITHOCTH BCEX HEOOXOJUMBIX UM
CpeJICTB.

e [IpumeHeHne OpTE30B B Cilydae HAUYAIbHBIX MPOSBICHHUH CKOINO03a U KOHTPAKTYP.

e  Xupypruueckas KOPPEKIHs MaTOJIOTUHU MO3BOHOYHUKA (CM. HHXKE)

II. Opre3upoBanue

e  OueHp BaXXHO, YTOOBI CIEIHAINCT 1O OPTE3NPOBAHMIO, Bpau HaONIOMarONMi OOJILHOTO M POACTBEHHHUKH
COTpYIHHMYAIX APYr C JpyroM M CIEAWIN 3a TEeM, YTOOBI OpTE3bl IOJHOCTHIO COOTBETCTBOBAIH
0COOCHHOCTSIM OOJIFHOTO M BBIIOJIHSUIN CBOE (DYHKIIMOHAJIBHOE IpeIHa3HAaYCHHE.

e Croenuasuct Mo OPTE3UPOBAHHUIO TOJDKEH UMETh JIOCTATOYHBIC [TOJrOTOBKY M OMBIT PabOTHI ¢ OOJBHBIME
HEWPOMBIIIEYHON MAaTONOrHEl, YTOObI OBITHh B COCTOSIHUU TOA0OPATh MaTepyall U BBHIIOJIHUTH MTOJTOHKY
JUIsl HauuTydiero (yHKIIMOHUPOBAHHUS OPTE30B.

e  Opre3upoBaHKe MO3BOHOYHOTO CTOJI0A MOXKET OBITh MCIIOJIL30BAHO AJISI MOJJICPKAHUS MO3bI, OJJHAKO HET
JIOCTATOYHBIX JIOKA3aTeNbCTB TOr0, YTO OHO MpeNOTBpallacT/3afepKuBaeT (GpopMUpoBaHHe CKOIMo3a. B
cilydae TPUMEHEHUS MOA0OHBIX MPUCIIOCOOJICHHU, B 00JIACTH KUBOTA M MPHICTAIONIMX K HEMY 00JacTAX
HE JIOJDKHO OBITh KOHCTPYKIIMH OrPaHUYMBAIONIMX €r0 MOJBMXHOCTDh M JIOCTYH K Hemy (AJIsl COXpaHEHUs
9KCKYpCHU JradparMbl 1 MAaHUITYJISIIUI C TaCTPOCTOMON).

I1I. Xupypruueckasi KOppeKuust
1. IToaBBIBHX OeApa 1 KOHTPAKTYPHI:

e JlogseiBux Oempa y OGompHBIX CMA pemko OpiBaeT OOJIE3HEHHBIM M YacTO OCTAeTCS HE3aMEYCHHBIM.
XUpyprudeckoe OrpaHHYEHHE MOABMKHOCTH CyCTaBa 4acTO HE pElIaeT NMPOOJIEMbl, T.K. OTMEYArOTCS
TMOBTOPHBLIC NOABBIBUXHU, MTO3TOMY B OOJIBIIIUHCTBE CJIydJacB oOI€paluu KEJIaTCJIbHO I/I36eFaTL 1 MOXHO
OrpaHUYUTHCA KOHCEPBATUBHBIM JICUCHUCM.

e Jlehpopmaru  CTONBI M TOJCHOCTOIIHOIO  CyCTaBa  JEJAalOT  HOIICHHE  OOBIYHOH  00yBH
HEBO3MOXHBIM/HEYT00OHBIM, YTO MOXKET OBITh ITOKA3aHHUEM ISl OTlepalii ¢ pacCeYeHNEM MATKHX TKaHEH.
VY xonsunx OOJBHBIX pPaHO Hayartas IMOCNE IMOJOOHBIX ONEpalUii MHTCHCHUBHAsS (HU3MOTEpANHs MOXKET
JlaBaTh OYEHb XOPOIIHUH Pe3yIbTar.

2. Xupyprudeckoe jJedeHne CKOJIH03a:

e Xwupypruueckas KOppeKLHUs CKOJIHMO3a OIpaBAaHa Oiaromaps TOMY, YTO MO3BOJISET YIy4IIUTh KOHTPOJb
M03bI, BEBIHOCIMBOCTh U BHELIHUI BUJ 001bHOTO. bBosiee paHHSA KOPPEKIHS MO3BOJISAET JOOUTHCS JIyUIIETo
pe3ynbTara.

e Cuyhraercs, 4TO XHMPYPrHYECKOMY JICUGHHIO CKOJIMO3a MOXHO OTJAaTh INPEANOUYTeHHE y OONBHBIX
JOKHUBIIMX JO BO3pacTa cTapiie 2-X JeT C BBIPaXECHHBIM M IPOrPECCHPYIONUM HCKPUBICHHUEM
no3BoHOUHMKA. Ormeparyst JODKHA OBITH BBINOJHEHA, IOKA JICTOYHAs BEHTWIILMS COXpaHsSeTcs Ha
aJIeKBaTHOM ypPOBHE.

e [lo3uTHBHOE BIMSHHE XHUPYPrHMYECKOTO JEeYeHUs Ha (YHKIMIO JIETKHX OCTa&Tcs CIOPHBIM, OJHAaKO
BO3MOJKHO, YTO JIETPATaIys JETOYHOH (QYHKIINU 3aMEIIISIETCSL.
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B03MOKHBIME OCJIOKHEHHSIMH SIBIISIFOTCSI — IMOBBIIICHHAS KPOBOIIOTEPS BO BPEMs OIEPALlMU U OTCYTCTBHE
KOppekTupytomero 3¢dQekra, ICEBIOAPTPO3, HEOOXOAUMOCTb INPOAODKUTENBHONW  IbIXaTeNbHON
HOAIEPKKH, HH(EKIHS paHbl H OPraHOB IPYJHON KIETKH B IIOCIEONIEPALIOHHBII EPHO/.

Oco060 B3BemIEHOE PEIICHUE 0 XUPYPTUIECKOM JICUSHUH JODKHO MPUHUMATECS Y XOAs9uX 00IpHBIX CMA,
T.K. HU3MCHEHHME CJIOKHUBIICHCS CHCTEMbI MOAJACPKKN paBHOBECHUA U JICTOYHOM BCHTHJIALIMH MOXKCT
IPUBECTHU K IOTEPE CIOCOOHOCTU K CAMOCTOATENILHON X0b0e.

IV. IlepuonepannoHHblii yxoa 3a 6oabHbiMu CMA

1. Hpeuonepaunonﬂaﬂ noAroToBKA:

Opromeauueckoe BMEMIATEIhCTBO JOIDKHO OCYIIECTBISATHCS B IIAHOBOM IOPSAKE C IMPEIIISCTBYFOMICH
(maHOBOI) MOaUQUKAIIEH OPTE30B.

Yamie Bcero HeoOXoauMMO IpHOOpETEHHE HOBOTO Kpecia-KaTallKd WM MOTU(HUKAIMI CTaporo (CHACHHUS,
CITUHKH, TIOJITIOKOTHUKOB, TIOJITOJIOBHHUKA H T.I1.).

Jlo/okHBI  OBITH  CIUTAHHUPOBAHBI CPEACTBA W CIOCOOBI IMEPEMEIICHUS, MPOBEICHO O3HAKOMJICHHUE C
WHCTPYKIHUSMH MO UX UCTIOIH30BAHUIO.

Jlo/mKHBI OBITH CIUTAHUPOBAHBI CPEICTBA M CIIOCOOBI [T OJICBAHMUS, TI0OJI30BAHUS BAHHOM, TYaJIeTOM U T.II.
HeoOxoauMo uMeTs B HaJIWYUE YCTPOUCTBO Ui BcrioMoratenbHoit HBJI, B ToM 4ucie ¢ BO3MOXKHOCTHIO
BT,

JlomxkHa OBITH BBIITOTHCHA CITHPOMETPHSL.

2. Hocneonepaunonnoe BC/ICHHE:

Koppekiust CpokoB M COOTBETCTBUSI OPTE30B C y4eTOM O0BEMa ABMIKEHHH, XapakTepa aKTHBHOCTH
00JBHOTO M HATMYHWSA aJalTHBHOTO 000PYIOBAHHUS.

AJleKBaTHOE UCTIOIB30BaHue ciupomeTpun u HBJL.

OOyueHne ceMbU U MepcoHana mpuémMaM MOOMITU3AINY JIETOYHOTO CEKpeTa, MEePEeMEIICHUs] B KPOBATH U B
MecTax NpeObIBaHMs, B T.4U. KyTaHHUIO, OJICBAHHIO, TIOJIb30BAHHUIO TyaJeTOM.

Mobunu3anys B MaKCUMaJIbHO BO3MOXKHBIE KOPOTKHE CPOKH.
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MannuaTuBHOE JIeUeHHE

e [lpu ontumusanuu BegeHust 6ompHOro CMA ciieyeT UMeTh B BUAY CYIIECTBOBAHHE MOTCHIMATBHOTO
KOH(IIMKTA [enel JiedeHus. DTOT KOH(MINKT OCIOXKHIETCS/BO3HUKAET HM3-3a BOBIICUYCHHUS B IIPOIIECC
MHOTHUX CTOPOH NPUHMMAIOLIMX pelIeHue BMecTo OonpHOro pebeHka (poaurtenu, cHOCHI, Ap.
POJCTBEHHUKHU, MEUIIMHCKHE PAOOTHUKH U OOIIECTBO).

e  OueHb BaXKHO, 4TOOBI OBUI MPEJOCTABIEH BHIOOP B OTKPBITOM YECTHOW M BBIIEPKaHHOM (opme cpasy
TocJIe YCTaHOBJIGHUs Juarno3a. [Ipencrasnenue stoil mHGopManuy O0JIbIIas OTBETCTBEHHOCTb.

e Pemenue 3a WM NPOTUB TOAJCPIKUBAIOLICTO JICUEHHS HE SIBISCTCS HU OWHApHBIM (a/HET), HU
HEU3MEHHBIM BO BpPEMEHU. OJTO pEIIeHHE MOXET U JO0JDKHO MepecMaTpuBaThCsi C Yy4eTOM
00CTOSITENBCTB, O€3 CIEMIKH 1 Ha OCHOBE YeCTHON MH(OPMALIMH O BO3MOXKHBIX BapHaHTaXx.

e  VYCTaHOBJIEHUE TacCTPOCTOMBI HMEET CMBICH BBIIOIHATE B OTHOCHUTENBHO paHHHE CPOKH, KOraa
COIYTCTBYIOIIME PHCKU MEHBIIIE, a IIEPHOJ CTAOMIBHOIO W KOM(OPTHOTO MUTAHUSI COOTBETCTBEHHO
YBEITHMYMBACTCS.

e OOcymute W CIDIAaHUPYHTE KOMIUIEKC MEPONPHUATHHA IUISI CHTyalldd C MOTEHIMAJIBHO OTMACHOW IS
KHM3HM JbIXaTeJIbHOW HEeJOCTaTOYHOCThI0. HeoTmoxHas Tepamus/MepOoIpUATHS COIPOBOXKIAOTCS
TOpa3 0 MEHBIINUM KOJIMYECTBOM MpPOOJIEM, €CII OHM CITAaHMPOBAHBI M MOATOTOBJIEHBI 3apaHee. s
TaKWUX CUTYAIHi, TP HEOOXOJUMOCTH, MOTYT OBITh IPEIyCMOTpEHBI apyrue Bapuantsl HBJIL.

e Pemenne o mnpekpamieHUH MEpOINPUSATHH MO TOAJEPKKE BUTAIBHBIX (YHKIMI HE JODKHO HH
arp€CCMBHO HABA3BIBATLCA, HU YPE3MEPHO 3aTATUBATLCA, @ POAUTCIIN JOJI>KHBI 6I)ITb TICUXOJIOTHYCCKU
TOATOTOBJICHBI K IPHUHATHUIO TAKOI'O PEIICHUA.

e Jlnsa pemeHuss MOAOOHBIX 3amad Ooyiee BCErO MOAXOAT KOMAHABI M3 Pa3IMYHBIX CIEIHAINCTOB
CIIOCOOHBIX OKa3bIBaTh MEIULMHCKYIO0, COLMAIBHYIO U JIyXOBHYIO MO/IepXKKy. Hanuuue xocnuca uian
NOAOOHBIX YUPEXKICHUH, TaKKe KaK W BOBMOXHOCTEH IUIsi Tpaypa M MOMOIIM POJCTBEHHUKAM OY€Hb
BaXKHO.

e B ciyuae oTka3za OT MEXaHMYECKOW BEHTHJISINH, JOJDKHO OBITH HPEIyCMOTPEHO COOTBETCTBYIOIIEE
MEIMKaMEHTO3HOE 00ECICUeHNEe TEPMHUHAIBHOTO AWCITHOD, JJISI OOJIETYEHUs CTpaJaHuil OOJIBHOTO |
POICTBCHHUKOB. VICIONB30BaHNWE WHTAIAMOHHBIX  HAapKOTHYECKHX CPEICTB MOXET OBITh
MPEANIOYTUTETBHBIM, T.K. HE CONPSIKEHO C PUCKOM CMEPTH OT IEPEI03UPOBKH.

TREAT-NMD €&~

SIXTH FRAMEWORK
Neuromuscular Network PROGRAMME

From 2007 to 201 | inclusive, TREAT-NMD is a
“network of excellence” supported through Priority |
(Life Sciences, Genomics and Biotechnology for Health)
of the European Union’s Sixth Framework Programme.
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