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Jlexyuu u 0630po!

HepBHo-Mblweunbie 5O JIE3HH

Memoponorus

Merom, UCITOTB30BaHHBIN AJII cOOpa,/CeNICKIINN T0Ka-
3aTeJIbCTB, — MTOUCK B JIEKTPOHHBIX 0a3ax TaHHBIX.

JlokazarenbHas 6asza misl myoaMKauuu — W3JaHUs,
Boueaie B KokpaHOBCKYy0 OUOIMOTEKY, Oa3bl JaHHBIX
Excerpta medica database (EMBASE) u MEDLINE. Ity-
OrHa MoucKa cocTaBua S JIeT.

MeTonamu, UCIIOIB30BAHHBIMHU JIJIST OLIEHKU Ka4ecTBa
W CWJIBI JOKA3aTeJIbCTB, SIBJISITIMCH KOHCEHCYC 9KCIIePTOB
U OIleHKAa 3HAYMMOCTU B COOTBETCTBUM C PEUTHHTOBOI
cxemoii (tada. 1).

Taomuua 1. Peiimuneosas cxema 045 OUeHKU CUAbL PeKOMeHOauuu

Crenenb

pexome ~ KauecTBo 10Ka3arenpcTBa

Coracyonmecst TaHHbIE XOPOIIIO BBIIOTHEH-
HBIX PAHIOMHU3MPOBAHHBIX KOHTPOJIUPYEMBIX
MCIBITAHUI M1 HEOTIPOBEPXUMBIE OKA3a-
TeJIbCTBA B KAKOWM-JIMOO ApYyroi hopme.
JlanbHERIINE UCCIIEN0BAHMS BPS JIM U3MEHST
YBEPEHHOCTbD B OLIEHKE TTOJIb3bI ¥ PUCKA

1A. CusibHas peKo-
MeHmanus. Beicokast
JI0OKa3aTeJIbHOCTh

JlaHHBIE paHIOMU3UPOBAHHBIX KOHTPOJIUPYE-
MBIX UCTIBITAHWI C BAXXHBIMU OTPAHUICHUSIMU
(IpOTHBOpPEYMBBIE PE3yIBTAThI, METOLOJIOI U~
YecKre HeI0CTaTKU, KOCBEHHbIE WJIM HETOU-
HbIE) WINA OYEHb YOeTUTEIbHbIE 10Ka3aTeIbCT-
Ba B KaKoM-1100 Apyroui hopme.
JlanbHeimme uccaeaoBaHusl (e OHU
TIPOBOJISITCS), BEPOSITHO, OKAXYT BIMSIHUE

Ha YBEpPEHHOCTb B OLIEHKE TOJIb3bl U PUCKa

Y MOTYT €€ U3MEHUTh

1B. CuibHast
peKOMEHIAIIVSI.
YMepeHHas 1oKa3a-
TEJIbHOCTh

JlaHHbIe 13 HAOTIOATETbHBIX UCCIIEN0OBA~

HUI, 06CCUCTEMHOTO KJIMHUYECKOTO OIbITa
1C. CwibHast peko- WU U3 PAHIOMU3MPOBAHHBIX KOHTPOJIUPYE-
MeHzpauusl. Hu3kast  MbIX MCTIBITAHMIA C Cepbe3HBIMM HelocTaTKa-
TTOKA3aTeTbHOCTh MH.

JIto6ast olieHKa 3deKTa sIBJseTcsl Heornpeae-

JIEHHOW

Cortacyrolyecst JaHHbIe XOPOILIO BITOJIHEH-
HBIX PAaHIOMM3UPOBAHHBIX KOHTPOJIUPYEMBIX
WCIIBITAHUI WJIM HEOTIPOBEPXKUMBIE JOKA3a-
TEJIbCTBA B KAKOM-IM00 Apyroit hopme.

2A. Crnabast pexo-
MeHIauusi. Beicokast

JTOKA3aTeTbHOCTh .
JlanbHERIIe UCCIEI0BAHMUS BPSII JIM U3MEHSIT
YBEPEHHOCTh B OIIEHKE MOJIb3bI U PUCKA
JlaHHBIE paHTOMU3UPOBAHHBIX KOHTPOJIUPYe-
MBIX UCTIBITAHMIA C BaXKHBIMU OTPAHUIEHHSIMI
(TIpOTUBOPEYMBHIE PE3YITBTATHI, METONOIOTH~
2B. Cnabas YECKUE HEAOCTaTKU, KOCBEHHBIE MU HETOU-
PEKOMEHIAIIVISI. HbIE) WIA OYCHb YOS TUTETbHBIE T0KA3aTeIbCT-
YMepeHHas ioka3za- Ba B Kakoii-1ubo apyroii popme.

JlanbpHeiIme cciaenoBaHus (€Ca OHI
MIPOBOJIATCS), BEPOSITHO, OKAXYT BIMSIHIE
Ha yBEpPEHHOCTD B OIICHKE TIOJIb3bI ¥ PUCKA
1 MOTYT €€ M3MEHUTh

TEJIbHOCTb

JlaHHBIe U3 HAaOTIOIATETbHBIX UCCIIEIOBAHMUIA,
06eCcCUCTeMHOTO KITMHUYECKOTO OITbITA,

WY U3 PAaHIOMU3UPOBAHHBIX KOHTPOJIMPYE-
MBIX UCITBITAHUI C CEPbe3HBIMU HETOCTATKAMM.
JIto6as olieHKa 3 deKTa sSBsSeTcs: Heonpeae-
JICHHOW

2C. Cnabas peko-
MeHgauus. Huskast
J10Ka3aTebHOCTh

*[[ugposoe 3nauenue coomeemcmeyem cuie peKomeHOayuu, OyKG@eH-
HOe — YPO8HI) 00KA3AMeAbHOCIU.

bone3ub Momne: o6wue cBeaeHus

Onpenenenue. bonesus [Tommne (BIT), vmm rmkoreHo3
IT Tuna, — peakoe MyJIBTHUCUCTEMHOE HAaCIEACTBEHHOE
3aboieBaHue HakoruieHus: (OMIM: 232300), cBsg3aHHOe
¢ n1euuToM (hepMeHTa KUCION MaibTa3bl B TM30COMaX.
[MpenMyiiecTBEeHHOE HaKOTUIEHHE TIIMKOTeHa OTMEYaeTCsT
B CKEJICTHBIX MBIIIIIAX, HO B Pa3HOU CTEITEHN MOXET 00-
HapyXXuBaTbCcd W B APYTUX OpraHax M TKaHIX, BKIIIOYAs
CEPIEYHYIO MBIIIIILY, TIe4eHb, HEPBHYIO CUCTEMY, IJIAIKYIO
MYCKYJIaTypy 1 1Ip.

B nmutepatype UCTIONb3YIOTCS CIIEAYIONINE OOIIEeTPy -
HATble CHHOHUMBI BIT: 6oie3Hb HAKOIUIEHUS TJIMKOTeHa
IT tTuna (GSD—II), nedunut kuciaoit MmansTassl (AMD),
riukoreHo3s Il Tuna.

Dmaaemuoorns. ToaHast pacripoctpaHeHHOCTh BIT Hens-
BecTHa. [1o TaHHBIM Pa3HBIX aBTOPOB, YaCTOTa BCTPEYaeMOCTH
00JIE3HN B 3aBUCUMOCTH OT CTpaHbl M STHUYECKOI TTPUHAI-
JIEXXHOCTH BapbUpyeT B Auana3oHe ot 1:40000 xo 1:300000.
Hamnpuwmep, B FOxxnHoM Kutae 1 Ha TaliBaHe yactora Kjtaccu-
Yyeckoii MiaaaeH4Yeckoi (MHbaHTUIbHOM) hopmbl BIT (MBIT)
coctapisier 1:40000—50000, T. e. aarHocTupyetes y 0,5—
1,0 % nHaceneHus M SIBISIETCSl CaMbIM PaclpOCTpaHEHHBIM
TUTIOM TJIMKOTeHOo3a. Ecim paccmarpuBaTh naHHbIE 10 Taii-
BaHIO OTJEILHO, MoKa3areiab 3abojeBaeMocT — 1:33134.
ITo pesynsraraM CKpMHWHTa HOBOPOXKIEHHBIX TI0 CyXOMY
TATHY KPOBU B ABCTPUM pactipocTpaHeHHOCTh BIT — 1:8684.
B Tonmanauy yactoTta BeisiBAeHUS raukoreHo3a II tuma
y muaneHies coctanisier 1:138 000, a hpopmnl BIT ¢ mo3a-
HuM HavyajgoM — 1:57 000. CerogHs cuuTaercs, 4TO CyM-
MapHas pacnpoctpaHeHHocTh BIT — 1:40 000.

Knaccuduxanus. BIT oTHOCUTCS K TJIMKOTeHO3aM —
TPYTIIE PeIKNX HACHENCTBEHHBIX OOJIe3Hel HapylIeHUs
MeTaboIM3Ma TIIMKOTeHa, CBSI3aHHBIX C U3MEHEHUEM He-
CKOJIBKMX (hepMEHTOB, BOBJIEYEHHBIX B CUHTE3 M pacriaj
rmuKoreHa. K KITMHM4YecKM TpOSIBIIEHUSIM 00JIE3HU OTHO-
CSITCSI TIATOJIOTMYECKME HAKOTUIEHUSI TIIMKOTEHA 1 TIPOIYKTOB
€ro MeTabosm3Ma B KiieTKaxX. CeromHs BBIAEISIOT 8§ OCHOB-
HBIX TUTIOB TIMKOTeH030B. BIT oTHOCHTCS K TITMKOTeHO3Y
IT Tuna, cBI3aHHOMY C HEAOCTATOYHOCTBIO JTU30COMHOM
o-1,4-rmoKo3uaassl, TPUBOASIIEH K U30BITOUHOMY HaKO-
TJICHWIO TIIMKOTeHAa HOPMaJIbHOM XUMWIECKOM CTPYKTYphI
B CepIlIe, CKEeJICTHRIX MBIIIIIAX, TIEYeHI, MO3Te.

CornacHo MexayHaponHO# KiaccubUKIUU 0oJie3-
Heil 10-ro nmepecmotpa (MKb-10) 3a6oneBaHue oTHO-
cutcs K Kiaccy IV — 6one3Hu SHAIOKPUHHOM CUCTEMBI,
paccTpoiicTBa MUTaHUS U HapyllleHne oOMeHa BEeIlecTB,
E74.0 — 6one3HU HAKOIUIEHUS TIIMKOTEHA.

Bcex marmenToB ¢ mmkoreHo3oM 11 Tuma He3aBrucuMo
OT Je010Ta OTVIMYAET HEYKIIOHHO TTPOTPeCCUPYIONINI Xa-
pakTtep TedyeHus 6oJie3Hu. [1pomorrkaroiieecst OTIOXKeHUE
TJINKOTEHA B TKAHAX-MHUIIICHSIX HapyIIaeT UX (PYHKIIMIO U,
B KOHEYHOM MTOTE, IPUBOIUT K HEOOPATUMBIM CTPYKTYP-
HBIM M3MEHEHUSIM TKaHeit 1 rubenu 6ossHoro. BIT Xapak-
TEPU3YeTCS TTOJIMOPTAaHHOM MMaTOIOTUEl, HO B 3aBUCUMO-
CTHU OT BpeMeHM MaHMdeCcTallM1 YacTOTa BOBJICUEHUST TeX
WJIA WHBIX OPTAaHOB Y CUCTEM pasinyHa.
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HepBHo-Mblweynbie BONTE3HU

Jlexuuu u 0630pbi

IMonbiTkM Kiaccudukaimu bIT B 3aBUCUMOCTH OT BO3-
pacrta ae0loTa ¢ BblIeJIeHeM MIaJeHI4eCKoi (popMbl ¢ Ma-
HudecTaleit Ha IepBOM rofy K1U3HU (C MoApa3aeaeHueM
Ha paHHIOIO, MO3AHIOK MiIaleHYeckue GhopMbl, Ghopmy
¢ KapauoMuonaTueid M 6e3 Hee U T. I1.), N€TCKOM, IOBe-
HWIBHOM W B3pOCJION HE HaIId €NUHOAYIIIHON Moaaep-
KKM CIEUJTUCTOB.

CeroaHs ¢ y4eTOM €IMHOT0 MaToreHe3a IJMKOreHo3a
I1 Tuna BeImesII0T TOBKO 2 BapuaHTa BII B 3aBucuMOCTH
OT BpeMeHH Je0r0Ta CUMIITOMOB.

1. MBII, manudectupymolas B Iepuoa HOBOPOX/IEH-
HOCTU WIM B MJIaZleHYeCKOM Bo3pacte 10 < 1 rona;

2. BI1 ¢ nozanum HavyanoMm (BITITH), Bo3pact > 1 roaa.

Kaxnas uz popm nmeeT cBoM 0COOEHHOCTU KIMHM-
YeCKOro TeUeHUsl, aITOPUTMOB IUATHOCTUKU U TaKTUKU
BEJEHUS MMalleHTOB.

MBIT xapakTepu3syeTcs TSKEIbIM MIPOTrPeCCUPYIOLIUM
T€YeHHEM U OBICTPHIM Pa3BUTUEM MOJMOPTaHHOM MaToJI0-
MU — MBIILIEYHOU TUIIOTOHUEN U C1abOCThIO, CepAeYHOM
HEIOCTaTOYHOCTbIO B pe3yJibTaTe TUIepTpoGhUIEeCKOn
KapAXOMUOIIAaTUH, IbIXaTeIbHOM HEOCTaTOYHOCThIO Ha (ho-
He cjabocTu auadparMbl U MeXXKpeOEpHBIX MBIIIILL, Hapy-
IIEHUSMW MUTaHUS (TPYIHOCTU TIPU BCKaApMJIMBAHUU)
13-3a C1a00CTHY JIMLIEBOM MYCKYJIaTyphbl M YBEJIUYEHUS pa3-
Mepa s13blKa, yBeanueHueM nedeHu. Cmeptb npu MBIT
yalie BCero HacTyIaeT Ha MepBOM IOy KU3HU OT cepley-
HO-JbIXaTeJbHOI HENOCTATOYHOCTH.

BIIITH otninyaercs ot MBI 6oJiee MATKUMU KJIMHM-
YECKUMU MPOSIBICHUSIMU U TeYEHUEM, OTCYTCTBUEM MOJIH -
OpraHHOi MaTojI0ruu (TIopakeHue cepala KpaitHe peaKo)
U MO3THUMU OCJIOKHEHUSIMU CO CTOPOHBI JbIXaTeIbHOM
CHCTEMBI B pe3yJIbTaTe C1Ia00CTU MBI 1UadparMbl 1 MeX-
pebepHoii MycKyaTypbl. OOBIYHO MAaLMEHThl MOTMOaIOT
OT IIbIXaTeJIbHOW HENOCTaTOYHOCTU U WHOEKIMOHHBIX
JIETOYHBIX OCJOXHEHMM. JIeTalbHOCTh 3aBUCUT OT MO-
MEHTa HavyaJla ¥ MOCJeIyIolIero xapakrepa TeyeHus 0o-
JIE3HU ¥ MOXKET HACTYIIUTh B AETCKOM, IOHOIIIECKOM, B3pO-
CJIOM WJIM IIPEKJIOHHOM BO3pacTe.

Bosiee noapobHO KIMHMYECKast KapTMHA BbIIEIEHHBIX
¢opmMm BII paccMoTpeHa HUXKe.

T'eneruueckuii nedpext npu bBIT mposiBisieTcst HemocTa-
TOYHOCTBIO (hepMEeHTa KMCJIOM MaJibTa3bl (KUCION 0-TJTHOKO-
3unassl (KAT)). Ien KAl tokain3oBaH Ha JUIMHHOM IUIeYe
17-i1 xpoMmocombl (17g25.2-q25.3), coctout u3 20 3K30HOB
u umeet pasmep 20 K6. CeromHst MaeHTU(GULMPOBAHO
oonee 300 MyTaumii 3TOro reHa, U UX YMCJIO MOCTOSTHHO
pactet (TabJ. 2).

MyTaumsa reHa TPUBOAUT K CHIDKCHHIO CHHTE3a
WIN TIOJTHOMY OTCYTCTBUIO (DepmeHTa KAI, KOoTOpHIit OT-
HOCHTCS K IPYIIITE JIM30COMAIBHBIX THApOIa3. 3aboeBa-
HHE MOHOTEHHOE, HACJIEIyeTCsT IT0 ayTOCOMHO-PEIIECCUB-
HOMY THITY.

IMarodusuonornss. Mytanusa B 2 Kormsix reHa KA,
KOIVPYIOIIETO JTN30COMaIbHBIN 9H3uM KAI, oTBevarormii
3a JerpaJaliio IIIMKOTeHA B JIM30COMAX, TIPUBOANT K Pa3HOM
crerieHu nedunura su3uMa. MBI pazBuBaeTcs mpu 3Ha-

YUTEJTLHOM CHIDKEHHUU (0OBIYHO < 1 % B KynbType KOXK-
HBIX (prbpodiactoB (KK®)) mim mMoaHOM OTCYTCTBUU
akTBHOCTU 3H3UMa KAT. Bobliie Bcero mMKOreH HaKa-
IUIMBAETCs B CKEJICTHBIX MBIIIIAX U TeueHU. OTIOXKeHnE
WA YTUIM3ALUSI TJIMKOTeHA 3aBUCSAT OT ITOTPEOHOCTH
opraHu3Mma B IJl0Ko3e. broxuMmuueckue IpeBpalleHus
[JIMKOI€HA B TICYEHM CITIOCOOCTBYIOT MOAACPKAaHUIO HOP-
MAaJIbHOTO YPOBHSI IJTFOKO3bI B KPOBU. B CKeJIeTHBIX MBIIIIIAX
npu MeTabojrM3Me INIMKOreHa obpasyeTcs IJII0K030-6-
ocar, yuacTByro1Mii B mpoliecce OKUCIEHUS U TTPOTYK-
LIMA DHEPIUU, HEOOXOAMMOM IS HOPMaJbHOU pabOThI
MBIIIIIBI (€€ COKpAILEHUS U pacciabieHust).

Tadmana 2. Haubonee pacnpocmpanennvie mymayuu npu bI1

Tenorun Pernon
IVS1-13T>G Espora
(c.-32-13T>G) P
Asp645Glu (¢.1935C>A)  TaiiBaHb

Arg854X (c.2560C>T)
del525T (c.525 delT)

del exon 18

Adpuka, Kapubckue octpoBa
Tomnanous

Tomnanaus

MeTabo113M TITUKOTeHA TTPOMCXOIUT ITyTeM TOCIIEIO-
BaTeJILHOTO OTILIEIICHUS OCTATKOB TJIIOKO3bI B BUIE TITIO-
K030-1-ocara. [Imko3unHas CBSI3b paclleTuISIETCs C UC-
MOJIb30BaHNEM HeopraHmdeckoro ¢ocdara m pepmeHTa
rukoreHpochopuniassl.

1. Tnukorengocdopurnaza paciiernisieT ToJbKo a-1,4-
IIMKO3UIHbBIEC CBsA3K. [loaTalTHOE OTIETUIEHHEe OCTaTKOB
TITIOKO3HI TTPEKpaIacTcs, KOTa 10 TOYKY BETBJICHUS OCTa-
ercs 4 MoHoMepa (peakuus 1).

2. Peakiius 2 3akjiouaercs B IepeHoce 3 OCTaBLIMXCS
JIO TOYKW BETBJICHUS TITIOKO3HBIX OCTATKOB Ha HEPETyII -
PYIOIINIA KOHEIl COCETHEH IETIH TTPH YIACTUU OJINTOCAXa-
puaTpaHcdepassl, VITUHSS ee ¥ TAKIM 00pa3oM co3naBast
yCIoBUS 151 AericTBUS pochopuiassl.

3. Peakums 3 TIpoMCXOOUT IIPU ydacTUH (pepMeHTa
KAT, 4TO IpUBOIUT K TUAPOIUTHIECKOMY OTIICIIIICHHIO
TJIFOKO3HOTO OCTaTKa B BUIE CBOOOMHOM TIIIOKO3KI. B pe-
3yJbTaTe OTIICIUICHUS CBOOOMHOM TJIIOKO3BI HEpa3BeT-
BJICHHBII Y9aCTOK IJTMKOT€HA MOXET BHOBB aTaKOBAThCSI
docdopunazoit. OTcyTcTBUE UM 3HAYUMMBII gepuunt KA
MPUBOAUT K MAaCCUBHOMY HaKOIUICHUIO TJIMKOTeHA B JIM-
30COME M €€ TIepepacTSLKEHUIO, BIJIOTH 0 Pa3pyIIeHUS.

I1pu BII rmukoreH MoXeT HaKaruIMBaThCsI IPaKTUYE-
CKH B JTIOOBIX TKAHSIX, TIPY 9TOM HAOIIOIACTCS IIPEUMYIIIE-
CTBEHHOE €T0 HaKOIUICHHWE B pa3JIMIHBIX OpraHaxX M TKa-
HSIX, KOTOpOE 3aBUCUT OT (popMbl 60s1e3Hu. Tak, mpu MBI1
IJIMKOTeH HaKaIUIMBaeTCsl B CKEJIETHOM MYCKyJaType,
cepAeUHO MBIIIIIIe, IeYeH!, MBIIIIaX s3bIKa. Pexe aHo-
MaJIbHBIC OTJIOKEHHUSI MOTYT BCTPEUYATHCS B MBIIICYHOM
CJIO€ COCYIVCTOM CTCHKH, OTIPEIeIIsisl pa3BUTHE aHEBPU3-
MBI 1 MaJb(opMalinii, a TaKKe B KJIeTKaX [HEHTPaTbHOU
u nepudepuyeckoir HepBHOM cuctembl. [Ipu BIITTH,
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HepBHo-Mblweunbie 5O JIE3HH

B oriinurie oT MBI, Gosnbilie Bcero crpamaer CKeJaeTHast MyC-
KyJIaTypa, B TO BpeMs KaK ITOpaxkeH1e OCTaJIbHBIX Opra-
HOB M TKaHEI BCTpedaeTcsl 3HAYUTEIBHO peXe U 10 TS-
KecTU nopaxeHust He conoctaBuMo ¢ MBII. Ha nmo3mHux
cragusx BITITH cHuxeHue ciayxa, HapylIeHUE MOYeu-
CcIycKaHUS M gedeKanu, a TakKKe CIyJaifHO BBISBJISIC-
Mbl€ BHYTPMMO3TOBbIE COCYIUCThIE MAIb(OpMALIMK Yallle
BCETO CUMTAIOTCSI IIPU3HAKAMHU OCHOBHOTO TeHETHIECKO-
ro nedekra.

Bropuanbie (haKTOpHI MOTYT BIMSITH HA KITMHUIECKOE
teueHne BI1 y marmeHTOB ¢ OMMHAKOBBEIMU T€HETUICCKH -
MU MYTalLlMSIMU, YTO COOTBETCTBYET CAa00M KOppeasiliuu
MeXIy TeHOTUIIOM U (heHOTUIIOM. HecMoTps Ha pa3HO-
obpasue kiamHWYecKoit KapTuHbl, BI1 xapakrepusyercs
HEYKJIOHHO IIPOTPECCUPYIONIMM TEUCHHUEM C Pa3HBIMU
BapuaHTaMu IIporpeccupoBanus. Jluaraoctuka BIT He-
3aBHCHMO OT ()OpPMBI OCHOBaHa Ha OIICHKE KIIMHNIECKIX
CUMIITOMOB, TaHHBIX MHCTPYMEHTAJIBHBIX U J1TA00paTop-
HBIX 00CJIeIOBAHUIA.

RnuHuyeckue npoasneHus

mnagenyecxoil hopmbi 6onessu Nomne

Bo Bcex cnyvasix npu nopo3penuu Ha MBII 06s13a-
TETHHBIM SBJISICTCS] yTOYHEHME CEMEIHOTO aHaMHe3a (paH-
HHE CMEPTHU B ceMbe, TMOEb MeTeil B paHHEM IETCKOM
BO3pacTe, HEOOBIYHBIC MBIIIICYHBIC TTPOSIBJICHIUSI, MAOTIA-
THH); C YYETOM Pa3BUTHUS ITOJTMOPTAHHON IMAaTOJIOTHH I10-
Ka3aHbI paclInpeHHBIC Ja00paTOPHBIC M MHCTPYMEHTAb-
HBIE 00CIIeTIOBAaHNA.

I1epsbie mpuzHaku u cumiitoMbl MBI Bo3HuKaloT yxe
Ha 2—3-M Mecstax xku3Hu. [1pr ocMoTpe Ha IpremMe y me-
IraTpa OOHApYKMBAIOTCS MBIIICYHAS TUTIOTOHUS U TIPO-
rpeccupyloniasi MbliedyHasi ciaboctb. JIuio pebGeHKa
MmproOpeTaeT XapaKTepHBIN BUI: pOT IIPUOTKPHIT, TIOJIOCTh
pTa 3aI1oTHeHa YBEIMICHHBIM SI3BIKOM (Y 1/3 MiameHIeB),
MUMMKa ocjabjieHa. Marthb xKajlyeTcsl Ha TO, 4TO peOeHOK
CTaJl IJI0XO OpaTh Ipy/ib, OBICTPO YCTAET ITPH COCAHUU, UMEET
TTIOHIDKEHHYIO Maccy Teja. JanpbHeIit o0CMOTp BBISIBIISIET
TUTOTHOCTB MBIIIIII, TIPU3HAKU TBIXaTeIbHOU 1 CEPAeTHOM
HEIOCTaTOYHOCTH: OJICTHOCTD KOXKMW, IICHTPAIbHBII IIMAHO3,
aKpoOLMaHO3, TUIIEPTUAPO3, CTOHYILIEE AbIXaHUE, YUacTHeE
BCIIOMOTaTeIbHOM MYCKYJIaTyphl B aKTe JIBIXaHUS, nedop-
Malusl TPYAHON KJIETKU MO TUITy «CepAEYHOrO ropda»,
pacimpeHne TpaHUuIl OTHOCUTEIBFHOM CepaeyHOM TYTIOCTH,
ocabeHue epruhepruIecKoi My IbCallii, TeITaTOMET NS,
nepudepruIecKre OTeKn. B Ierkux aycKyabTaTHUBHO OIIpe-
TIEJISTIOTCS 3KECTKOE AbIXaHUe, YaCTO — IIPOBOMIHBIC XPHITHI,
ocmabJIeHre IbIXaHUs CJIeBa, TAXUITHOD; TIyX1e TOHBI cep-
II1a, CUCTOJIMYECKUI IIIyM Ham BCeil 0OJIACTBIO cepila,
HapylleHUe pUTMa cepaua (Taxukapavs, OpaauKapaus,
xemynoukoBas aputMust). st MBI xapakTtepHO pa3BUTHE
aTeJIeKTa30B JIETKNX Y MJIAICHIICB, B OCHOBHOM — B HIDKHEI
ITOJIe JIEBOTO JIETKOTO 3a CUeT CHABJICHUS IIABHOTO OpOHXa
ruIepTPOUPOBAHHEBIM CEPILIeM; TIeueHb yBemdeHa. PeH-
TreHOJIOTMYECKOE UCCIIEI0BAHUE TPYIHOM KJIETKU BbISIBIISI-
er runeprpoduueckyio Kapauomuomnatuio. Ilpu Gomee

no3aHeM aebtote MBIT B aHamMHe3e MpUCYTCTBYIOT YacThie
pecrupaTopHble MHMPEKIUH.

IIpy HEBpPOJIOTMUYECKOM OCMOTPEe OOHApYKMBAETCSI
BBIpaKEHHAsI 3alepXKKa pa3BUTUSI B BUIC HapyIIeHUs
(bopMUpoOBaHUSI MOTOPHBIX HABBIKOB: CHIMIKEHA CIIOHTaH-
Hasl ¥ IPOM3BOJIbHASI IBUTATEIbHAS AKTUBHOCTh, PEOEHOK
He JIEPKUT T'OJIOBY, HE ITEPEBOPAYMBACTCSI CAMOCTOSTEIIBHO,
He cuauT. Cl1abocTh MPOKCUMAIBHBIX MBI B TIOJIOKEHUH
JIexKa IIpUAaeT peOeHKY XapaKTEPHYIO «I103Y JISITYIIKI» , IPU
MOMBITKE MOAHSTH €r0 32 PYKH T'0JIOBa OTKUABIBAETCS Ha-
3an. [1pu yaepxxaHuu pebeHKa Ha pyKe — TUITUYHBIA BUIL
«BSIIOTO pebeHKa». Bo3MoXXHBI U30MpaTeIbHas TUIIEPTPO-
(st 1 manpIIaTOpHAs IUIOTHOCTD MBIIII HYDKHUX KOHEY -
HocTel. CyxoxXuibHbIe pedeKchl B 1e0I0Te MOTYT ObITh
COXpaHEeHBI, HO 10 Mepe MPOTPecCUPOBaHUsI 3a00J1eBaHUSI
yracaioT. B Ta6:1. 3 npencraBieHbl OCHOBHBIE CUMIITOMBI
MIIB.

Taomana 3. Ocrosnvie cumnmomvt MBI no dannsim aumepamypot

KiIMHHYeCKHii CHMIITOM Yacrora, %
CUHAPOM «BsUIOTO peOeHKa», OBICTPOE MPOrPeCCUpo-
BaHME MBIIIEYHON CJ1a00CTH, aKCHaTbHAsI TUITOTO-
HUSI, CHIKeHEe MOTOPHOM aKTUBHOCTH, C1a00CTh <9
MUMWYIECKUX MBI, apedieKCrs B TIO3IHEN CTaIuu -
3200J1eBaHMsI, UKPOHOXHBIE MBIIILIBI IUIOTHBIE
TIPY MATbITAIAN
Kapmaromeranust, KapIuoMUAOTIATHS 1/ WA CepAeIHAST <95
HEIO0CTaTOYHOCTb
TemaTomeranus <82
Makxkpornoccust <62
TpyaHOCTH IPM BCKAPMJIMBAHUY U CHIDKEHUE MACChHI <50
TeNna
YacTble peciipaTopHble MH(MEKIMHU, peCITUPATOPHbII 30—40
JIUCTPECC Y CHUKEHME BIXaTeTbHOU (DYHKIIMHI
IoBbiieHue ypoBHs kpeatnHkrHa3bl (KK) 100
BricTpoe 1 HeyKIIOHHOE TIPOTPECCUPOBAHUE 100

3a00JIeBaHUST

J10CTaTOYHO YacTO K OMMCAHHBIM BBIIIE U3MEHEHUSIM
MPUCOSANHAIOTCS HecnenbUIeCKIe HapyIeHUs B BUIE
00IlIero HeAOMOTaHMS, Pa3ApaKUTEIbHOCTU peOeHKa,
MOBBIIIEHHOM MOTJIMBOCTH, PBOTHI U 3allOpoB. PenkuM,
HO HAaCTOPaXXKMBAIOIIUM Pe3yJIETATOM OCHOBHOI'O MeTabo-
JIN4ecKoro AedeKkTa ABsIeTcs CHIDKeHUE ciayxa. B pe3ynb-
TaTe HapyLIEHMUs Pe30pOLY CIIMHHOMO3TOBOM XXUIKOCTH
pa3BuUBaeTCs ruapoledanus.

RnuHuyeckue npoasneHus

Gonesnu Momne ¢ NO3AHUM HaYanom

MBI otnuyaeTcss OTHOCUTEABHON TOMOTE€HHOCTBIO
KJIMHUYECKUX MPOSIBJICHUIA, UTO HeJb3s cKa3aTh o BITITH,
3TO CYILIECTBEHHO 3aTPYIHSET JUarTHOCTUKY JAaHHOM (op-
MBI TukoreHosa Il Tuma. Ipu ogmHaKOBOM maToreHes3e
MBII u BITITH xinHn4YecKuii CeKTp U TSKeCTh Mopaxke-
HUS Pa3TNYHBIX OPTAHOB W CHCTEM 3aBUCST OT BO3pacTa
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marueHTa. [Tociie OTHOCHUTEIRHO 0J1aTOITOIyIHOTO Pa3BH-
TUS1 pebeHKa B MJIaJieHYECTBE MPU HAIMYMU [IIMKOTEHO3a
II Tuna 6one3Hb MOXKET MaHU(ECTUPOBATH B TIOOOM BO3-
pacte. HezaBucumo ot Bpemenu ae6rora BITITH y aeteit
I B3POCJIBIX 3a00JIeBaHIE HOCUT HEYKIIOHHO MPOTrpec-
CHUPYIOIINI XapaKTep, ¢ KOTOPBIM MOXET He KOpPEIUpo-
BaTh BBIPAXKEHHOCTD MBIIICYHBIX U WHBIX IIPOSIBJICHUIA.

I1pu manudecre BITITH nocne nepBoro roga XXu3Hu
(nHOTHIA B TuTepatype 3Ty (popmy BITITH HazpBaroT 10Be-
HWIBHOM, 9YTOOBI MOTYEPKHYTH, UYTO 00JIe3Hh MAaHN(DECTH-
poBajia B IETCTBE, HO IIOCJIe TTIEPBOTO roja X1U3HM) OOHa-
PYXUBaETCSI MUOTIATUYECKUI CUHIPOM, OPTaHOMETaIHSI.
HabGmromaercst 3amepkka opMUPOBAHUS OBUTATEIHHBIX
HaBHIKOB. BoBjIeueHNMe B TTATOJIOTMYECKUIA TIPOIIECC Cep-
JIEIHOM MBIIIIIHI BapruabeIbHO, Yallle pa3BUBAeTCS IbIXa-
TeJIbHAsI HEIOCTAaTOYHOCTD B pe3yJibTaTe ciaboctu nuad-
parMbl 1 MeXpeOepHBIX MBIIIIII.

OCHOBHBIC CHMIITOMBI, BBISIBJICHHBIC TIPH OCMOTPE
nauueHTa ¢ BITITH ¢ ne6iotoMm B 1eTcKOM BO3pacTe, MOTYT
YMEHBIIIATHCST ¢ BO3PACTOM peOEHKA, 32 NCKITFOUEHUEM I10-
pakeHUsT CKeJICTHOM 1 IBIXaTeJIbHOM MYCKYJIaTyphl (Taoi. 4).

Tadmua 4. OcHosHble Kaunuveckue cumnmomst demckoii popmot BITITH
1O OaHHbIM AUMEPAMYPbI

Knunuyeckuii cumMnrom Yacrora, %
Iporpeccupyionias MbIIIIeYHAas CTA00CTh C IPEUMY-
LIECTBEHHBIM MMOPaXEHUEM MPOKCUMAIBHBIX OTIEJIOB,
CHIXEHNE MOTOPHOI aKTUBHOCTH, CITA00CTh B HOTaX
GoJiblile, YeM B pyKax, TUIepTpodusi UKPOHOKHBIX 30-90
MBIIIIII, BOBJICYEHNE TTApaCTTMHAIBHBIX MBITIII (Y TeTei
mocTapliie), TMIOTOHUS, CHUKEHHE CyXOXMIBHBIX ped-
JIEKCOB, ITOJIOKUTETbHBIE TpreMbl [oBepca, MuonaTuie-
CKasl TIOXO/IKa
Hapymenust nprxaHust, 4acTble pecliupaTopHble MH(EK-
LIMH, JbIXaTeIbHas! HEIOCTATOYHOCTbh, TUCITHOA NpH (hu- 2540
3UYECKOU Harpy3ke, 00CTPYKTUBHOE alTHO3 BO BpeMsI
CHAa, OPTOITHO3
TToBeieHue ypoHs KK 100
YMepeHHast rermaToMeraiust <16
Kapmnomeranust, KaparoMuonaTtusi (MeHee BhIPaKeH- 0-12
Hasl, 4YeM Ipu Ae6roTe 10 1 roga XXu3Hu)
Makporioccusi <4
COHJIMBOCTD, YTOMJISIEMOCTb <8
Jlopno3s, kuo3 1/vim cKoImo3 9-25
HopmainbHoe ricuxopeueBoe pa3BUTHE, COXPAHHBIIA 9%

MUHTEJUIEKT

Crnemyet OTMETUTD, 4TO B 95 % cilyuaeB ypOBEeHb ChI-
BoporouHoit KK mpu BIT nosbimraercs B 2—10 pa3, oco-
6exnno ipu MBIT (> 2000 Ex/mn). [To maHHBIM JTMTEpaTypHI,
aKTUBHOCTh CchiBOpoTOuyHOI# KK oOpaTHO mpomnopluo-
HanmbHa Bospacty (p = —0,71, p < 0,001), mureasHOCTH
6one3nu (p =—0,45, p <0,001) u arpocprn mMbim (p = —0,53,
p<0,001).

Ponutenu yacto HeNMpaBUJILHO OLIEHUMBAIOT COCTOSTHHE
pebeHKa, CUMTAasl ero «JICHUBbIM» U HE 00palllaloTcs K CIie-
nuanucty. B mocnenywoiiem y pedbeHKa pa3BUBAETCS Ha-
pYIlIeHUe OCaHKU, MOSIBJISIETCS TUIEPJIOPa03, CKOJIUO3,
MOXO0JKa CTAaHOBUTCS BIIEPEBAIKY (IO TUITY «yTHUHOI»).
MBIILIBI HOT 1 TA30BOTO M0sICa MOopaXkaroTcs 0OoJIblIe, YeM
MBIIIIIBEI TIJIEYeBOro mosica. Y JeTeit yacTo pa3BUBAETCS
pervoHapHas ICeBAOTUIEePTPOMUS MBI CIIMHBI, a TAKXKE
CUMIITOMBI PUTMIHOTIO MO3BOHOYHMKA. IIporpeccupona-
Hue 00JIe3HU MPUBOAUT K HAPYLIEHUSIM AbIXaHUs1, OOBIYHO
B (hopMe HOYHBIX TUTTOBEHTUJISILINIA, YACThIX TPOCTYIHBIX
3a00JIeBaHUI M acHUpallMOHHON MHEeBMOHMU. PebeHoK
MOXET MPEIbSBISATD XXaJ00bl Ha TOJIOBHYIO 00JIb; B IOBE-
JEHUN OTMeYaeTcsl ObICTpasi yTOMJISIEMOCTb U CHMXKEHUE
YCTOMYMBOCTU K IPMBBIYHBIM Harpy3kam, B OCHOBHOM
K Oery v akTUBHbIM urpam. CnabocTb MUMUYECKUX MBIIIIILI,
YMEpPEeHHBIN TMTO3 (4aCTO aCUMMETPUYHBIN), YBEIUYEHUE
s13bIKa, CHUZKEHME CYXOXKUJIbHBIX PedIEKCOB U OCTEOIe-
HUS TaKXe JOJIKHBI HACTOPOXKUTh B OTHOLLIEHUY HATUYUS
y peoenka BITITH. ¥ nmereit moctapme npu BITITH B oT-
JIMYKe OT MJIaAeHLIEB KapIMOMUOIIaTUS BCTpeUYaeTcs 3Ha-
YUTEJbHO pexe, M MPaKTUYEeCKM HUKOrAa 3a0oJieBaHUe
He MPOSIBJISIETCS MaTOJIOTME CO CTOPOHBI cepla.

BIIITH xapakTepusyeTcsi reTepOreHHOCThIO KJIIMHUYE-
CKMX TIPOSIBJICHMI, Pa3IMYHBIM BO3PACTOM ITOSIBJICHUS
MEePBBIX OYEBUIHBIX IPMU3HAKOB M CUMIITOMOB, pa3HOU
CKOPOCTBIO IIPOTPECCUPOBAHNUS 00JIE3HN 1 BHIPAXKEHHOMU
C71ab0CThIO MBI, [1pr OmMHAKOBOM T€HOTHITE BO3PACT
Havasia 3a00JIeBaHUSI MOXKET OBITh Pa3HBIM U OTIIMYAThCS
110 BCEM MEPEUNCICHHBIM BBIIIIE TTPOSIBICHUSIM.

IToxazano, yto nepsbie nipu3Haku BIIITH, kotopsie
CyOBEKTUBHO HE PacCMAaTPUBAINCH ITAIIMEHTOM KakK OT-
KJIOHEHHWE OT HOPMBI, B 76 % cilydaeB Kacaauch TPYIHOC-
Teil MpM 3aHITUSIX CIOPTOM (ITAIIMEHTHI IIJIOXO Oeraju,
He MOIJIM ITOATSHYTLCS HA TYpHUKeE), 28 % GOJIbHBIX ObIC-
TPO yCTaBaJIX IPpHU X0ab0e 110 jiecTHulle, 20 % UCIBITHIBAII
3aTpyIHEHMS [IPY BCTaBaHUM C HU3KOro cTyia, 17 % ycra-
BaJIX IIpU 00bIYHO# X0mb0e 1 11 % He MOIyIv BCTATh U3 I0-
JIOXKCHMSI JIeXKa Ha CITMHE 0e3 TTOMOIIH PYK.

Takum obpaszom, npu nono3peHuu Ha bITy B3pocioro
MareHTa HeOOXOMMMO AeTaTbHO BBISICHUTh OCOOCHHOCTH
JBUTaTeIbLHOTO PA3BUTUA B JETCKOM U IOHOLIECKOM BO3-
pacTe.

CaboCTh MBI — OCHOBHAS 3Kajg00a y B3POCIBIX
naunenToB ¢ BITITH, o6HapyxuBaemas B 93 % ciy4aes.
ITo marTepHY pacnpeaeIeHIs MBIIICYHOM CITab0CTH OTME-
JaeTcs HECKOJIbKO MEHBIIAsl BapradeTbHOCTb MEXKITY 00JTh-
HBIMU. B OOJIBIIMHCTBE ClTydaeB MaKCHUMaJIbHasl CJ1a00CTh
KacaeTcsl MapaclWHAIBLHBIX MBI W MBI TTepeaHei
CTEHKM XKWBOTA, MMPOKCUMAIbHBIX OTAEJIOB HOT M IIIeYe-
Boro nosica. C1abocTh MPOKCUMAIBLHBIX OTICIIOB IpeobJia-
IaeT Hall CHIDKEHUEM CHJTBI B MMCTATbHBIX MBIIIIIAX (eCITH
TakoBas Habmomaercst). bojee Toro, B cydae 0OHapyKeHUS
C71a00CTH MBIIII] KOHEYHOCTEH 1 ee OLIEHKH Yepe3 1 roxm
TocJie TIePBOTO OCMOTpa OOJBHOIO IIPOrpeccHpylolee
CHIKCHME MBIIIICTHOM CYUTBI OTMEUEHO OOJIBIIE IIJIST HOT,
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yeM Juisl pyK. B cpenHem cuiia MBI HOT yMEHBIIAeTCst
Ha7,1 %, pyk — Ha 4,0 %. [1o xapakTtepy pacnipeneacHus
MBIIIIEYHOM CJTA00CTU pa3HbIE ABTOPHI OTMEYAIOT CIIEYIONINE
3aKoHOMepHOCTH. OTNCaHbI OOJTbIIIEe CUMMETPUYHOE BO-
BJIEUEHME OTBOJSIIIMX MBI OeAep U SITOMUI] TIPU OTHO-
CUTEJIbHOW COXPAaHHOCTH MBIIILL crudaTesieit 6eapa, OTHO-
CUTEJIbHASI COXPAHHOCTh MBIIII] Oeep 10 CPaBHEHUIO
C MBIIIIIAMU Ta30BOTO TOSICA 1 CTA00CTHIO MBI Pa3TH-
Oareneii 6enpa. Ha paHHuX cTanusix 00J€3HU UBMEHEHUS
B MBIIIIIAX MOTYT MPOSIBIISITHCST TOJIBKO TTIOXOAKOM 110 TUTTY
«YTUHOI» C TUIIEPIIOPIO30M ITOSICHUIHOTO oTesia. C1abocThb
MBI TIJIEYEBOTO TOsica yale 0OHApYKUBAETCs TPU Te-
CTUPOBAaHUM U HOCUT nrcPy3HBIN XapakTep. I1areHTs
MOTYT HE TIPEABSBIISATD KaI00 HA U3MEHEHUE CVITBI MBIIIIL]
TIPEATIICYNS] U KUCTH IaKe Ha AIEKO 3aIIEAIINX CTaIUsIX
0oJe3HM, KOraa MPpU3HaKY IEPBUYHO-MBIIIIEYHOTO TIOpa-
JKEHWSI 110 TUTTY «MUOTIATHH TTOSICOB» CTAHOBSITCS OUEBUI-
HBIMU. JIOCTaTOYHO 4acTo cJIa00CTh Y U3MEHEHNE 00beMa
(aTpocdun) MBI TJIEYEBOTO MOSICA MOTYT OBITh ACIMMeE-
TPUYHBIMU, YTO MOXKET MTPOSIBIISITHCST B OTCTABAHUMY JIOTIAT-
KU OT TPYIHOU KJIETKU (KPBUTOBUIHOM JOMATKN) TOJIBKO
C OJTHOM CTOPOHBI UM 3HAYUTEJIbHOM aCUMMETPUU TaH-
HOTO CUMIITOMA.

Kaxk yxe roBopusioch BbIllIe, TapaclTMHATbHbBIE MbITII-
LIbI ¥ MBILIIIBI TIEPEAHEN CTEHKM KMBOTA MOTYT MIOPAXKAThCSI
Ha caMbIX paHHUX cranusix BITITH, yto mpuBoauT K ObICTpOit
YTOMJISIEMOCTH, CHUXKEHUIO IEPEHOCUMOCTH CTaHIAPT-
HBIX HATPY30K KaK Ha paHHUX, TaK ¥ HA TTO3HUX CTATUSIX
Oosie3Hn. BaxxHO BBISIBUTH HaApYIIEHWE AbIXaTETbHOMN
(byHKIIMM BcnencTBre cnaboCcTy MBI quachparMbl ¥ MEX-
pebepubix M. JJo 1/3 B3pocibix maunenTos ¢ BITITH
WMEIOT HApYIIEHUS CO CTOPOHBI IbIXaTeJIbHON CUCTEMBI.

PexoMeHayeTcst TeCTUpOBaHWE MBITII PA3HBIX TPYIII
C BBITIOJIHEHUEM TIPOCTHIX 3aMaHnii (Tab. 5), o pe3yib-
TaTaM KOTOPBIX MOXHO CO 3HAUUTEILHON BEPOSITHOCTHIO
000CHOBaTh HEOOXOAMMOCTb OOCIEIOBAaHUS ITallEeHTa
Ha Hanmuue BITITH.

Taomuua 5. Tecmuposanue moiuy, na Hasuyue BITITH (no Hagemans, 2005)

Ha ocHoBaHMM cOOpaHHOrO aHaMHe3a U OCMOTpa T1a-
IIMEeHTa KpaiiHe BaxKHO BBIAEJIMTh HaCTOPaKMBAIOLIME
cumnromMb! BITITH:

* ¢J1a00CThb MBIIIIL TIEPeIHENM CTEHKH XKUBOTA;
* ¢1a0O0CTh MapacluHaIbHBIX MBILIL (JI0pA03, KU(DO3,

CKOJINO03);

* CJIaOOCTb SITOAVMYHBIX MBILII] U TPYAHOCTD YAEPKAHUS
paBHOBECHSI IIPY BCTaBaHUU,

* COXPaHHOCTb CHJIbI YE€THIPEXIJIABBIX MBIIIIL IIPH CJIa-
©0CTH MBI IPYTUX OTAEIIOB;

* cJ1aboCTh crudaTeseil meu;

* c1abocTh nuadparMbl, OIbIIIKA;

* ¢J1a00CTh MBIIIIII SI3bIKA;

* c1a00CTh MUMMYECKUX MBIIII, OCOOEHHO acuMMe-

TpUYHA;

* OTHOCUTEJIbHO HeBbIcOKMe moka3arenn KK mpu Ha-

JIMYUU MAOITATUIECKOTO CUHIPOMA;

* YTPEeHHsIsI FOJI0BHAs 00JIb, TAXUKAPIWSI, THEBHAS COH-

JINBOCTb, HEOOBIYHAST YTOMJISIEMOCTD;

* CIy4aliHO BBISIBJIEHHBIE (ACMMIITOMHbBIE) MaJibhopMa-

LIMY COCYIOB FOJIOBHOTO MO3ra.

Nuddepenyuanbias auarHocmuka

Crnoxaocts nuarHoctuku BITITH ompenensercst ot-
CYTCTBHEM CHEIM(PUISCKNX KIMHUICCKUX CHUMIITOMOB,
XapaKTePHBIX JIJI1 OOJIBIIMHCTBA HEPBHO-MBIIIICIHBIX 00-
JIe3HEH, a TakKe pa3HOooOpa3reM X COUYeTaHUsI, BpeMEHEM
TTOSIBJIEHUSI U TSKECTH B TIpoLiecce pa3Butust oonesnu. -
depennmansHas nuarHoctrnka MBI Bkimtodaet Bce 3a60-
JIeBaHWsI, OCHOBHBIM KIIMHUIECKIM ITPOSIBIICHIEM KOTOPBIX
SIBJISIETCS CHHIPOM <«BSLIOTO pebeHKa». [lepedyeHb OCHOBHBIX
3a00J1eBaHUI, BXOASAIINX B M hepeHIINATBHBIN TUAaTrHO3
nipu BITHII, npencrasneH B Tab1. 6.

Ruardocmuka 6onesuu Momne
[IpyHLIIMTOBI MOCTAHOBKU IMAaTrHO3a <«IJIMKOTEHO3
II Tumra» B uenom oaxmHakoBel 111 MBIT v BITITH u na-

3aJaHU€ BBIMOJIHEHO

3aJaHu€e BBIMOJIHEHO
3a/1aHH€ HEe BBIIIOJIHEHO

0e3 Tpyna ¢ TPyaoM

TNomHATH pyKy HaJl TOIOBOI 55 29 16
TIpUHATH BEPTUKAIBHOE MOT0KEHUE U3 MOJO0XEHUS 14 45 41
HaKJIOHMBILUCH BIIEPE]]

Bcrars ¢ HU3KOTO CTyIIa 12 53 35
BeraTh 6€3 MOMOIIM PYK U3 MOJIOXKEHMS JieXKa Ha CIIMHE 8 37 55
[ToanpeIrHyTH Ha MecTe 6 29 65
Xombba BBEpX/BHU3 I10 JIECTHULIE 2 57 41
TTogHATH HOTHM B TIOJIOXKEHNH JieXKa 2 43 55
TTonHSTBCS ¢ KOPTOUEK 2 22 76
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Tabmuua 6. OcHosHbie 3ab01e6anus, paccmampugaemvie npu ouggepenyuanvroi duaenocmuxe BITITH

Tun Hapymenust Juarnos

OCHOBHOIi CX0KHii CHMITOM

[TosicHO-KOHEYHOCTHAsI MBILIIEYHAsT AUCTPODUS
HuctpoduHonatuu (Muoauctpodus domeHHa, bekkepa)

MuodubpusisspHast MUOTIATUS
Muotonuueckas nucrpodus I tuma
IneyenonaroyHas MUOAUCTPODUS
Bonesus JlaHoHa

X-cLeruieHHass MUOTIATHST

MplieyHbIe IUCcTpohUn

TIporpeccupyoiiasi caabocTh MBIIIILL TTOsica,
HIDKHUX KOHEYHOCTEW, KPBUIOBUIHEIE JIO-
MaTKu, KpaMIiu, MoBbilieHne ypoHs KK

JIuiie-10naTOYHO-KOHEYHOCTHAS! MbIILIEYHAs! HHCTDOd)MH

IMonumuosut

BocmnanurenbHasi Muomnatust
Muo3UT ¢ BKIIOUEHUSIMUA

HemanuHoBast MuonaTust

Bonesnn HEHTPAJbHOI'O CTCPKHA U MYJIBTUCTECPXKHEBAA MUOIIATUA

BpO)KI[CHH])IG MHUOIIaTUN LleHTpOHyKHCapHaH MUOITaTUusg
Muonatus ¢ rTMaIMHOBBIMU TeJIbLAMU

HpO‘-II/IC BPOXICHHBIC MUOITaTUN

[mmkorenossl Tumos Illa, IV, Vu VII
Bonesnb Mak-Apmwis (no3aHsis popma)
MuToxoHApUATEHbIE MUOTIATHI
ZKupoBble MUOTIATUM

MeTtabonnyeckrue MUOIIaTUN

CnuHaIbHbIe MbIIIEYHbIe aTpOodUM 1-T0 U 3-ro TUTIOB
BynsbocrHanbHast amuotpodus (6one3nb Kennemn)

Bonesnn MmoToHeiipoHa
BoxkoBoit aMmroTpoduueckuii CKiaepos

Muacrenust [paBuc
Bosne3Hu HepBHO-MbIILIEY-

HOW nepenavyu
e Cunapom Jlambepra—HToHa

ACUMITTOMHOE TTOBBIILIEHHE

- HeycraHoB/IeHHBIM AMarHO3

MpaBJIeHbl Ha OOHapyXeHWe M3MEHEHHOW AaKTUBHOCTU
COOTBETCTBYIOIIETO (hepMEeHTa.

Yacro nuarHoctuka MBIT HaurHaeTcsl ¢ BbISIBJIEHUS
KapIMOMETAINH, IbIXaTeJIbHOM HeIOCTATOUHOCTH, MUOIIATH -
YeCKOT0 CHMHAPOMA M IUCOYHKINU XETYTOYHO-KUIIEY -
HOTO TpaKTa, T. €. C BEISICHCHMSI TIPUIUHEI, 00yCIOBIMBA-
olIeit oOpaTUBIINIL Ha Ce0sI BHUMAaHUE CHHIPOM.

PexoMennyembie ucciaenoBanus npu MBII.

1. Kitmandeckn: ocMOTp Tieguatpa (B MIageHIeCKOM
1 IETCKOM BO3pacTe), HEBpOJIOTa, KapaIroJIora.

2. UHCTpyMeHTaIbHOE MCCIIeIOBAaHME:

* HEpBHO-MBIIIEYHONM CHCTEMBI (CTUMYJISIIMOHHAS

1 UTOJIhYATAsI DIIEKTPOMUOTpadms);

* cepala (peHTreHoTpaMMa IpyITHOM KJIIETKH, SJIEKTPO-
kapauorpacdust (DKI'), axokapauorpacdust (DxoKI));
* JIETKUX (peHTreHOoTpaMMa IPYIHON KIIETKU, IYJIbCO-

KCUMeTpWsI, KartHorpadust, momicoMHorpacdus). OlieH-

Ka (PyHKIIMM BHEITHETO ObIXaHMS 00s3aTeIbHA B I10-

JIOKCHWM CTOSI M JieXXa C OIpene/ieHMeM pPa3HUIIBI

B ITOKA3aTeIIsIX;

* XKeJTyIOYHO-KUIIIEYHOTO TPaKTa (YIBTPa3ByKOBOE HC-
cJIemoBaHUe TIEYCHH, TTOMKETyIOUHOM KeJIe3hl).

3. JJabopaTopHast TMarHOCTUKA: OMOXUMHWYECKUIT aHa-
JIN3 KPOBH C OTpeIeICHUEeM YPOBHS aJlTaHMHAMUHOTPAH-
cdepasbr (AJIT), acmapraramuHoTrpancdepassr (ACT),
CBIBOpOTOYHO# KpeatmHKMHAa3bI (KK), makratnerugpo-
rerassl (JIAI). Aramm3 akruBHOCTH KAI 10 cyxoMy TIsIT-
HY KPOBH.

BpO)KI[eHHI)IC MHUACTCHUYECCKUE CUHIPOMBI

ITocTeneHHO pa3BUBalOILAsiCsl CIab0CTh
MBIIII, TOBbIIeHUE ypoBHSI KK

MplieyHast cnabocThb, TMIOTOHUS TPU HOP-
MaJIBHOM WJIM YMEPEHHO TIOBBIIIIEHHOM
ypoBHe KK, HaTMuuuy cKeJIeTHbIX HapyIle-
HUMN

[umoToHus, TenaromMeranus y neTeu,
€1a60CTh MBIIILL, YTOMJISIEMOCTb, CHUXKEHUE
YCTOMYMBOCTH K HATPy3KaM, MOBBIIIICHIE
ypoBHs KK

C1aboCTh MBIIIIL, HAPYIICHUE AbIXaHUS,
aTpoGusT MBIIIIIT, BO3MOXHO TIOBBITIIEHUE
ypoBHs KK

Hapynienue npixaHusi, c1aboCTh MBIIIIII,
YTOMIISIEMOCTh

[MoBbieHue yposHs KK

4. AHa13 MBIIIEYHOTO OMoMNTaTa (10 TTOKA3aHUSIM):
* TMUCTOJIOTMYECKOE UCCIIeIOBAHUE;
* IMMYHOTHUCTOXMMMYECKOE UCCIICAOBAHIE,
* 3JIEKTPOHHAsI MUKPOCKOITMSI.
5. Ienetnyeckue Metonbl uccienoBanus (JIHK-aHanms).
IlepeuncieHHble KIMHUKO-UHCTPYMEHTAIbHbBIE Me-
TOABI UCCIEHOBAHUS HEOOXOAMMBI OJjIsl JUArHOCTUKU
u auddepeHInaTbHONM IUArHOCTUKM MUOTMATUYECKUX
CUHJPOMOB Yy TallM€HTOB, B TOM YKCJIE Y IeTeil B BO3pacTe
1o 1 rona.

naﬁnpamnpnan AuarHocmuga, noamaepHaalowan

Gonesub Momne

JlnarHno3s BI1 06s13aTebHO OKEH ObITh TIOATBEPKACH
J1abopPaTOPHBIMU METOJAMMU. «30JI0THIM CTAHIAPTOM» V-
arHoctukm BIT siBsieTcs ompeneneHne akTUBHOCTH (ep-
meHTa KAI B TKaHsx, KoTopas y nauueHToB ¢ MBII
He mpeBbiinaer 1 % ot HopMbl, a y 6onbHBIX ¢ BITITH
MOXeT cocTaB/siTh 10 30 %. BolsiBieHa KOPPEISILs MEX-
Iy CTETICHBIO TSLKECTH 3a00JIeBaHMS M aKTUBHOCTHIO (hep-
MeHTa. I[lpm 3TOM OMoOXMMMYECKas ITOATBEPXKIAIOIIAS
muarHocTrKa BIT mpencrasisier onpeneneHHBIE TPYITHOCTH.
DTO CBSI3aHO ¢ HAIMYKMEM B JISMKOILIUTAX TeprdepuIecKOi
KpoBH (pepMeHTa HENTpaJbHOM MajbTa3bl, OJM3KOTO
no cBoeii cyoctpartHoii cienpuaHoctu K KATL ITpucyr-
CTBHE 3TOTO (hepMEHTa MOXET MCKaXaTh 3HAUCHMS aKTHUB-
Hoctu KAI M mpuBOAUTH K JIOXKHOOTPULIATEABHBIM pe-
3yJbTaTaM, ITO3TOMY MHOTIA PEKOMEHAYIOT B KauyeCTBe
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HepBHo-Mblweunbie 5O JIE3HH

TKaHU UTd McciaeroBanug ucronb3oBath KK® v ouomn-
TaT MBILLIEYHOI TKaHU, B KOTOPBIX HEUTpabHAs MaabTa3a
He dKcnpeccupyetcs. B mocnenHume rombl IpUMEHSIOT TeCT
¢ mobaBiIeHWEeM WHTHOWTOpa HENTpaabHOM MaJlbTa3bl,
YTO TTO3BOJISIET U3MEPSITH aKTUBHOCTH TOJBKO KAT.

Haub6oee ymoOHBIM COBpeMEHHBIM METOOM OCTAETCS
orpezieJieHre aKTUBHOCTY (PEPMEHTOB B ITSITHAX BHICYIIIEH-
HOI1 KpOBY C TIOMOIIBIO TAHAEMHO MacC-CIIEKTPOMETPUU.
B tabn. 7 npeacTaBieHbl peKOMEHIyeMbI€ MOAXObI IO OTT-
penenennio aktuBHoCcTH KAI B pa3TyHBIX TKaHSIX.

MeTtoanl MOJIEKYIIPHO-TeHETUIECKOTO aHaT3a MOTYT
OBITh TTOJIE3HBI B KA4eCTBE AOITOJTHUTEIBHOIO TeCTa MpHu
noaTBepxaatouieit nuarHoctuke BII, eciu HemocTyreH
OMOJIOTMYECKUIA MaTeprall TpodaHaa, a TAaKKe IS IIpeHa-
TaJIbHON ¥ TIPEUMITJIAHTALIMOHHOM TarHoCcTUKK. OqHAKO,
MOCKOJIBKY B TeHe KA orrcaHo OO0JbIIOe YMCIIO YHUKATb-
HBIX MYTaIWii, a TAKKEe TTOJTUMOP(HBIX BAPMAHTOB, MOTYT
BO3HUKHYTb TPYIHOCTH B MHTEPIIPETALINU BIIEPBhIE BHISIB-
JIEHHBIX M3MEHEHU HYKJIEOTUIHOM ITOCIIENOBATEIbHOCTH.

CornacHO peKOMEHIAIMSIM MEXIYHAPOTHOM TPYIIITHI
SKCIIEPTOB JJIST TTIOATBEPXKICHUS JTA00PaTOPHOTO JUarHO3a
BIT rmoce BHISIBIEHUSI CHIDKEHUSI aKTUBHOCTH (hepMeHTa
B 00pa3iie KpOBM HEOOXOIMMO IMPOBECTH IMTOBTOPHOE OTIpe-
JeJIeHWe aKTUBHOCTU (pepMeHTa B IpyroM obpasile 0mo-
JIOTHYECKOTo MaTepuraia (MbimeuHoi Tkanu, KK®), a mrs
ounoxummueckoro auarHosa — JJHK-ananus.

OtMmeTnM, uTO KIuHudeckuii auarno3 BIT — npeskne
Bcero (GEHOTUMNYECKUI M OCHOBBIBAETCS HAa KIIMHWYE-
CKOI KapThHe 3a00JIeBaHUSI B COYETAaHUU C TabopaTop-
HBIM TOATBEPXKIEHMUEM CHIDKEHUS WJIM OTCYTCTBUS aK-
TuBHocTU KAT.

Jleyenue nayueHmos ¢ GonesHbio Momne

Cospemennoe neuenne BIT 3akmogaeTcst B Ha3HAUe-
HUW TOXN3HEHHO! (hepMEHTHOI 3aMeCTUTEJIBHON Tepa-
muu (P3T) pekoMOMHAHTHOM YenoBedecKoit KAT.

EnmHCTBEHHBIM IIpEIIapaToM IIJjIs MaTOTEHETUYECKOM
®3T npu BIT gBngerca anrmoko3uaasa anbda, 3aperv-
cTpupoBaHHas B Poccnu kKak MaiiozaiiM.

Ipenapar Maiiozaiim (Kox ATX: A16AB07) — pekom-
OMHAHTHLIN (PePMEHT, CUHTE3UPYEeMbIii KJIETOYHOM JIMHUEH,
TTOTyYeHHON M3 SIMIHUKOB KMTAWCKIX XOMSYKOB. OH BOC-
TIOJTHSIET aKTUBHOCTH JIn3ocomanbHoit KAI, uyTo mpuBomut
K CTaOMJIM3AIIH WJIA BOCCTAHOBJICHUIO (DYHKIIMH CEPICTHOM
M CKEJIETHBIX MBIIIII (BKJTFOYAst TbIXaTeTbHbIe MBIIIIET). [1pe-
TTapaT XOPOIIIO TTEPEHOCUTCS, He MMEET BBIPasKCHHBIX ITO00Y-
HbIX 3¢ dekToB. [Tokazan mist nonroBpemeHHOM P3T y 6011B-
HBIX BCEX BO3PACTOB C TTOATBEPXKICHHBIM ararHo3oM BIT.

Ha manxsrii MoMeHT 3()(eKTUBHOCTE 1 6€30ITaCHOCTh
MaitozaitmMa olleHeHBI B KIIMHUMYECKUX MCITBITAHMSIX KaK
y OeTeit, TaK W y B3POCIBIX. 3aKOHYCHHBIC W OITyOJIUKO-
BaHHBIE McCIenoBaHus 1m0 JiedeHrto BIT 6butH TTpoBeaeHBI
¢ ygactreMm 6ostee 500 60bHBIX. Be3ormacHoCTh 1 Xopoas
MMepPeHOCUMOCTh TepaIliyl aJTIIOKO3MIa301 anbda Iom-
TBEePKICHBI KITMHNICCKIMHI HAOTIONCHUSIMU Ha TIPOTSIKE-
Hum 6osee 10 et ¢ yuactreM cBoiiie 1800 maimeHTOB.

Ta6muua 7. Onpedenenue akmusrocmu KAI 6 pazauunbix mxausx

XapakTepucTuka Tecta, TpeGoBanue
K TPAHCIOPTUPOBKE OHOJIOTHYECKOT0 MaTepUaia

O6pa3sen 6nosorn-
YeCcKOro Marepuana

MWUHMMaJIbHO MHBa3UBHBIN TECT, TPEOYeTCS
HeOOJIbIION 00BeM 00pasiia, MOXET MPU-
MEHSITHCS LTSI MACCOBOTO U CEJIEKTUBHOTO
ckpuHuHra Ha BIT

TpancnopTupoBKa oopasLia Mpyu HOPMaJIbHON
TeMITepaType B TeYCHIE HECKOJIbKIX THE
DepMeHT COXpaHsSIeT aKTUBHOCTb HECKOJIBKO
Mecs1eB Mpu TeMiepatype +4 °C

IIsatHO
BBICYIIEHHOM KPOBH

MuHIMAJIEHO MHBAa3WBHBIN TECT, TPEOYIOTCS
00pasIbl LIEJTbHOW KPOBU B TeapUHU3UPO-
BaHHOM Mpooupke. Heo6xomnMo nmpumMeHsITh
uHruouTop MGA

TpancmopTupoBKa 0Opasiia Mpu TeMIeparype
ot 0 1o +4 °C B TeueHue < 24

Jleiiko1uThI
nepedepryeckoin
KpOBU

MuHUMaIbHO MHBAa3UBHBIN TECT, TPEOYIOTCSI
00pas3Ibl EeTHbHOU KPOBU B TeTAPUHU3UPO-
BaHHOI nMpobupke. Heo6Xxoarmo BbINoJHe-
HIE JOTIOJIHUTETLHOTO Tara — BbIICIEHUE
JM(OLUTOB, TpeOyIOLLee ONpeeIEHHOTO
OTIbITa pabOThI

TpancnopTupoBKa oopasLia Mpu TeMIeparype
or 0 1o +4 °C B reuenne <24 4

®pakiusa
JUMGOLUTOB

WHuBasuBHbI TecT. OGecnieYnBaeT HaIeXKHbIN
aHanu3 pepmeHTa KAT. He TpebyeT npumeHe-
HUst uHruouropa MGA

Heo6xomumbl 2—4 Hex st moaydeHust KK®D
OrpaHnuYeHHOE YUCITO JTAGOPaTOpUil UMeeT
BO3MOXXHOCTH [UTSI KYJIBTUBUPOBAHMSI KJIETOK

KK®

W HBa3MBHBIN TECT, BHIMIOTHSIETCS TOJIBKO

B YCJIOBUSIX cTaliioHapa. ObecreunBaeT Ha-
nexHbli aHanu3 pepmeHta KAT. Bo3amoxHO
MPOBE/IEHUE TMCTOJIOTMYECKOTO MCCIEeI0BAHUS
st auddepeHnrnanbHol AuarHocTuku bIT

U IPYTVX MUOTIATHI

OrpaHuYeHHOE YUCIIO JTAGoPaTOpUil UMeeT
BO3MOXHOCTH JJIST MCCIIEIOBAHUIA MBIIIIETHON
TKaHU

BuonTar
MBIIIEYHOW TKAaHU

[IpenapaT BBITycKaeTcsa BO (hjlaKOHAX, KOJMIECTBO
Jo¢uIn3aTa B KOTOPBIX SKBUBAJIEHTHO 50 MT aKTUBHOTO
BelllecTBa. BBomUTCS BHYTPUBEHHO KaIleJIbHO B TO3MPOB-
ke 20 MT/KT Macchl Tella TarueHTa.

®D3T 1103BOJIIET COXPAaHUTh KU3HB MarueHTam ¢ bIT,
yIy4IaeT ee KauyecTBO M 3aMeIISIeT IIPOTrPeCcCpOBaHIe
6oire3Hn. PaHHee HaYaIo Tepanuu 09eHb BaXKHO, TaK KakK
MTO3BOJISIET TOOUTHCS HamboJIee XOPOITNX KIMHUIECKUX
ncxonoB. [oka3ano, yto npuMmeHenne ®3T npu MBII
yMEeHbIIaeT pUCK cMepTu Ha 99 %, a HeoOXOmMUMOCTb
MHBA3MBHOM BEHTWISILIMM JIETKUX — Ha 92 %. CBoeBpeMeH-
HOE Ha3HAYCHME TepaITiy aTTIOKO3MAa301 aabda BBI3bI-
BaeT 0OpaTHBI X04 KapauoMMOIaTuu y raueHTos ¢ MBI,
yIIy4IIaeT moKa3aTeI MBIIIEYHOW CHIIBI, IBUTATCIIHHOM
aKTUBHOCTU M CTAOMIU3UPYET COCTOSTHUE IbIXaTeIbHOM
cuctembl. Tepanusg nauueHToB ¢ BITITH npenapatom
Maiio3aiiM 3aMeIsIeT IPOrpecCUpoOBaHMe OOIC3HU, YTy~
I1ast COCTOSTHME KOCTHO-MBIIIICYHOM CUCTEMBI M CTAOWITH -
3UPYS COCTOSTHUE ObIXaTeIbHOM CUCTEMBI, VIVIMHSIET TIe-
PHYOI XXW3HU ITAIIMEHTOB J0 HACTYIICHUSI HEOOXOMUMOCTH
B BEHTWISILINY JIETKUX W TIOTPEOHOCTHU B KPECIe-KOISICKE.
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B cBs3M ¢ 3TUM KakK MOXHO OoJiee paHHee Haydajo
®D3T anrmoko3naasoi anbda M OTCYTCTBHE TepepPHIBOB
B JICYEHUM SIBJISIETCS XKM3HEHHO BaXKHOM Mepoil, KoTopast
ITO3BOJIUT MPEIOTBPATUTh PAHHIOI MHBAIUIN3ALINIO, CHU-
3UT PUCK CMEPTH OOJIBHBIX M MX TIEPEX0/ia Ha MHBA3UBHYIO
BEHTWISIIMIO JIETKUX, VIYYIIMT COLMAIbHYIO afalTalliio
MalMEeHTOB, 3HAYUTEIbHO MOBBICUT Ka4eCTBO MX XM3HU
1 QYHKIIMOHAJIBHYIO HE3aBUCUMOCTb.

ITpu Hanuuuu noaTBepkAeHHOro AuarHo3a bIT He3a-
BMCHMO OT BO3pacTa 0OJIbHOTO IaTOreHeTHuYecKasl Tepa-
MKl aJINTI0KO311a30i1 anbga J0DKHA ObITh HayaTa He3a-
MeIUTENbHO. 2KM3HEeHHass BaxKHOCTb paHHEro Havajia
Teparuy NoAYepKHYTa BO BCEX MEXKIYHAPOIHBIX PEKOMEH-
Jauusx mno geyenuio bBIT.

Benenue narenToB ¢ BI1 mpeanonaraeT MyTsTUAMCLIUII-
JIMHAPHBINA TOAXO0M ¢ 00s3aTeIbHBIM YJ4acTUEeM HEBPOJIOTOB
(0COOEHHO CHELMAMCTOB 10 HEPBHO-MBIIIEYHBIM 00JIe3-
HSIM), TEHETUKOB, KapIHOJIOTOB, ITyJIbMOHOJIOTOB, TaCTPO3H-
TEPOJIOroB, (PM3MOTEPATICBTOB 1 Bpaueii APYrHX CIeaIbHO-
CTeii, UMEIOILIVX OIBIT B JICYSHUH 3TOTO PEIKOIo 3200 IeBaHUSL.

OcobeHHocMU BeieHUA NayueHmoB

¢ Mnapiexyeckoil thopmoii Gonesxu Nomne

IMauurentam ¢ MBIT >Xu3HEHHO BaXKHO HEMEJIEHHOE
HaszHayeHue P33T npu ycTaHOBJICHUU TMarHo3a.

Ocob6ennoctu nposeaenus O3T nmpu MBIT:

* He KOPMUTHb pebeHKa 3a 3—4 4 10 MpoBeACHUS UH-
(y3uu (mpeaynpexaeHue acpaimm, BO3MOXHOE Ipo-
BeJCHUE peaHUMAIlMOHHBIX MEPOIIPUSITHIA);

* pa3BelleHMeE IIperapaTa B MUHMMAJIbHOM 00beME;
BBelICHME TIperapara MpHu MEepBbIX MHQY3USIX TOJDKHO
MPOBOAUTCSL B LIEHTPaIbHBI BEHO3HBIN KaTeTep WIK
€CJIM TIperiapar BBOOUTCS B MeprheprIeCKii BEHO3HBII
KaTeTep HeoOXOMMMO MMETh 2 IIOCTYIIa, B JajbHEMIIEM
PEKOMEHIYeTCs YCTAaHOBKA MH(Y3MOHHOI TTOPT-CUCTEMBI;

* UH(}Y3UHU ¢ OrpaHMYEHHON CKOPOCThIO (ITOBHIIICHUE
Ha 0,5—1 mi1/49 Kaxabie 30—60 MUH) C y4ETOM BBICO-
KOI'O prcKa IeKOMIIeHCAlIMU CepAeYHOIl HemocTaTou-
HOCTH Ha (hOHE TUTIEPBOJIEMUN;

* MpOBeACHUE MEePBhIX 3 MHGY3UIT B OTICICHUN peaHU-
Maly U UHTEHCUBHOM Tepamuu ¢ y4acTUEM peaHu-
MaToJiora. HaXoXJAeHVe B JaHHOM OTACJIEHUH B TeUe-
HUe 3—6 4 TTocJIe 3aBepIIeHUS IPOLEAYPHIM;

* uHCYhOIALMS YBIaKEHHOTO KUCI0pOoIa Yepe3 MacKy;

* MOHMUTOPHMHT BUTAJIbHBIX (DYHKIIUI 110 IPUKPOBATHO-
My MOHUTODPY (4aCTOTa CEPASYHBIX COKPAIIEHUIA, ap-
TepuajabHoe naBieHue (AJl), caTypalus) BO BpeMmsi
MpOBeNeHUST MH(bY3UU WIM 110 TIOKa3aHUSIM (3aBUCUT
OT TSDKECTHM COCTOSIHUS).

MonuTtopupoBaHue nauureHTa ¢ MBI nomkHO BKIIO-
YaTh KOHTPOJIb:

® cepaevHO-cocynucToii cucrembl. PedbeHok ¢ MBII
B IIPOLIECCE BCETO MepUoIa JISYSHUs HyKIaeTcsl B Ha-
OJIIOICHMM KapI{oJIoTa, IIEPBOHAYAILHO — B YCIIOBHUSX
CTallMOHapa, a IIPK CTaOMIM3ALMK COCTOSTHUS — I10 TI0-
KazaHuSIM, HO He pexe 1 pa3a B 3 mec. Cpoku mpeObi-

BaHUs B CTAllMOHAPE 3aBUCHT OT TSDKECTU COCTOSTHUS
0OJILHOT0. YXOI HOCUT UHIUBUAYaIbHBIIA XapaKTep:
nposBeaeHue DKI B crammoHape o0si3aTebHO (MpuU
HEoOXOMUMOCTA CYTOYHOEe MoOHUTOpupoBaHue DKI
B LIEJISIX CBOEBPEMEHHOTO BISIBIEHUST HAPYILIEHUIA PUT-
Ma cepaia). B mociaeayroieM npuy yaydlleHUd WIK
CTa0UIM3alMKU COCTOSIHUS BbIMOJHATE DKI' HyxXHO
€XEMECSIYHO MepBbIe 3 MEC WIIM Yallle 110 IIOKa3aHUsIM,
Jajee — Kaxable 3 MeC UJIU MO ITOKa3aHMsIM,

— Ox0oKI'-koHTpob Kaxabie 7—14 qHeli B iepBble 12—24 Hen,

®D3T (KOHTPOJIb TPAH3UTOPHOI'O CHUKEHUS COKpa-
TUMOCTU MUOKap/a, KOTOPOE MOXKET COITPOBOXKIATHCS
HapacTaHMeM MPOSIBJICHUI CepAeYHOI HEMOCTaTOYHO-
CTU 1 TpeOyeT KOPPEKIINM CHMIITOMATUYECKOM Tepartim),
Jajiee — eXeMECIIHO WIIM 110 TToKa3aHusaM. 1o moctu-
KeHuu pedbeHkoM 1 roma DxoKI' BeimonHseTcs 1 pa3
B 3 MeC WIH 110 TTIOKa3aHUsIM,

— KOHTPOJIb YPOBHS HATPUITypEeTUUECKUIA TOPMOH B-Tuma

NT-proBNP kaxbie 3 Mec WK MO TTOKa3aHUSIM 10 J10-
CTWKeHMS peObeHKOM | rofa, najee BoIMmosHseTcs 1 pas
B 3—6 Mec WY 110 ITOKa3aHUsIM,

CTPOTHIiA €xKeTHEBHBII KOHTPOJIb 00beMa IoTpedJisie-
MO XUIKOCTU (OrpaHuyeHue oobeMa 10 2/3 ot husuo-
JIOTUYECKOM MOTPpeOHOCTH), KOHTPOJIb IUTAHMSI,
MapeHTepaTbHOI MH(DY3MOHHOM Teparu B LEJISIX ITpe-
OYTIPEXICHUS Meperpy3Ky Ui 00e3BOKMBAHUS,
MpUMEHEHNUEe TPernapaToB s JIEYCHUs CepacdHOM
HEIOCTaTOYHOCTU (CepIe4YHble TIMKO3UIbI, AUYpe-
TUKH, 3-6JI0KATOPbI, UHTUOUTOPHI AaHTMOTECH3UHITPEB-
paiatoiiero gpepMerrta). HazHaueHue aHTUApUTMMU-
YeCKMX IIperapaToB pa3HBIX KJIACCOB C YYETOM
BBICOKOI1 apUTMOTEHHOCTH MMOKapaa. BaxkHo: Hekop-
PEKTHOE MCIIOJIb30BaHUE MPEapaToB MOXET YCYIy-
OUTb COCTOSIHUE OOJILHOTO;

JIbIXaTeJIbHOM cucTeMbl. I1py KaxxaoM ocMOTpe malu-
€HTa HeoOXoIMMa OlLIEHKa PeCIMpPaTOPHOIO cTaTyca
(xapakTep M 4acToTa ObIXaHWs IPU OOOPCTBOBAHUU
M BO BpeMsI CHa, BeICHUE POIUTEISIMU MallMeHTa pe-
CITUPATOPHOIO THEBHUKA):

OLIEHKA JIETOYHOI (DYHKIIMM M ra3000MeHa MpU yC-
TAHOBJICHUM IMAarHo3a, KaxIOM BM3WTEe IalMeHTa
M U3MEHEHUM KJIMHUYECKOTO COCTOSIHUS (ITPUCOEIU-
HeHUU BUpycHoi uHdekiun). [IposeneHue peHTreHo-
TrpaMMBbI TPYIHOI KJIETKU MPU YCTAHOBJEHUN TUarHo-
3a U 110 MIOKa3aHUsIM,

MoJIMcOMHOrpadusl 1ocjie YCTaHOBJICHUs AUarHosa
M T10 KJIMHUYECKUM ITOKa3aHUSIM (BBISIBIEHUE U TTPO-
(puytaKkTHKA alTHO BO CHE),

MpU HEOOXOAUMOCTH (CKOIUIEHUE ceKpeTa, pedIioKc)
CaHalMs BEPXHUX JbIXaTeAbHbIX ITyTEH,
MMKPOOMOJIOTUYECKOE UCCIEAOBaHNE TpaxeaabHOTO
acruparta JJisl OLIEHKM MMKPOOHOro cTatyca U HeoO-
XOAMMOCTHU MPOBEAEHUsI aHTUOAKTEPUATBHON U/ WK
IIPOTUBOTPUOKOBOI TepaIuH,

— OLICHKa (I)YHKL[I/II/I BHCIIHETO ObIXaHWA BO BpEMA CHaA

I/I/I/IJ'[I/I 60ﬂpCTBOBaHI/IH IIpH IMOABJICHUN I/I/I/II[I/I Ha-
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pacTaHUu Xkajao0 Ha YyCTaJlOCTh, BOSHUKHOBEHUMU T1e-
pudepryecKkoro 1uMaHo3a, arHo? BO CHe, MaieHUU
JKU3HEHHOU eMKOCTH JieTkuX Hike 40—50 %, yMeHb-
IIEHUHU caTypauuu U Hed(h(HEKTUBHOCTU €€ KOppeK-
LMY Ha ¢hoHe MHCYDJIALUMN KUCcaopoaa y neTeid paH-
Hero Bo3pacra,

— HeMHBa3MBHAasl KUCJIOPOIHAsl MOIAepXKa (co3maHue
MOJIOXXUTEbHOTO NaBJIeHUs) ITPU Pa3BUTUU TUITOKCE-
MMU, OOCTPYKTUBHOM CUHAPOME,

— JleyeHue JI00bIX MHGMEKIUN IbIXaTeJbHbIX IyTeH
JTIOJDKHO HOCUTh arpecCUBHBIN XapakTep, Ha3HaYeHUe
aHTUOAKTEpUaIbHOU Tepanyu IMPOBOAUTCS B MaKCH-
MaJIbHBIX T€PaIeBTUYECKUX T03UPOBKaX,

— obOyyeHue poauTelsieil MoJIb30BaHUIO HebylaiizepoM,
OTCOCOM;

® 3KeJIyI0YHO-KHUIIEYHOT0 TPAKTA:

— KOHTPOJIb POCTa U MACChI TeJjla eXXeHEIeIbHO, eXeMe-
CSIYHO, €XeKBapTaJIbHO,

— BKJIIOYEHME B pallMOH MUTaHUS CIIeHaTU3UPOBAHHBIX
BBICOKOKAJIOPUIHBIX M BHICOKOOETIKOBBIX, aHTUPEd-
JIIOKCHBIX CMeCei,

— 30HIIOBOE WUJIM COBMELIEHHOE MePOPaTbHOE U 30HI0-
BOE€ KOpMJIEHHE ITPU COXPaHEHUH aleKBaTHOTO IJ10Ta-
HUS U OTCYTCTBUM MOMEPXUBAHUS,

— Ha30IyoJleHAJIbHOE 30HI0BOE KOPMJICHUE ITPU COXpa-
HeHMU pedIroKca U BHICOKOM PUCKE acrpalivu,

— opaJibHasl CTUMYJISILIUSL, COCAaHUE COCKU, TMMHACTUKA
IUJIS1 TIOAJEPXKaHUSI HOPMaJIbHOTO Pa3BUTUSI HABBIKOB
[JIOTAHUS U YCTHOM peuu;

® CKeJIETHO-MbIIIEYHOI CUCTEMBI:

— moajepXKa MaKCUMaJIbHOIO YPOBHS (DYHKIIUIA CKe-
JIETHO-MBIIIIEYHOIO ammapara s IpeaoTBpalleHUs
Y MUHMMU3AIUUA BTOPUYHBIX OCJIOXKHEHUN (pa3BUTUE
KOHTPAKTYP, MBIIIEYHbIX aTPODUI, KOMIIEHCATOPHOI
nedopMaliuuy cKeyieta, OCTEONIEHUH, OCTEOIIOpo3a),

— IIpY NIPOBEACHUU PeadMIMTAIMOHHBIX MEPOTIPUSITUIA
n30eraTh Ype3MepHbIX Harpy3ok. PeryisipHo — ¢pusuo-
TepaneBTUYEeCKye MPOLIeaYpPhl, Maccax, JieueOHas huz-
KYJIBTYpa, JIOTOTEaus1, pecliupaTopHas Teparus (Ibpixa-
TeJIbHasl TMMHACTHKA), 00y4eHHE CaMOOOCTYKMBAHUIO
U MCITOJIb30BAaHUIO BCIIOMOTATEIbHBIX ITPUCIIOCO0JIe-
HUi (3aBUCUT OT Bo3pacTa pedeHka). I1o mokazaHu-
SIM — 3aHSITUS C JIOTOMNEAOM, CYPIOJITOM,

— IIpUMEHEeHYE NpernapaToB Kaiblus, MarHusl, BuTamMuHa D.
OcMOTp HEBPOJIOTA C OLICHKO MOTOPHBIX BO3MOXKHOCTEI

1 HEPBHO-TICUXMYECKOTO Pa3BUTHSI peOeHKA (TI0 IIKae
AnpOepta MoTopHOTO pa3BuTusa MmianeHieB (IIpwroxke-
Hue 1)) IpoBoAUTCS Kaxable 3—6 Mec 1Jis IeTeil B BOo3pa-
CTe 1o 5 JIET M eXXeTOMHO TS 00JIee CTapIINX MAlleHTOB.
TectTrpoBaHMe CITyxa JOJKHO BBITIOHSITHCS €3KETOMTHO WIN
10 KIIMHUYIECKUM TTOKA3aHUSIM.

OomerepanesTnyeckue meponpusitust npu MBII:

* arpeccUMBHOE JIeUeHUE COMYTCTBYIOLLMX 3a00JIeBaHUiA,
4acTO C OMIUPUIYECKUM Ha3HaYeHUEeM aHTUOaKTepH -
aJIbHOW Teparuu;

* BaKILMHALMSI 110 MHOUBUIYaJTbHOMY IpachuKy BKIIOYaeT
IIOMUMMO BaKIIMH B paMKax HaIlMOHAJIbHOTO KaJleHIapst
MPUBUBOK, BaKIIMHY IIPOTUB PECIIMPATOPHO-CUHIIY-
TUAJIBHOI MHMEKIIMU, Ce30HHYIO BaKIIMHY OT I'pUIIIa,
TTHEBMOKOKKOBYIO Bak1IHy. JlnarHo3 MBI1 He sBsieT-
Cs1 IPOTUBOIIOKA3aHUEM LIS IPOBEAECHMS BAKLIMHALIVIN.

Oco0eHHOCTH BBINOIHEHHA AHECTE3HO0IOTHIECKHX

U XHUPYPrU4eCKHX MepPONpPHSTHIi:

* KOHCOJIMIALIMS XUPYPrUYeCKUX IpoLeayp, TpeOGylo-

LIMX aHECTE3UOJIOTMYECKOr0 MOCO0UsI;

* MakCHMaJlbHOe M30eraHue MHTYOaluy WIK MUHUMU-
3alsl JJIUTEIbHOCTH €€ IPOBEACHUS.

IIporHo3 6one3HM 3aBUCHUT OT BO3pacTa ee JebloTa,
KOJINYECTBA BOBJIEYCHHBIX CUCTEM OPraHM3Ma, B TOM YH-
CJIe CTeTEeHM U TSKECTH ITOpaXKEHMSI MBILLIEYHOr'o aIlrapara
(CKeneTHOM, IbIXaTebHOM, CEPASIHON MYCKYIaTyp), CKO-
pOCTH TIporpeccupoBaHus, BpeMeHu Hadaga O3T.

Oco0ennocTH BeIeHHs NALEHTOB
¢ 0osesnbio IToMie ¢ mo3aHUM HAYAJIOM

Ilo maHHBIM TIOCTENHUX MCCIEIOBAHUM, CHUKEHUE
MMHEPaIbHOM IJIOTHOCTU KOCTel BcTpevaeTcs y 67 % na-
meHToB ¢ BIT. OcreoneHnst n ocTeornopo3 oOHapyK1uBa-
rotcs Kak ipu MBI, tak u mpu BITITH. HeycroitunBocTh
pu XOAp0€e, CIOXHOCTb MOAAEPXKAHUS pPABHOBECHS B pe-
3yJIbTaTe MbILIEYHOM C1a00CTU B COYETAHUM C OCTEOTIOPO-
30M MOTYT MPUBOAMUTD K TepeoMaM KOCTeU 1 MO3BOHOY-
Huka. Bce manmmenTter ¢ BITITH He3aBucuMo oT creneHn
00e3IBIKeHHOCTH (HaIpuMep, HyXKIalolIrecs B Kpecie-
KaTtaJjke) JOJKHbI ObITh 00y4eHbI MEPAM MPEIOCTOPOKHO-
CTU ISl TIPODUIAKTUKA TMaJeHUsI U TIEPEIOMOB B OBITY.
O06s13aTeIbHBIMI  SIBJISTFOTCST €XKETOMHBIC MCCIICHOBAHMS
MHUHEPAJILHOM IUIOTHOCTU KOCTEW IJISI CBOEBPEMEHHOM
KOPPEKIIMHU MOJTy4aeMOoro JICYEHMSI 10 TIOBOY OCTEONIEHU U
u octeoniopo3a. IlamenTsl ¢ BI1 1 4ieHbl MX cEeMbU JOXK-
HbI ObITb MH(GOPMUPOBAHBI O BCEX MOCJIEACTBUSIX HEANEK-
BaTHOTO OTHOIICHUS K IIpobieMe ocreomnoposa. Ciemyer
HACTOMYMBO PEKOMEHA0BaThb OOJBbHOMY C HapylleHUEM
TMOXOJKHW U PAaBHOBECUSI TTOJIb30BATLCSI BCIIOMOTraTeIbHbIMU
npeaMeTaMu — TPOCThIO, XOMyHKAMM, a MPU HEOOXOAUMO-
CTH UCITOJIb30BaTh MEXaHWYECKUE CPENCTBA MEPEIBUXKEHUS
(Xpecio-karaiky u 1p.). Heodxogmmo cBoeBpeMeHHO Ha-
3HayaTh Iperaparbl BuTaMuHa D, xampius, oucdocdo-
HATOB IO CXeMaM, PEKOMEHIOBAHHBIM /1151 OOLLIEH TOITYJISILIMA.
IMaumentsr ¢ BITITH nomkHEI peryasipHO 00CienoBaThCs
SHIOKPUHOJI0TOM. boJibllioe 3HaYeHe UMEET MPaBUJIbHBIN
00pa3 XXM3HU C aJeKBaTHBIM paclpele/ieHUEM Harpysok,
3aHATUI JIe4eOHOM (PUBKYIBTYpOIi ITOJ KOHTPOJIeM NHGOP-
MUPOBAHHOTIO MHCTPYKTOPA.

Benenue naumenTos ¢ BIT ¢ BEIIBIEHHBIMU MaTbdop-
MalMsIMU VI MTHOM TTaTOJIOTHUEN COCYI0B TOJIOBHOTO MO3-
ra He OJKHO OTJIMYAThCS OT BeleHus naireHToB 6e3 bI1T
C aHAJIOTUYHBIMU TTaTOJIOTUSIMU.

B Ta6n. 8 npencrasieH rpaduK HEOOXOAUMBIX 00CIIE-
JIOBaHU I MALIMEHTOB C fMarHoctTupoBaHHo# BII.
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Tao6muua 8. Ipagux obcaedosanuii nauuenmos ¢ bIT

4acToTa 00C/Ie[0BAHUS
KaxKIple KaxKIple Kaxnple KaxKIple KaxKIple
3 mec 6 mMec 12 mec 6 mec 12 mec
KiuHuueckuii cratyc X X X
M3mepeHue pocta, Macchl Tena, 9 « y y
OKPYXXHOCTH TOJIOBHI Y IETei
Wsmepenue AJl, TemMriepaTypbl « o
Tena
AHanu3 KpoBu* X X X
Ananmmz moun** X X X
PentreHorpacdus opraHoB « « «
TPYZIHOU KJIETKU
DKT X X X
BXoKTI' X X X
AynromMeTpust X X X
O1leHKa OCTPOTHI 3pEHUSI x x
OlLieHKa KOTHUTUBHOTO CTaTyca X x
OrieHKa (hyHKIIMY BHEIIIHETO « «
JIBIXaHUS
O11eHKa MOTOPHOTO CTaTyca
I10 IIKaJaM U TeCTy 6-MUHYTHON X X X
XOIBOBI***
Ouenka Kavecmea HcuzHu
OmnpocHuk SF-36 x x
Potrepnamckas mikana MHBaJIMA- « 9
HOCTH
IlIkana cTeneHu ycTaaoCcTh X X

*Ananu3z kposu doaxcen exaronams: AT, ACT, JUIT, KK (MB-gpakuyus), are0ymun cblopomru, npompomouHogoe 8pems, 4acmu4Hoe mpomoonia-

CMUH0B0€ 8peMsl, 00uUil OUAUPYOUH, CbIBOPOMOYHBLI KPeAMUHUH.

**Ananuz mouu 001)4CeH BKAUAMb. KPeamuHuH Mo4u, 6ea0K, CKopocms KAY004K080i husbmpayuu.
**% Hcnoav3yembie wKkanvl: wKaia Anvoepma momoprozo pazeumus maadenyes (npuioxcenue 1), cuna moiuiy no wkase Komumema meouyunckux uc-
credosanuii (npunoxcerue 2), wikara Ckomma 015 OUeHKU Mblile4Ho20 cmamyca (npuaodcenue 3), PYHKUUOHAAbHbLE Kaacchl wKanst Bunvoca (npuno-

Jcenue 4), mecm 6-munymmoil xo0v0b! (npunoxcenue 5).

MepuKo-reHemuyecKoe KoHCYNbmupoBaHue,

npeHamanbHad U npeguMniaimayuoHHad guarHocmuxa

CeMbsIM ¢ 00JTBHBIMU JIETHMU PEKOMEHIIYETCS MM -
KO-T€HETUYECKOE KOHCYJIBTUPOBAHKE B LIEJISIX OIpenesie-
HUSI FeHETUYECKOro prcka. Kak u mpu apyrmx ayTocCOMHO-
pelieCCUBHBIX 3a00JIeBaHMSIX, VTSI KaXKIIO OepeMEeHHOCTH
puck poxaenus peberka ¢ BIT cocrasnsier 25 %. Bo3amox-
HO MPOBEICHNUE MPEHATAIBHOM 1 MPEINMITIAHTALIMOHHOMN

MMAaTHOCTUKY B CTIEIINATTM3UPOBAHHBIX IMATHOCTUIECKUX
J1abopaTopusiX U MENUUMHCKUX LeHTpax. [IpeHaTanbHas
JIMAarHOCTUKA BBITIOJHSIETCST MOJIEKYJISIPHO-TEHETUYECKM -
MW UV OMOXMMUYECKUMU METOIaMU, TTyTeM UCCIIeIoBa-
nust [IHK, BeigenenHo#l 13 GmomnTara BOPCUH XOPUOHA
Ha 9—11-ii Hem 6epeMEeHHOCTH U/ W KJIETOK aMHUOTHYe-
CKOM XHMIKOCTH, TIOMHOI KpoBU Ha 20—22-i1 Henm Gepe-
MEHHOCTH.
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damunus, UMa

Ilpuaoxncenue 1

likana Anb6epma MomopHoro passumus MnaaeHues

NaeHTndrKaumoHHbII HOMEp
DUO uccaenosaress

Mecto IPOBCACHUA UCCIICAOBAHUA

JlaTa ucciiemoBaHus
Jata poxaeHust
XPpOHOJIOTUYECKHUIT BO3PaCT

CKOppeKTUPOBaHHBIN BO3pacT

YUCII0/MECSL/TO,

™~ ™~ D~
™~ ™~ D~

Ilo3a

Hpe,[[llleCTBlell[ﬂe
3ACYMTAHHBIC IMYHKTbI

HyHKTBl, 3aCYMTAHHbIC
B «OKHE»

Bann no nogmkane

INonoxenue
Ha XXUBOTE

ITonoxeHue
Ha CIIMHE

Ilocanka

BcraBaHue

ITpuMeuaHus1/peKOMEHIAIINN:

Oo61uit 6aswt:

IIpouenTnnn:
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Llikana oueHKu MOMOPHOro pa3sumus MnaaeHues

Bup nprzkennsn

Onucanue NBVZKEHHS

IMoaoxenne jexa Ha xusore (1)
®usznonornueckas ¢iexkcusi. [loopaunBaer
TOJIOBY OJIA OTBEACHHA HOCA OT ITOBEPXHOCTU

ITonoxkenue jiexa Ha XKuUBOTE (2)

CHUMMETPUYHO MOJHMMAET TOJIOBY MO/ YIJIoM 45°.
He criocobeH yaepXuBaTh IoJI0BY Ha OTHOM TUHUU
C TYJIOBUIIIEM

ITonoxkenne

ITosnoxkeHne Ha XKMBOTE C OTIOPOA
JlokTn HaxomsaTcs no3anu 1ied. bes monmepxxku
MOJHUMAET TOJIOBY MO yIiioM 45°

HA 2KUBOTE

Onopa Ha npexmieuns (1)

[MogHuMaeT 1 yaepXrBaeT roJIoBy TOJ yIJioM > 45°,
JlokTH Ha oHOW JTMHUM C TIIeyaMu. [pynHas
KJICTKA pa3MECIIacTCAd IO LECHTPY

IToaBMKHOCTD B IOJI0XKEHHUH HA JKUBOTE
ITogHuMmaet rosioBy nof yrioM a0 90°. HekoH-
TPOJNMpPYeMbIe TTONBITKH TIepeHoca Teja

Omnopa Ha npeamiedns (2)
JlokTn HaxongTCa nepen rmiedaMu. AKTUBHOE
MOATSITUBaHUE ITOA00POAKA C BHITATMBAHUEM LLIEU

ITonoxkenne
Ha CIIUHE

IMoaoxenue jaexa na cimne (1)
®usznonornueckast iexcus. [loBopaunBaer
TOJIOBY, TOTHOCUT PYKY KO pTy. beciopsinouHbie
JABUXKCHHA pyKaMM1 U HOTaMM1
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ITonoxenne jexa Ha ciuHe (2)

IToBopoT roJioBHI K cpeaHeit TuHuu. Heobs3aTeab-

HBIA ACHMMETPUYHBIN IIEUHBI TOHUNYECKUIA
pediekc

ITonoxkenune

ITonoxenne jgexa Ha cune (3)

TonoBa Ha ogHOI IMHUU ¢ TyJI0BUIIEM. [[BUTraer
pPyKaMu, HO He CIIOCOOEH IOAHECTU PYKH K Cpel-
Hel TMHUN

HAa CIIMHE

IToaoxenue Jexa na cnune (4)
AXTHBHOCTbB crubaresei 1meu ¢ IIOATATUBAHUEM
nondoponaka. [TomHOCUT pyKM K CpeaHel TMHUU

IToanecenue pyk K KoJIEHSIM
IMonrarusanue nondopoaka. JloctaeT pykaMu
JIO KOJIeHEel. AKTUBHOCTb OPIOLIHBIX MBIIIIL]

ITocanka c moaaepxkKoi
ITomHMMaeT 1 KpaTKOBPEMEHHO YACPKUBACT
TOJIOBY Ha OHOM JIMHWUU C TYJIOBUIIEM

ITocanka

ITocaaka c onopoii Ha pyKu
YhepXuBaeT ToJIoBy Ha OTHOM TIMHUY C TYJIOBHU-
meM. KpaTKoBpeMeHHO OIUpaeTcsl Ha pyKu

IToaTsaruBanue B cuagdee MoJ0KEHNE
IMoatsaruBaet moadopoaok. TojioBa Ha omHOM
JIMHWY C TYJIOBUIIIEM VIV BIIEPEIN

BcraBanue

Onopa Ha HorM ¢ moaaep:kkoii (1)
Bo3MoxxHO nonepeMeHHOe crudaHue B Ta300e/1-
PEHHOM U KOJICHHOM CYCTaBax
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BcTaBanue

HUsA HOraMum

Omnopa Ha HOTH C MOePKKOi (2)
TonoBa Ha ogHOI TMHUY ¢ TyJ0oBUIEM. benpa
HaxoAsTcs 1mo3aau mied. PasHooOpa3Hbie JBUKe-

Omnopa Ha BBITAHYTbIE PYKH

IlepekaTbiBaHKe U3 MOJI0KEHUS
HA JKHMBOTE B I0JI0KEHHE HA CITHHE
0€e3 moBoOpoTa

«IInaBanue»

Pyxu BeITsiHyThL. [ToaTsiruBaHue
noadopoaKa ¢ MoAbeMOM I'PYIHOIM
KJeTK1. bokoBoli mepeHoc Beca

JBueHre MTHULIUMPYETCSI TOJIOBOIA.
TynoBuiiie ABMXETCS KaK OJHO 1IeJI0e

ITaTTepH aKTUBHOCTU
pasrubareneit

ITonbITKA TOTAHYTHCA 10 MPeAMETA
M3 yIopa Ha Mpeaiieubst

ITepeBopoTr

IlepekaTbiBaHKE U3 OJIOKEHHS
HA JKHBOTE B M0JI0KEHHE HA CIIUHE
C IOBOPOTOM

N
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—

c
2

<

AKTHBHBII TTepeHOC Beca C OJHOM
cropoHbl. KoHTponupyemast
MOIBITKA JOTSIHYTHCS J0 IIpeaMeTa
CBOOOIHOI pyKOIi

I1epeBopoThl. JBUXKEHUS PYK U HOT.
BboxkoBas ¢aekcus TyaoBUIIIA

IToBoport Tyn0BUILIA

IMosoxenne
Ha yeTBepeHbKax (1)

ITonHecenne pyK K CTYNHSAM

HepeKaTbIBaHPle U3 NOJIOZKEHHUA
Ha CIIMHE B NMOJI0ZKE€HHUE HA JKUBOTE
0€e3 moBopoTa

Horu corayThl, OTBeIeHBI U T10-
BepHYTHI HapyXy. [1osSICHUIHBIM

JIOpa03. Vne P>XKHNBACT IIOJIOKEHUNEC

Crrocob6eH ymepXrUBaTh HOTH B Cpe/I-
HeM noyioxkeHuu. [IpucyrcrByeT
ITOIBIKHOCTH B TA30BOM OTIEIIC

BokoBoe BBITIpSIMITEHUE TOJIOBHI.
TynoBuiiie IBIZKETCST KaK OTHO
eJjoe
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HepeKaTbIBaHI/le U3 MOJIOZKEHUSA
HAa CIIMHE B NMOJIO2KEHHUE HA 2KUBOTE
C II0BOPOTOM

AKTHBHO€E BbITSITHBAHHE

ITocanka 0e3 momepKKu

IToBopoT Tyn0BUILIA

BoiTsar MBACTCA, OTTAJIKMBACh HOraMu

[IpuBeaeHue 1onaTokK
u pazrubanue ried. He cmocoben
yIepXaTh IMOJIOXKECHUE

AN

IMocanka 6e3 momIepKKu Ilepenoc Beca B MOJIOKEHUN CHISA
1T K MOPOii H.
0CajIka ¢ OTOpoH Ha pyki 1 0€3 OmopsI HA PYKH 0e3 moaIepKKa
¢ &

\__ _~

BrITsirMBaHMe rpyIHOTO OTIENIA
TO3BOHOYHMKA. [IBIDKEHISI TOJIOBHI,
HE3aBUCHUMEIE OT TYJIOBHIIIA.
OrmmpaeTcs Ha BRITSIHYTHIC pYKH

He moxeT octaBaThCsl B CUASYEM
TTOJIOKEHUU OOJITOC BPEMA

IlepeHoc Beca Briepen, Ha3am
I B CTOPOHBEI. He MoxeT
0OCTaBaThCSI OOVH B CUISICM
TIOJIOXKCHUH

ITocanka 6e3 onopsi Ha pyku (1)

ITonbiTKA JAOTAHYTHCA 10 mpeaMeTa
C MOBOPOTOM B IOJIO2KCHUM CUISA

BcraBanue ¢ noanep:xkkoii (3)

FLA

Pyku He nprxaThl K Teiry. CriocobeH
WTpaTh C UTPYIIKOMA. MoXeT ocTa-
BaThCsl ONUH B CUISTIEM TTOJIOKEHUM

Cunut camocTosiTenbHO. TsaHeTcs
K MTPYIIKe C [TOBOPOTOM TYJIOBHIIIA

Benpa Haxomarcs Ha TMHAM TLTEY.
AXTHBHEBI KOHTPOJIb TYJIOBUIIIA.
Pa3zHoo0Opa3Hbie IBUKEHUSI HOTaMU

IMosoxenue Jiexka Ha OOKY ¢ OOPOii

PEHI/IHPOKHOC MnoJi3aHue

HepeMemeHue U3 NMOJIOZ2KCHUA
HA Y€TBEPEHbKAX B MOJIO2KCHHE CUIA
WA OJyCHIA

)

<
ZD

PazobmennocTh HoT. HemmonBmk-
HocTh Tted. [ToBopoT B mipenenax
OCH Tejia

PCHI/IHDOKHBIC ABV2KCHUSA PYK M1 HOT
C ITIOBOPOTOM TYyJIOBUILIA

HepeMeLuaeTc;I B JaHHOCE I10JIOXKE-
HUE U U3 Hero. Moxer IIpUMHUMAaTb
CHUIAYCE ITOJTOKECHUC
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HepBHo-mblweykbie OJIE3HH

Jlexuuu u 0630pbi

ITonbITKa JOTAHYTHCA
Penunpoknoe nojizanue
JI0 IpeMeTa U3 ynopa ITonoxenne Ha yeTBepeHbKax (2)
Ha yeTBepeHbKax (1)
HA BBITSHYTYIO PYKY
L ¢

Horu otBeneHbl ¥ TOBEPHYThI
Hapyxy. [TosscHUYHBI IopH03;
IepeHOC Beca ¢ OJHOM CTOPOHLI
Ha Apyry1o ¢ 60KOoBoOI (hriekcueit
TYJIOBUILIA

TsHeTcs K IpeAMETY BBITSIHYTOR
pykoii. [ToBopoT TynoBuia

benpa BEIpOBHEHBI O TA30M.
VionieHre NOSICHUIHOIO OTaea

MoaupunupoBaHHoe MOJI0XKEHHE
HA YeTBePEeHbKAX

Ilepemenenne U3 MOJIOKEHUS CHASA
B IMOJIO2KEHHUE HA X KUBOTE

IlepemenieHne U3 MOJIOKEHHSI CHIS
B IOJIOZKECHHME HA Y€TBEPEHbKAX

IlepemelaeTcst B fJaHHOE
nojoxeHue. BoaMoxHo
MPOIBVXEHUE BIIEPET

IlepemMeraeTcst U3 MOJIOXEHUS CULIS,
4TOOBI JIeUb Ha KUBOT. [loaTsaruBaeTcs
pYKaMu, HOTM HEaKTUBHBI

AKTUBHO TTIOJHUMAET Ta3,
STONUILIBI U HEHATPYKEHHYIO HOTY,
YTOOBI BCTATh B ITOJIOKEHME

Ha YeTBEpEeHbKM

ITocanka 0e3 onopsl HA pyKH (2)

IMoarsaruBanue AJisi BCTABAHUS
C onopoiu

IToararuBanue 1isi BCTaBaHUS/
MOJIOKEHHE CTOS

®
//> (
)

)

N\

L g

ITonoxeHue HOT BapbUPYET.
Jlerko nepemeliiaeTcsi U3 ONHOTO
TOJIOKEHMS B APYyroe

OTTasIKMBaeTCs pyKaMu U BBITTPSIMIISI -
eT KOJICHU

INoargaruBaercs, YTOObI BCTAaTh,
MEPEHOCUT BEC C OIHOM CTOPOHBI
Ha JIpyryIo




Jlexyuu u 0630po!

HepBHo-mbiweykbie 5OJIE3HH

Bcrasanue ¢ onopoii ¢ noBOpoOTOM

XoxXIeHne ¢ onopoii 0e3 moBopoTa

TTonoxeHnue Ha OTHOM KOJIEHE

;

L

IToBopoT TynoBUIIA U Ta3a

Xoaut ¢ oropoii B 60KOBOM
HampaBJieHUH 0e3 ToBOpoTa

MoxeT BcTaBaTh UJIU IepeMe-
LIATHCSI B JAHHOE TIOJIOXKEHUE

KonTtpoaupyemoe omyckanue
U3 T0JI0KEHHs CTOS

PenymnpokHoe nosizanue
Ha YeTBepeHbKax (2)

XoxaeHue ¢ 0nopoii ¢ MOBOPOTOM

<
i

g

Kontponupyemoe onyckaHue
W3 TIOJIOXKEHUSI CTOSI

TTnockuit TOSICHUYHBIN OTHE.
JIBUKETCSI C MOBOPOTOM TYJIOBMILIA

XOIUT C OIIOPOIi ¢ TOBOPOTOM

CamocTosiTe/IbHOE CTOSTHUE

IlepBbie maru

BcraBanue u3 MOIlH(l)HlalOBaHHOI‘O
MOJIO2KEHHUA HA KOPTOUKAX

'6?

N

CTOUT CaMOCTOSITEJIbHO B TEYCHUE
KOpPOTKOI'O BpeMEHHU. YpaBHOBE-
LIMBAET PeaKLMU B CTYITHSIX

XOoIUT caMOCTOSITENIbHO, TIEpeIBUTA-
eTcs OBICTPO MEIKMMM IlIaraMu

INepemeriaercs 13 MOJOXEHMS

Ha KOPTOUYKaX B ITOJIOXEHME CTOSI

C KOHTPOJIMPYEMOi1 (hJIeKCHEeil U BbI-
npsIMJIEHUEM Oenep 1 KoJieHei

TOM 6
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HepBHo-Mblweynbie BONTE3HU

Jlexuuu u 0630pbi

Bcrasanue u3 onopoi

CamMocrogTe/IbHOEe X0XKIEeHHE
HA Y€ThIPp€ KOHCYHOCTH

CuzeHne Ha KOPTOYKAX

BBICTpO OTTAJIKMBACTCA JIaJOHA-

XoouT CaMOCTOSITEIbHO
MU, YTOOKI BCTaTh

CoxpaHseT OJTOXEeHUE, YPAaBHOBE-
[IMBAas PEAKIINK B CTYITHIX
Y TIOJIOKEHUE TYJIOBUIIA

Ipagpuk 3asucumocmu nepyenmuieti om uucaa 6a1108 no wKane Aivbepma MoOMoOpHO20 pa3eUumMus MAAOEHUEE
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HepBHo-Mbiweykbie 5O JIE3HU
Jlexyuu u 0630po!

Ilpuaoxncenue 2

Cuna mbiy no wkane KoMmumema MeUUUHCKUX UccneaoBaHuil

Bann O1eHKa CHJIbI MBIIII
5 HopwmanbHast cuna
4 CriocoOHOCTh MOAHMMATh KOHEYHOCTh IMPOTUB HEOOJIBIIIOIO COMTPOTUBIICHMS
3 CrrocoOHOCTh TOMHUMATh KOHEYHOCTh, HO HE IIPOTUB COITPOTUBIICHUS
2 JIBUXKEHMST TOABKO B TOPU30HTAIBHON TJIOCKOCTU
1 Cnaboe cokpalleH1e MbIIIILL
0 JIBUXKEHMST OTCYTCTBYIOT

JlarHast IKasra Io3BOJISICT OLICHUTD:
* CHUJIy UCCJIeIyeMbIX MBIIIL HA MOMEHT OCMOTpa B 0ajiax;
* IMHAMUKY BOBJICUECHUS OTACIBHBIX MBIIII] M MBIIIIEUHBIX TPYIIIT;

¢ CKOPOCTDb MMPOrpeCCMpoBaHrA MHUOITaTNYCCKOTIO ITpoLecca.

TOM 6
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HepBHo-mblweykbie OJIE3HH

Jlexuuu u 0630pbi

llikana Ckomma Ana oueHKu MbllleyHoro cmamyca

Ilpusoxncenue 3

Ne Bun aBrKeHus: nanyeHTa
1 ITonbeM rooBbI
2 IToBOpOT CO CNTMHBI HA XKUBOT Yepe3 MPaByI0 CTOPOHY
3 IToBOpPOT CO CITMHBI HA XKUBOT Yepe3 JIEBYIO CTOPOHY
4 TToBopOT ¢ XXMBOTa HA CITMHY Yepe3 MPaBYIO CTOPOHY
5 IToBOpOT ¢ XKMBOTA Ha CITMHY Yepe3 JIEBYIO CTOPOHY
6 Canutcs (MpUHAMAET CUISTIee TTOJI0XEeHUE)
7 Cunur
8 Bcraer (mpuHUMaeT mosIoXKeHUe CTOST)
9 Crout
10 Crout Ha nITKax
11 Crout Ha HOCKax
12 Crout Ha npaBoil HoTre
13 Crourt Ha JiIeBOIi HoTe
14 [TpsiraeT Ha mpaBoOi HOTE
15 ITpsiraeT Ha JeBoii HoTe
16 Bcraer co cTyna
17 Bocxongmuii mmar mpaBoit HOroi
18 Hucxopsiuii mar npaBoii Horoi
19 Bocxonsiuii mar jieBoit Horoi
20 Hucxopsimmii miar sieBoit Horom

IIxana CKoTTa UCIIONB3YETCS IJIsT ONPeneIcHUsT OOIIEro ImoKasaresis ABUTaTeJIbHOM akTuBHOCTH. [Ipn ocMoTpe
MaIeHTa ITo TaOJIMIle OLIEHMBAeTCd KaXK Bl BUJ IBMKEHUS IIPY CAaMOCTOSITEIBHOM BBITIOJTHEHWH WJIY C TIOCTOPOHHEN
noMo1npio. ITo pe3ynsraTaM nucciaeToBaHMs MPUCBAUBAIOTCS OAJUTBI: 2 Oajlyla — 3a KaXXI0e CAMOCTOSITEIILHO 3aBepPIIEeH-
HOeE IBWXKeHue, 1 6a/u1 — eciiv OblIa OKa3aHa IIOMOIIb 1/WJIN IBMXKEHUE OTpeOoBaIo 0OIbIINX yernii, 0 6auioB —
€CJIV IBVKEHME He BBITOIHEHO. [aee mMpon3BOANTCS ITOACYET CYMMEBI 0a/UT0B. MakcuMaIbHOE KOJTMYECTBO OAJTOB —
40, MuHuMaibHOE — 0.



HepBHo-mbiweykbie 5OJIE3HH

Jlexyuu u 0630po!

MyHKYUOHaNbHbIE KNacchbl WKanbl BuHboca

Ilpuaoxncenue 4

Ne Bo3MoXKHOCTD IBHZKEHHUA
I [MauneHT MMeeT OYeBUIHOE HapyIIEHHEe OCAHKHM Y ITOXOIKW, HO XOAUT W MIOJHUMAETCS
0 CTYIIEHSIM 03 MOIIEePXKKU
2 [ManeHT XOOUT, HO TTOAHUMACTCS T10 JICCTHUIIE C TTOMOIIBIO TTePIUT
3 IMTanumeHT XOmUT, HO TIOJHMMAETCS 110 JISCTHUIIE Ha 8 CTaHIAPTHHIX CTyIeHel
C TTIOMOIIIbIO ITepHII OoJiee YeM 3a 25 ¢
4 ITanueHT XOOUT, HO HE MOXET MOTHUMATHCS T10 JIECTHULIE
5 [ManeHT X0oUT 0€3 OIS PXKKH, HO He MOXET ITOMHUMATh HOTY IIJIS IIIara Ha CTYIICHHN
WJIM HE MOXET BCTaBaTh ¢ Kpeciia
6 ITameHT XOOUT TOJBKO B OPTOTIEANUYECKOM KOpCeTe
7 IMaumenT B Kpecie-Katanke. CUINT MPSIMO, MOXKET YIIPABIATh KPECJIOM M COBepIIaTh
BCe XXM3HEHHO HeOOXOAUMBbIE IeICTBUSI C Kpecia
3 [MaumenT B Kpecie-Katanke. CUINT IIPSIMO, HO HE MOXKET COBEpIIATh
BCE XXM3HEHHO HEOOXOAMMEIE IECTBUS ¢ Kpecia
9 IMTauumenT B Kpecne-katanke. CUAUT IIPSIMO TOJIBKO MPU TTOJIEPXKKE.
MoxeT coBepiIaTh MUHUMYM KU3HEHHO HEOOXOIUMBIX ACUCTBUI ¢ Kpecia
10 IMaumeHT He BcTaeT ¢ KpoBaTu. He MOXXeT coBepIIaTh JKU3HEHHO HEOOXOMUMBIE IeHCTBUST
0e3 MOCTOPOHHEN MOMOILLU

O1ieHKa BO3MOXHOCTEM NBUXKEHMS MallMeHTa IpOBOAUTCA 110 10 (bYHKHI/IOHaJ'[I)HI)IM Ki1accaM, MnmpeacTaBJICHHbBIM
B Tabauie. ITo 3aBCPIICHUIO NCCIICA0BAaHUA BLICTABIACTCA KJIaCC, KOTOpBIP‘I COOTBECTCTBYCT JIBUTATEJIbHOM aKTUBHOCTH

0OJIBHOTO.

TOM 6
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HepBHo-Mblweynbie BONTE3HU
Jlexuuu u 0630pbi

Ilpuaoxncenue 5

Tecm 6-MuHymnoii Xofb0bl

st recta 6-MMHYTHOM X0ab0bI (6-minutes walking test) mMeloTCsI ciieaylole abCOMOTHbIC TTPOTUBOIIOKA3AHUSI:
HecTaOWIbHAsI CTEHOKAPAMS HaNpsDKeHUsT M MHMAapKT MUOKapaa TaBHOCTHIO 10 1 Mec. OTHOCUTEIbHBIMU IPOTUBOIIO-
Ka3aHUSIMU SIBJISIIOTCS YacTOTa CepAeYHbIX coKpalieHuit > 120 ya./MuH B okoe, cuctoiandyeckoe Al > 180 MM pr.cT.,
nuacroianueckoe A/l > 100 mm pT.cT. Ilpu cTabuabHOI CTEHOKApAUU TECT CAEAYET MPOBOAUTH C OCTOPOXKHOCTHIO
Ha (poHe MpreMa aHTUAaHTMHAJIBHBIX IPEapaToB 10 OKa3aHUSIM.

Ecnu mauueHT HaXOAUTCSI Ha TOCTOSIHHOM KI/ICI[OpOI[HOfI IOAACPKKE, CKOPOCTh Moga4Yr KMCJI0pOoaa Ipu IpoOBCAC-
HUUM TECTa OOJLKHA COXPAHATHCA B COOTBETCTBUU C IIPCAITMCAHNEM Bpadya, HA3HAYMBIICTO M KOHTPOJUPYIOLICTO TCPAIINIO.

Tect HeOOXOMMMO HEMEUIEHHO IIPEKPATUTD B ClIyyae MOSIBICHUS:

1) 6osu B rpyau;

2) HEMEPEHOCUMON OJBIIIKY;

3) XpaMIIi B HOTaXx;

4) pe3Koii HEyCTOMUYMBOCTU U TTOLIAThIBAHUS TIPU XOOL0E;

5) Ype3MepHOTro MOTOOTACICHMUS;

6) pe3KOro U3MEHEHMSI LIBeTa KOXHBIX TOKPOBOB (6J1€AHOCTH).

Tect 6-MUHYTHOM XOABOBI TPOBOIUTCSI B XOPOIIO 3HAKOMOM IMTAalIMEHTY TTOMEIIEHU U, UMEIOIIEeM JOCTATOYHO UTMH-

HBII KOPUAOP C TBEPIBIM MOKPBITHEM. JIJIMHA TTPOXOAUMOTO ITYTH JOJIKHA COCTABIIATH > 30 M ¢ pa3MeTKOI KaxXIble
3 M, a TaKXXe TOYKaMH ITOBOPOTOB,/pa3BOPOTOB.

IManpeHT DoKeH MATH C MAKCUMAaJTbHO BO3MOXKHOM CKOPOCTBIO (HO He 0exXaTh) B TeueHue 6 MuH. OLieHUBAETCS
paccTosiHUe B METpax, IPoiiiecHHOe 3a 6 MUH 0€3 BhIHYKICHHBIX OCTAHOBOK.



Jlexyuu u 0630po!

HepBHo-mbiweykbie 5OJIE3HH

Ilpuaoxncenue 6

llikana cmenexu ycmanocmu

Hac untepecyet posb ycranoctu B Baiieit moBcenHeBHOM Xu3Hu. [Toxanyiicta, MpoyunTaiitTe Clieayoniue yTeep-
SKIEHUsI, 3aTeM BbIOepUTe LIU(DpY, HarboJiee COOTBETCTBYIOLIYIO BallieMy TeKyleMy COCTOSTHUIO:

1 — abCOMIOTHO HE COTJIaceH;

2 — cKopee He coraceH;

3 — YaCTUYHO HE COTIJIACeH;

4 — He MOTY CKa3aTh, YTO COIJIACEH WUIM HE COIIaceH;
5 — YaCTUYHO COIVIACEH;

6 — ckopee coriaceH;

7 — abCOIIOTHO COTJIACEH.

1. Most MoTUBaLUst CHMKACTCA, KOraa A4 UCIbITbIBAIO YCTAJIOCTh

(2 003 04 s e 7

2. @u3nyecKue yIpaxHEeHUs YCUIMBAIOT MOIO YCTAJIOCTh

(I 2 03 [4 s e 7

3. 41 6bIcTpO ycTalo (yTOMIISIIOCH)

(I O2 03 [4 s e 7

4. YcranocTtb OrpaHM4YMBacT MO (bI/I3I/I‘ICCKI/I€ BO3MOKHOCTHU

(It O2 03 [« s e 7

5. YcranocTh 4acTo CTAaHOBUTCS HpI/I‘II/IHOfI MOMX HpO6J’[eM

I [2 03 04 s e 7

6. YcrajocTh He TTO3BOJISIET MHE XXKUTh HOPMaJIbHOM (PU3MUYECKOR
JKA3HBIO

LI 2 03 C4 s e 7

7. YcTanocTb 3aTpYAHSIET BBITTOJHEHUE ONpeaeeHHbIX IeHCTBUIA
U 00sI3aHHOCTEM

(I O2 03 [4 s e 7

8. Most ycTaiocTh SIBJISIETCST OMHOM M3 3 TIIaBHBIX PUYUH
HE/1eecroCcOOHOCTH

LIt 2 03 4 s e 7

9. YcranmocTh co3maeT TPYIHOCTH Ha paboTe, B CeMbe
WINA B COLMAIBHOM XXN3HNI

I 2 03 4 s e 7
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HepsHo-Mblweynbie 5O JTE3HU
Jlexuuu u 0630pbi

Ilpuaoxncenue 7

PommepaaMcKkan WKana uiBanugHocmu

ITo kaxxpoMy BOIIpoCy BEIOEPUTE OTBET, JYYIIIe BCETO ONMMChIBAIONIMI Ballle cocTosiHue Ha MOMEHT OIIpoca.

Ilpumenanue k sonpocam 1, 2. [lepemeujerue u3z 00Ho20 nomeuwjeHus 8 dpyeoe Uil 6He NOMeUujeHUs He 0053amenbHO
nodpazymesaem, umo Bot moxceme xodumo (nanpumep, Boi nepemeujaemecs 6 Kpecie-Kamanke).

1. Ilepemelnenne B noMenIeHUH

Mozxete 11 Bbl nepeMemiaTbCa M3 OAJHOTO IIOMEIICHUA B APYTro€, CIIpaBJIAACh IIPMU 3TOM C ABEPbMHU, KOBpaMH
" CKOJIb3KNMU HOBCDXHOCTHMI/I?

[ ]0 — Henpumenumo;
[ ]1 — He ciocoGeH mepeMeLaThes 3 OQHOTO MOMELLEHNS B APYroe;
[ ]2 — nepemeruaroch U3 OQHOTO MOMELLEHHS! B IPYTOE B OCHOBHOM C [OCTOPOHHE! TIOMOLLBIO;

[ ]3 — 6onbLryio yacTb BpeMEHH CaMOCTOSITEIbHO TIEPEMELLAIOCH U3 OJHOTO MOMELLEHHsI B APyroe,
MHOTIIA HYX/IAl0Ch B IOCTOPOHHEN MTOMOLIN;

|:| 4 — nepeMeliaroChb U3 OAHOIro MOMCIICHUA B APYTOC CAMOCTOATCI/IbHO, oe3 HOCTOpOHHCfI IIOMOIIH.

2. I1epemelieHne BHE IOMEIIEHUS

Mozkete 11 Bol NNEPEeMEIIATbCA BHC TIOMCIICHHWA N3 OJHOI0 MECTa B APYIroc, CripaBIAACh ITPU 9TOM C GOD,ZLIO]I)aMI/I
1 HCPOBHBIMH HOBC]I)XHOCTHMI/I?

[ ]0 — Henpumenumo;
[ ] 1 — He criocoGeH nepeMenaThest BHE MOMELIEHUS;
[ ]2 — nepemeniaioch BHe TOMELIEHNS] B OCHOBHOM C ITOCTOPOHHEH IIOMOLLIBIO;

[ ]3 — GobLryio yacTh BpeMEHH CaMOCTOSITEIbHO TIepPEMEILAioCch BHE MOMELIEHNsI, MHOTIA HYX1aloCh
B ITOCTOPOHHE TOMOIIN;

|:| 4 — IEpEeMCIIaOChb BHEC ITOMCIICHUA M3 OAHOTO MECTA B IPYIroc CaMOCTOATEIbHO, oe3 HOCTODOHHeﬁ IIOMOIIH.

3. Ucnosb30Banne KyXHd

MozkeTe 11 BB IpUTOTOBUTH M ITOAATH Yaii/Kode, TocTaBaTh MIPeAMETHI N3 BEPXHUX M HIDKHUX KYXOHHBIX
mKkadoB, XOJIOAUIbHUKA U T. . (Ipyrue MaHUITYJISIINN Ha KyXHE TaKKe IIPUMEHUMBI ) ?

[ ]0 — Henpumenumo;
[[]1 — He criocoGeH BBIMONTHATH HUKAKKE AEHCTBUS HA KYXHE;

|:| 2 — c1oco0eH BBIMOJHSTH TOJIBKO CaMble IIPOCTHIC U3 YKa3aHHBIX IEUCTBUI B OCHOBHOM C ITOCTOPOHHEM
TTOMOIIIBIO;

l:, 3 — croco0GeH caMOCTOSITE/IbHO BBITIOJHSTh TIOJAaBJIAIONIYIO YAaCTh YKa3aHHbBIX ﬂeﬁCTBHﬁ, MHOrJa Hy>XK1aroCb
B HOCTOpOHHeﬁ IIOMOIIMH,

|:| 4 — crmocobeH caMOCTOSITETLHO BBITIOTHSTD BCE NECUCTBUS Ha KYXHC.



HepBHo-Mbiweykbie 5O JIE3HU
Jlexyuu u 0630po!

4. Xo3giicTBeHHbIe Jej1a (B IOMEIIEHUH)

MozkeTe 11 BEI BBITTOTHSATH TaKyI0 paboTy I10 TOMY, KaK yOOpKa ITbIJIECOCOM, MBIThE ITOCYIbI, CTUPKA, BEITUPAHUE
OBUIM U T. 1.7

[ ]0 — Henpumenumo;
[ ] 1 — He criocoGeH BBIMOTHATD HUKAKKE XO3SIHCTBEHHBIE [€/1a B TOMELIEHNH;

|:| 2 — cT10CO0EH BBHITIOHSTH TOJIBKO CaMble IIPOCTHIC M3 YKa3aHHBIX IEUCTBIUI B OCHOBHOM C ITIOCTOPOHHEH
TOMOIIIBIO;

|:| 3 — crocoOeH CaMOCTOSITEIbHO BBIMIOJIHSTH MOAABIISIIONIYIO YaCTh YKa3aHHbIX IEUCTBUIA, MHOTIA HYXIAl0Ch
B IIOCTOPOHHEN TTOMOILIU;

I:l 4 — croco6eH caMOCTOSITeJIbHO BBITIOJIHSITH BCE XO3IHCTBEHHBIE Jiejia B TOMEILIEHUH.

5. Xo3siicTBeHHbI€ ej1a (BHE NOMEIEHHUs)

MoxeTe v Bbl neiaTh MOKYNKW, paboTaTh B Cay, MbITh MAIlIMHY U T. 1.7

[ ]0 — Henpumenumo;

[ ] 1 — He criocoGeH BBIMONHATD HUKAKKME XO3SHCTBEHHBIE [1€71a BHE TIOMELLEHNS;

|:| 2 — c10co0eH BBHITIOIHSTH TOJIBKO CaMble IIPOCTHIC M3 YKa3aHHBIX IEUCTBUI B OCHOBHOM C ITIOCTOPOHHEH
TMOMOIILIBIO;

|:| 3 — crocoOeH CaMOCTOSITEIbHO BBIMIOJHSTH MOAABIISIONIYIO YaCTh YKa3aHHbIX IEUCTBUIA, MHOTIA HYXIAl0Ch
B IIOCTOPOHHEN TTOMOILIU;

I:l 4 — croco6eH caMOCTOSITeJIbHO BBIMIOJHSITh BCE XO3ICTBEHHbIE Jiejia BHE TOMEILEHMSI.

6. Jocyr (B moMemeHnn)

Moxete 11 Bbl yATaTh ra3ersl, XypHalIbl WIM KHUTU, MOJb30BAaThCS TeJIe(hOHOM, 3aHUMAThCI KaKUM-HUOYIb
X0001 (Kpome criopta)?

[ ]0 — Henpumenumo;
[ ]1 — He criocoGeH BBIMONTHATD YKa3aHHbIE AEHCTBUSL;

|:| 2 — c10CO0EH BBHITIOJIHSTH TOJIBKO CaMble IIPOCTHIC M3 YKa3aHHBIX IEUCTBUI B OCHOBHOM C ITIOCTOPOHHEH
TOMOILIBIO;

|:| 3 — crocoOeH caMOCTOSITEIbHO BBITIOJIHSTh MOAABJIAIOLIYIO YaCTh YKAa3aHHBIX AEVICTBUI, NHOTIA HYXIAI0Ch
B ITOCTOPOHHEN TTOMOIIIH;

[ ]4 — ciocobeH caMOCTOAATENLHO BBITIOMHSITH BCE yKA3AHHBIE IEACTBHUSL.

7. Jocyr (BHe moMenieHus )

Mozxete 11 Bbl X0muTh Ha BeYEPUHKH, B TeaTp, KHHOTEATP, Ha KOHLIEPTHI, B My3€1, Ha BCTPEUU, 3aHUMAThCSI CIIOPTOM?
[]0 — Henpumenumo;

[ ] 1 — He criocoGeH BBIMONTHATD YKa3aHHbIE AEHCTBUSL;

|:| 2 — c1tocoOeH BHITIOIHSITD TOJIBKO CaMble IIPOCThIEC M3 YKa3aHHBIX JCHCTBUI B OCHOBHOM C ITOCTOPOHHEH
TTOMOIITBIO;

|:| 3 — crocoOeH caMOCTOSITEIbHO BBITIOJIHSTh TIOJaBJIAIOLIYIO YaCTh YKa3aHHbBIX NIEUCTBUIA, MHOTIA HYXIalChb
B HOCTOpOHHCﬁ TTOMOIIH;

I:l 4 — croco6eH caMOCTOSITeJIbHO BBITIOJIHSTD BCE YKa3zaHHbIC e CTBUS.
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Ilpumeuanue k 6onpocy 8. Ilpu omcymcemeuu 6ooumensckux npas Boi modceme cuumamo 3mo ycaogue 60npoca «6blnos-
HEHHbIM», 30 UCKAIOYEHUEM CAYHAes, K020a 04e8UOHO, YO 80MCOCHIEe agmomMoOUAs AGCONHOMHO HEBOIMONCHO 6 C653U ¢ Bawum
3ab01e6aHUEM.

O
=
(=]
=
8. Cnoco0HOCTh BOAMTH ABTOMOOWIb, €3IUTh HA aBTOOYCE, KATATHCS HA BEJIOCHITEE
Mozkete 11 BBl BOIMTH aBTOMOOWITB, €3IUTh Ha aBTOOYCE/METPO, KaTaThes Ha BeJiocuIiene?
[ ]0 — Henpumenumo;

[ ]1 — He criocoGeH BBINOIHATD YKa3aHHbIE IeHCTBHSL;

[ ]2 — crioco6eH BBITIOIHSITH TOJBKO OAHO U3 yKA3aHHBIX ACHCTBUIT (P HEOOXOIMMOCTH C OCTOPOHHEH
MMOMOIIBIO);

[[]3 — ciocoGeH BBITIOMHSTD 2 AEHCTBIA U3 yKA3aHHbIX (IIPM HEOOGXOAMMOCTH C MOCTOPOHHEN TIOMOLIBIO);

|:| 4 — crtoco6eH caMOCTOSITETbHO BBIITOJTHSTH BCE YKa3aHHBbIE NEUCTBUS.

9. Pabora/yueda

MozkeTe 11 Bbl mpomonKaTh 3aHUMATLCS CBOSH MPUBBHIYHOM (KakK 10 3a0oJieBaHUsI) paboToit/yaebori?
[ ]0 — nenpumeHnmo;

|:| 1 — He coco0eH 3aHUMAThCs ITPUBBIYHOM PabOTOM/yueboii;

[[]2 — ciocoben yacTMuHO 3aHUMATBCS! 3IATITUPOBAHHOI PaGoTOol/yue6oii;

|:| 3 — crmocoOeH YaCTUYHO 3aHMMAaThCsl IPUBBIYHON paboTOi/yueboii;

|:| 4 — crtoco0eH 3aHMMAThCS IIPUBBIYHOM paboTOi/yaeb0ii B TOTHOM 00BeEME.

Hcnoavzoeanue wkan npusoxceruii 1—7 Hocum pexomeHdamenvublli xapakmep. B ceés3u ¢ HU3Koil 6vis161451eMOCMbHO
oonesnu Ilomne 6 Poccuu eanruduzayus 0aHHbIX WKAA He NPOBOOUNACH.
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Ilpuaoxncenue 8

OnpocHuk SF-36. OueHKa KayecmBa Hu3sHu
(pyccroA3blyHad Bepcud, co3aHHadA u peKOMeHA0BaHHaA
Me:xHauuoHanbHbIM UEHMPOM UCCNeAoBaHua KauecmBsa Hu3Hu)

DTOT OMPOCHUK CONEPKUT BOMPOCHI, Kacaroluecs Balimx B3rismnoB Ha cBoe 310poBbe. [IpenocraBieHHass Bamu
HHMOpPMAIIKS TOMOXET CIEINTh 3a TeM, KaK BbI cebsl 9yBCTBYeTe M HACKOJBKO XOPOIIO CIIPaBISIETECh CO CBOUMU
OOBIMHBIMM Harpy3kamMu. OTBeTETE Ha KaXKIbIi BOIIPOC, IToOMevast BRIOpaHHBII Bamut oTBeT, Kak 310 yKa3aHo. Eciu B
He YBEepeHBI B TOM, KaK OTBETUTh Ha BOIIPOC, ITOXKaIyiiCcTa, BEIOEpUTE TAKOM OTBET, KOTOPHI TOYHEE BCETO OTpaKaeT
Baiie MHeHue.

1. B nenom Bei Ob1 oneHniin cocrosnne Bamiero 3mopoBbs Kak (00BeauTe oaHy mudpy):
1 — oTny4HOE;

2 — OUeHb Xopollee;

3 — xoporiiee;

4 — mocpeCTBEHHOE;

5 — oxoe.

2. Kak 0b1 Bbl onieHnIn cBO€ 310pOBbe Ceifdac Imo CPaBHEHHIO ¢ TeM, YTO ObLIO ro Ha3aa (o0BemuTe oy mupy)?
1 — 3HAYUTETBHO JIyYllle, YeM TOfl Ha3as;

2 — HECKOJIbKO JIy4llle, YeM T/l Ha3a;

3 — MpUMEPHO TaK ke, KaK rojl Ha3al;

4 — HeCKOJIbKO XyKe, UeM TOJl Ha3a;

5 — ropaszmo Xyxe, 4eM Troj Ha3aj,.

3. Caenyionye BONPOChI KACAIOTCS (PU3NYECKUX HATPY30K, C KOTOPhIMH Bbl, BO3MOKHO, CTAIKMBAETECH B TEYCHHE
CBOEro 00bIMHOrO JAHS.

OrpannuuBaet 1 Bac cocrosinue Baliiero 310poBbs B HACTOsI11I€e BPeMSI B BBIIOJIHEHUH MEPEYNCICHHbBIX
HIXe pu3ndecknx Harpy3oK? Ecinu ma, To B Kakoii crereHy (00BenuTe onHy IIuGpy B KXok CTpoke)?

Ja, 3snaunrensHo | Jla, HeMHOro Her, coBcem

Bun ¢usnyeckoit aAKTHBHOCTH
OrPaHNYUBAET OrPAHMYMBAET | HE OTPAHMYUBAET

Tsxensie pusnyeckre Harpy3ku, Takue Kak Oer,
A |nmomHSTHE TSKeCTel, 3aHSITUEe CUJIOBBIMU BUIAMU 1 2 3
crnopTa

YMepeHHble GU3NIYeCcKre Harpy3Ku, TakKre Kak mepe-
b | ABUHYTH cTOJI, MOPabOTATh C MBLIECOCOM, COOMPATh 1 2 3
IpUOBI WU SITOMIBI

B | IlogHSTh WK HECTU CYMKY C TPOIYKTaMU | 2 3

I TTogHATHCS TIEITKOM 10 JIECTHUIIE HA HECKOJIBKO 1 ) 3
TIPOJICTOB

J | ITonHSATHCS NELIKOM 0 JIECTHUILIE Ha OAUH MPOJIET 1 2 3

TOM 6
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E | HakyioHUTBCS, BCTaTh HA KOJIEHU, TTPUCECTh Ha KOPTOUKU 1 2 3
XK | IIpoiitu paccTossHUE 60J1ee OAHOTO KMJIOMETpa 1 2 3
3 | IIpoiiTu paccTosiHMEe B HECKOJIBKO KBapTajoB 1 2 3
N |IIpoiiTu paccTosiHUE B OAUH KBapTal 1 2 3
K | CamocTOosITEIbHO BEIMBITBCSI, OAETHCS 1 2 3

4. beiBasio ;1 3a nociaenanue 4 Heaean, uro Bame uznueckoe cocTosiHIE BHI3bIBAJIO 3aTpyAHeHus B Bameii padote
WM IPYToii OOBIYHO¥ MOBCETHEBHO eI TeIbHOCTH, BCJIEICTBIE 4ero (00BeauTe oaHy mudpy B KaxK/0ii CTPOKe):

Hda Her
A IIpunuiock COKpaTUTh KOJIUUYECTBO BPEMEHM, 3aTpauMBaeMoOro Ha paboTy 1 )
WIN IpyTUe aesa
b | BeimosmHWIM MeHblIIe, YeM XOTeaun 1 2
B Bbl ObUIM OrpaHUY€HBI B BHIMOJIHEHUU KAaKOT0-J11M00 OTNpeaeIeHHOro B1uaa 1 2
paboThI UK APYrOil 1esITeTbHOCTH
r By TpyIHOCTH TIpU BHITIOJHEHUU CBOEI paOOThI WJIW APYTUX A | )
(HampuMmep, OHY MTOTPeOOBaIM TOMOJTHUTEILHBIX YCUIWIA)

5. BeiBasio 1 3a nocjennue 4 Heaesm, 4To Bame 3MOnMOHAIbHOE COCTOSTHUE BbI3BIBAJIO 3ATPYIHEHHS
B Bamieii padore wiu apyroii 00bIYHOI MOBCEIHEBHOI eATEILHOCTH, BCIEACTBHE Yero (o0BeauTe oany uudpy

B KaXI0ii CTpoKe)?

Ja Her
A ITpumnock COKpaTUTH KOJMYECTBO BpeMEHH, 3aTpadyBacMOro Ha padboTy | )
WA IpYyTHE Iejia
b | BeimoaHuIM MeHbllIe, 4YeM XOTeIn 1 2
B | BoinosHsiiv cBOIO paboTy WM APYTHE AeJia He TaK aKKYpaTHO, KaK 0OBIYHO 1 2

6. Hackosbko Bamie puznyeckoe i 3MONMOHAJIBHOE COCTOSIHHE B TE€UEHHH MOC/IETHUX 4 HelleIb Melajio
Bam npoBoauTh BpeMs ¢ ceMbeid, Ipy3bsMH, COCeIAMH HJIH B KOJLUIEKTHBE (00BeauTe oaHy uugpy)?

1 — coBceM He MelaJio;
2 — HEMHOTO;

3 — yMepeHHoO;

4 — CUJIBHO;

5 — O4YeHb CIJIBHO.
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7. HacKosibKo cuiibHY10 hr3ndecKyio 00Jb Bbl ncnbiThIBaIN 32 Nocjieanne 4 neneu (o0Beaure oaHy mudpy)?

1 — coBceM He UCTIBITBIBAN(-a);

TOM 6

2 — o4eHb c1abyo;
3 — cnabyio;

4 — yMEpEHHYIO;

5 — CUJIbHYIO;

6 — oYeHb CUJIBHYIO.

8. B Kakoii crenenn 00.1b B TeUeHHE NocaeTHNX 4 Heaelb Memaia Bam 3annmarbes Bammeii HopmasibHo# padoToi,
BKJIIOYAs pabdoOTy BHE I0Ma H 10 Aomy (00BeauTe oaHy mudpy)?

1 — coBceM He MelIana;
2 — HEMHOTO;

3 — yMepeHHO;

4 — CUJIbHO;

5 — O4eHb CIJIBHO.

9. Cnenyionue BONPOChl KACAIOTCSA TOro, Kak Bol ce0s 4yBCTBOBAIM M KaKuM 0bL10 Balle HacTpoeHune B TeueHune
nocjaeannx 4 Henenb. IToxkanyiicra, Ha KaxKplii BONPOC JaiiTe OMH OTBET, KOTOPbIii HAN00J1ee COOTBETCTBYET
Bamuim ourymenusm.

Kaxk yacto B TeueHuU nocieaHux 4 Heaeab (00BeauTe OAHY LIM(PY B KaXI0I CTPOKE):

Bee Boabiryio
4acTh Yacro | Unorma | Penko | Hu pasy
BpeMs
BpPEMEHH
A | Bol uyBcTBOBanu cebst 6oapuimM(-0ii)? 1 2 3 4 5 6
b | Bl cuiibHO HepBHUYAIN? 1 2 3 4 5 6

Brl uyBcTBOBaNM ceOs1 TaKUM(-011)
B | nomaBiaeHHBIM(-0i1), YTO HUUTO HE MOTJIO 1 2 3 4 5 6
Bac B36oaputh?

Brl uyBcTBOBaIM Ce05T CITOKOMHBIM(-01)

r N 1 2 3 4 5 6
W YMUPOTBOPEHHBIM(-011)?

i Bor HYBCTBSBaJIH ce0sI TTOTHBIM(-011) CHIT 1 ) 3 4 5 6
U 3HEeprun?

E Bol ‘{YBCTBOBaJH/lUC€6H yIaBIIUM(-€i) JTyXOM | ) 3 4 5 6
U nieYaabHbIM (0if)?

2K | Bel uyBcTBOBaM ceds1 U3MYYEHHBIM (-0i1)? 1 2 3 4 5 6

3 | Ber auyBcTBOBaNM cebsI CYACTIIMBBIM(-01)? 1 2 3 4 5 6

W | Bol uyBcTBOBau cebsl ycTaBIIMM(-¢if)? 1 2 3 4 5 6
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10. Kak yacro B nocieanue 4 Heaenu Bame (hu3nyeckoe WM 3MOIMOHAIbHOE COCTOSAHUE Memaio Bam akTuBHO
obmarscs ¢ moabmMu? Hanpumep, HaBemaTh poJCTBEHHUKOB, JIpy3eii U T. 1. (00BexuTe oaHy mudpy).

1 — Bce Bpewms;

2 — OOJIBIIIYIO YaCTh BPEMEHU;

3 — uHoOTAA;
4 — penxo;
5 — HHU pasy.

11. Hackosko BEPHBIM nm HEBEPHDBIM npencrapisiercs mo oTHomeHnnio K Bam kaxmoe
W3 HIZKe TepevYncIeHHbIX YTBepKIeHnii (00BenuTe omaHy nudpy B KaxKI0ii CTpoke)?

Onpenenenno | B ocHoBHOM He 3nato B ocHoBHOM | OnpeneneHHo
BEPHO BEPHO He BepHO HEBEPHO

MHe KaxeTcsi, 9To 51 60yiee CKIIOHEH

A ’ 1 2 3 4 5
K 00JIE3HSIM, YEM ApyTrue

B Moe 310pOBbe HE XyXe, YeM y 00JIb- 1 ) 3 4 5
IIMHCTBA MOUX 3HAKOMBIX
A oxupaalo, 4To MOe 30POBbE

B Aa10, AP 1 2 3 4 5
YXYILIUTCS

I' | ¥ MeHs1 oTIMYHOE 310POBbE 1 2 3 4 5
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