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Jluteparypa

KiuHuyeckue pekoMeHJAlMUM 10 OKA3aHUI0 MEIUIUHCKON TMOMOIIU

nmanmMeHTraMm ¢ 0o0J1e30b10 IloMIIe cocTaB/IeHbI KOJJIEKTHBOM aBTOPOB:

e Huxutun C.C., n.M.H., «OOIIECTBO CHNEUHUATUCTOB MO HEPBHO-MBIIICYHBIM
OO0JIE3HIM.

e Kyues C.U., n.m.H., DI’ BHY Menuko-reHeTnuecknii Hay4HbIi HEHTP.

e bacapruna E.H., n.m.H.,, ®I'BY Hayuneii nentp 3popoBes aered M3 PO,
HUUA nenuarpum.

e Muxaiinopa C.B., 1.Mm.H., ®I'BY Poccuiickas /lerckas Kimmanyeckas bonpHuiia
M3 PO.

e 3axaposa E.1O., n.M.H., DI'BHY Mennko-reHeTHYECKHil Hay4YHbIN LIEHTP.

e Jlapuonosa B.M., n.m.H.,, [BOY BIIO CeBepo-3anannslii TocyaapCTBEHHbIN
MeaurMHCKU yHuBepcutet um. .M. Meunukosa M3 PO.

e [lonskora C.U., n.Mm.H., DI’ BHY Meauko-reHeTuueCKuil HayYHbIN HEHTP.

e Kornykoa H.IL.,, nam.H., TI'BOY BIIO Poccuiickuii HalMoHaJIbHBIN
uccinenoBarenbckuil yausepcuret umenu H.U. [Tuporosa M3 PO.

e ApxunoBa E.H., kM.H., ®OHKI[ Jlerckoii reMaToyiorTMd, OHKOJOTUH H
MMMYHOJIOTUH M. Imutpus Porauesaro

e Kopaimpuyk M.O., k.m.H., HUM OIIIl PAMH, otaen HEpBHO-MBIILICUHOU
MaTOJIOTUH YETIOBEKa.

e byuunckas  H.B., kwmuH., TbBOY  BIIO  Cankr-lIlerepOyprckuii

roCyJ1IapCTBEHHBIN NeAUaTPUUECKU MEAUIIMHCKUN yHUBepcuter M3 PO.



Kiannnyeckue pekoMeHIAMU PacCMOTPeHbI Ha 3acenanuu 2-ro PoccuiiCkoro
IKCIEPTHOro coBera nmo 0ose3nu Iommne 24 cenrsadps 2014 r., npowmeamero B
pamkax Ilsroii Poccuiickoii Illkosans1 MuoJsioruu, B Cankr-Ilerepoypre (22-25
cenTsiOpss 2014 r.), 3acenanuu NPOPUILHOM KOMHCCHUM N0 MeIMUMHCKOM
reHetuke Munsapasa Poccun (21 okrsiopsi 2015 r.) U yTBepKaeHbI IJIABHBIM
BHEIITATHBIM CIEHUAJTMCTOM IO MeAMIUHCKON reHeTuke Munsapasa Poccun
a.M.H. Kynesbim C.H.

Kiannuveckue pexkomenganmu paccmorpenbl Ha VII cbe3ne Poccuiickoro
o0mecTBa MeIuIUHCKUX reHeTUKOB B CaHkT IletrepOypre (19-23 mas 2015 r.)
U yTBep:kaeHsl npeaceaareaem POMI', akagemukom PAH E.K. I'untepom.



METOJ0J10TI'us

MeToabl, HCIOJIBL30BAHHBIE ISl cOOpa/cesIeKIIUN 10KA3aTeIbCTB

Ilouck B JJICKTPOHHBIX 0azax JaHHBIX

Onucanue MeTOI0B HCIOJIb30BAHHBIX UIsl COOpa/cejieKIIMU 1I0KA3aTeJIbCTB

JlokazaTenbHON 0a30i ISl MyOJHMKAIMK SIBJISTFOTCS TyOJIMKAIK, BOIICAIINE B
Kokpanockyro 6ubnuotexy, 6a3pl manubix EMBASE u MEDLINE. ['myGuna

MOMCKa COCTaBJIsIa S JIET.

MeTOIl])I HCIIOJIB30BaHHBIC IJIF OIICHKH Ka4YeCTBa U CUJIbI 10KAa3aTCJIbCTB

KOHCGHC}/C OKCIICPTOB,

OrneHka 3HAYMMOCTH B COOTBETCTBUU C PEUTHHIOBOM cxemon (Tabi.1).

Tab6auna 1. PeTHHrOBasi cxemMa JIsi OEHKH CHJIbI PeKOMEH AU

CreneHn
peKoOMeHIauuu

KauecTBO 10Ka3aTEAbCTBA

e 1A. CunpHasa
PEKOMEH 1aIusl.
BpicOKOKaueCTBEHHOE

JI0Ka3aTeIbLCTBO*

e CornacymoImmecs: [IaHHbIE XOPOILIO BBIOJTHEHHBIX
PaHIOMHM3UPOBAHHBIX KOHTPOJIMPYEMBIX MCCIIEIOBAHUN
WK HEONMPOBEP)KUMBIE JT0KA3aTEeNbCTBA B KaKOM-THOO
npyrou hopme

e JlampHEWIIME WCCICAOBAHUS BpAX JIA HU3MEHSAT

YBCPCHHOCTDL B OLICHKC ITOJIL3bI U PUCKA.

e 1B. CunpHas
PEKOMEH TaIKsl.
JlokazaTrenbCTBO

YMEPEHHOE

e JlanHble paHAOMHU3UPOBAHHBIX KOHTPOJIUPYEMBIX
UCTIBITAaHUH C BaKHBIMHU OTpaHUYCHUSIMU
(MpOTUBOPEUUBBIE  PE3yJbTAThl, METOIOJIOTHIYCCKUE
HEJIOCTaTKH, KOCBEHHBIE WJIM HETOYHBIE), WJIH OYEHBb
yOenuTenpHbIe JI0Ka3aTeIbCTBA B KAKOW-IHOO Apyrou
dbopme.

e JlanpHeilmne uccneaoBanus (€CIM OHU MTPOBOASITCS),
BEPOSITHO, OKAKYT BIUSHUE HA YBEPEHHOCTh B OIICHKE

I10JIB3bI U PUCKA U MOT'YT U3BMCHUTDH OLICHKY.




e 1C. CunpHas
pEKOMeHAaIusI.

Hwuskuit ypoeHn

e JlanHple w®3 HAOMIOJATENBHBIX  HCCIIECIOBAHUM,

0eccCUCTEMHOTO KIIMHUYCCKOT'O OIIbITa niIn nus3

PAaHAOMHU3UPOBAHHBIX KOHTPOJIMPYCMBbBIX HUCIILITAHUN C

JIOKa3aTeJIbCTBA Cephe3HBIMU HejocTaTKaMmH. JIrobas oreHka 3¢dexra
SIBJISIETCSI HEOTIPEICIICHHOM.

e 2A. Cna0Oas e Cornacyrommuecss JaHHbIE XOPOIIO BBITOJIHEHHBIX

pEeKOMeHaaIusl. PaHIOMU3UPOBAHHBIX KOHTPOJIUPYEMBIX UCCIEIOBAHUN

JlokazaTenbcTBO WM HEOTPOBEPKUMBIC JTOKA3aTEIhCTBA B KaKOW-THOO

BBICOKOI'O Ka4C€CTBa

npyroi (popme
e JlampHeHIIME HWCCIENOBAHUS BPsSA JM  U3MEHST

YBCPCHHOCTDb B OLICHKC ITOJIB3bI U PUCKA.

e 2B. Cnabas
pEeKOMEH a1,
YMepeHHOe KaueCTBO

JOKa3aTCIbCTBA

e JlaHHBIE PAHAOMHU3UPOBAHHBIX KOHTPOJIMPYEMBIX
VICIIBITAHUN c BAKHBIMU OTPaHUYCHUAMU
(MpOTUBOPEUUBBIE  PE3YJIbTAThl, METOJI0JIOTUYECKUE

HEJOCTaTKW, KOCBEHHBIC WM HETOYHBIC), WU OUYCHBb
yOenuTenpHble J0Ka3aTeIbCTBa B KaKOW-IMOO Jpyroi
dbopwme.

e JlanbHeilmue uccienoBanus (eciu OHU MPOBOJATCS),
BEPOSATHO, OKAXYT BIMUSIHUE HAa YBEPEHHOCTh B OLICHKE

I10JIB3bI U PUCKA 1 MOT'YT USMCHUTDH OLICHKY.

e 2C. Cnabas
PEKOMEH 1aIusl.
JlokazaTenbCcTBO
HHU3KOI'0 Ka4eCcTBa

e Jlamaple w3 HAOMIOJATEIBHBIX  HCCICIOBAHHUM,

0eccUCTEeMHOr0  KJIMHMYECKOTO  OMbITa, WM U3
PaHIOMU3HUPOBAHHBIX KOHTPOJUPYEMBIX HCIBITAHUN C
cepbe3HbIMU HepocTaTkamu. Jlrobas oneHka sddexra

SIBJISIETCSI HEOMPECIICHHOM

e *B Tabmuue 1udpoBOoe 3HAYEHHE COOTBETCTBYET CHJIE PEKOMEHIAINH,

OYKBEHHOE - COOTBETCTBYET YPOBHIO JJOKA3aTEIbHOCTH

BoJaesnn I[lomne: o01ue cBeaeHus




Onpenenenue. ['nmukoreno3 Il tuna, 3abojeBaHre TakKe MIMPOKO U3BECTHOE
kak ©Oonesup Ilomme (bII), oTHOCUTCS K pEAKUM MYJIbTUCUCTEMHBIM
HacJeAICTBEHHBIM Oone3HsiM HakorieHuss (OMIM # 232300), cBsi3aHHBIM C
nedunuToM ¢epMeHTa KUCIOW MaibTazbl B JM3ocoMax. [IpemmyliecTBeHHOE
HAKOIJICHUE TIMKOT€HA OTMEYECHO B CKEJIETHBIX MBIIIIAX, HO B PA3HOW CTEIICHU
MOXET OOHApYXKMBAaThCSI W B JPYTUX OpPTraHax M TKaHAX, BKJIIOYAs CEPACUYHYIO
MBIIIITY, TICYeHb, HEPBHYIO CUCTEMY, TIAAKYI0 MYCKYIaTypy H T.II.

B nurepatype MCHONB3YIOTCS CleAyIolUe OOUIEHpUHIThIE CUHOHUMBI BII:
oone3np HakoruieHus riaukoreHa |l tuma (GSD-IIl); nedunmT kucnoi manabTasbl
(AMD); rimukoreno3s Il tuna.

dnuaemuoaorusa. Tounas pacnpoctpaneHHocTs bII  Hemssectna. Ilo
JaHHBIM pa3HBIX aBTOPOB dYacToTa OOJIE3HH, B 3aBUCMMOCTH OT CTpPaHbl U
THUYECKOH MPUHAAIICKHOCTH, BapbUpyIoT B quana3zoHe ot 1:40.000 mxo 1:300.000.
Hanpumep, B 10)xHOM Kutae u Ha TaliBaHe 4acTOTa KIIACCUYECKON MJIAJACHUYECKON
(uadantunsHOM) dhopmbl BIT coctaBnsier 1:40.000-50.000, T.e. BoIsBISsieTcs y 0,5-
1% HaceneHusi, SABISASACH CaMbIM YacThIM TIJIMKOreHo3oM. IIpu paccmoTpenuu
naHHBIX 10 TaliBaHIO OTIENbHO, YacToTa 3a0oseBaemocTty coctasmia 1:33.134. Ilo
pe3yibTaTaM CKpPHUHHHIA HOBOPOXIEHHBIX MO cyxomy msaTHy kpoBu (CIIK) B
Asctpun yactota bIl cocraBuna 1:8.684. B I'omnanauu yactora rmukorenosa Il
tuna y muaaeHneB cocrasiser 1:138.000, a dopmer BII ¢ mo3nHum Hayajaom -
1:57.000. Ceronns cunrtaercs, uro cymmapnas yactora bIT cocranser 1:40000.

Knacenpuxkanusa. bII oTHOCHTCS K TIJIMKOreHo3aMm - TPYIIE PEAKUX
HACJICICTBEHHBIX OOJIe3HEW HapyIIeHUs MEeTadoJM3Ma TIIMKOTE€HA, CBS3aHHBIX C
U3MEHEHHUEM HECKOJbKHX (EPMEHTOB, BOBJIICUEHHBIX B CHHTE3 M pacmaj
rivkoreHa. KiuHWYeckrne TOsBICHUS OOJIE3HH CBSI3aHBI C MMATOJOTHYECKUM
HAKOIUICHUEM TJIMKOT€Ha W MPOAYKTOB €ro Mmeradonu3ama B kieTkax. CeromHs
BBIJICJISIFOT BOCEMb OCHOBHBIX THUIIOB ITMKOT€HO30B. bII OTHOCUTCS K TJIMKOTEHO3Y
Il Tuma - TAMKOTeHO3y, CBA3aHHOMY C HEJIOCTAaTOYHOCTHIO JM30COMHOU 0-1,4
[VIFOKO3Ua3bl, TMPUBOJAIICH K  HM30BITOYHOMY  HAKOIUIGHHIO  TIJIMKOreHa
HOPMaJIbHON XMUMHUYECKOU CTPYKTYpPhl B CEpJAIE, CKEJIETHBIX MBIIIIAX, MEYEHH,
MO3T€.

Cornacno MKB 10 3aboneBanue oTHocuTbcsa K kiaccy |V, OGonesnsm
SHAOKPUHHOW CHUCTEMBI, pACCTPOMCTBY MUTAHMS M HAPYIICHUIO OOMEHa BEIIECTB,
E74.0 - 6one3nu HakorieHUs ravkoreHa (6ome3ns [lomrme).

Bcex manmeHToB ¢ rimkoreHo3om Il tuma, He3aBUCHMMO OT BPEMEHHM Hadaja,

OTIMYAeT HEYKJIOHHO TPOTPECCUPYIONIUN  XapakTep TeYeHUs:  OOJIE3HHU.
[Iponomxkaromieecs OTIOKEHUE TJMKOT€HA B TKAHSIX-MUILCHSAX HApyIIaeT X
GyHKUHUIO M, B KOHEYHOM WTOre, MPUBOAUT K HEOOPATHUMBIM CTPYKTYPHBIM
W3MEHEeHMSIM TKaHeil u rubenu OonpHOro. BII xapakTepusyercs MoauopraHHON
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NaTOJIOTUEH, HO B 3aBUCUMOCTH OT BpEMEHHU MaHH(ecTa 4acToTa BOBICUYCHHUS TEX
WIA UHBIX OPTAaHOB U CHCTEM TakXe Oy/IeT pa3Hoi.

[TombiTkn knmaccudukanuu bII mo maHHBIM TUTEpaTyphl B 3aBUCUMOCTU OT
BO3pacTa Hayaja, ¢ BBIJICICHHUEM MIIAJCHYECKON (POpMBI C 1eOIOTOM Ha TIEPBOM
ToJy >KM3HH (C MOApa3JeIeHHeM Ha PaHHIO, TO3JHIO MJIAJCHUYECKYI0 (opMy,
dbopmy c/6e3 KapAMOMHUONATHU W T.I.), JACTCKYIO, IOBECHWIBHYIO M B3POCIYIO
dbopmbI OOJIE3HN HE HANIUTH €IUHOAYITHOM MOICPKKH CTICTIHAIACTOB.

Ceromusi, ¢ y4eTOM €IMHOTO TaTOreHe3a TIWKoreHosa Il Twuma, BBIACIAIOT
TOJIbKO iBa BapuanTa BII B 3aBucHMOCTH OT BpeMeHU MaHH(eCcTa CHMITOMOB:

1. Mnagendeckas (uHbaHTHIIBHAS) 00JIe3Hb [Tomrte (MBIT)
MaHU(PECTUPYIONIAsl B IEPUO]T HOBOPOXKJICHHOCTH MU MIIAZICHIECKOM BO3pacTe
2. bonesns [Tomme ¢ mo3gaum Havamom (BITITH).

Kaxxnmas w3 BbIACIEHHBIX (QOPM HMEET CBOM OCOOCHHOCTH KJIMHUKH,
ANTOPUTMOB TMaTHOCTUKHU U TAaKTHKU BEJICHUS MTAIUEHTOB.

MBII xapakTepusyeTcs TSKEIbIM IPOrPECCUPYIOIINMM TEYEHUEM U ObICTPBIM
pa3BUTHEM IOJIMOPTraHHOW MATOJIOTMHU - MBILIEYHON TMIIOTOHUU U C€IabOCTH,
CEepACUYHOU HEJIOCTaTOYHOCTBIO B pe3yibTare runepTpouIecKon
KapJIUOMHUOIIATHH, JIBIXaTEIbHOM HEIOCTAaTOYHOCThIO Ha (oHe ciaboctu
nuadparMbl 1 MEKpEOEpHBIX MBbIIIL, HAPYLICHUSMU NUTaHUs (TPYOHOCTH MpU
BCKapMJIMBaHUM) M3-3a CIa0OCTU JIMLEBOM MYCKYJaTypbl M YBEIWYEHUS SI3bIKA,
yBenmueHneM nedeHu. Cmepts npu MBI vaiie Bcero HacTynaer Ha MEpBOM TOAY
JKUA3HU OT CEPIIEYHO-ABbIXaTEIbHOU HEOCTATOYHOCTH.

BIIITH otnuyaetrcs or MBII Gonee MATKMMH KJIMHUYECKUMHU MPOSIBICHUSIMU
Y TEYEHHUEM, OTCYTCTBUEM IOJMOPTraHHOM MaTOJOruu (ITIOPAKEHHUE CeplLla KpanHe
peako) u 6oJiee MO3THUMHU OCIIOKHEHUSIMU CO CTOPOHBI JBIXaTEIbHOW CUCTEMBI B
pe3ynbrare cinabocTu MbIII JuadparmMbl 1 MexpedepHoil Myckynatypbl. OOBIYHO
NAlMEHThl MOTHOAIOT OT JABIXaTENbHOW HEAOCTATOYHOCTH M WH(MEKIMOHHBIX
JIETOYHBIX OcJokHeHuid. Bpemsi rubenu mauuwentoB npu BIIIIH 3aBucur or
MOMEHTa Hayajla M TMOCJEIYIOIIer0 XapakTepa TeueHUs OOJEe3HH U MOXKET
HACTYIIUTh B JETCTBE, FOHOLIECKOM, B3POCIOM MM IPEKIOHHOM Bo3pacre. boiee
NOJIpOOHO KIIMHUYECKasi KapTUHA BbIIETICHHBIX (JOPM paccCMOTpEHa HIXKE.

I'eneTnueckuii gedext npu BII nposiBisiercs HEAOCTATOYHOCTHIO (pepMeHTa
kucion anbda-raoko3unaasel (KAL), 'en KAID' nokanu3oBaH Ha JUIMHHOM ILIEUE
17 xpomocomsl (17025.2-925.3), cocrout u3 20 3k30HOB u umeer pazmep 20 Ko.
Ceronnst unentudunupoBano 6osxee 300 MyTanuil TeHa U UX YHUCIIO TOCTOSHHO
pacrer (Tab. 2).



Taboauua 2. Han6osiee pacnpocTpaneHnbie mytanuu npu BIIT

IenoTun DTHUYECKAs rpynna
TVSI-13T>G EBponieonpt
(c.-32-13T>G)
Asp645Glu (c.1935C>A) TaiiBanb
Arg854X (c.2560C>T) | Adpo-Kapubckuii pernon
del525T (c.525 delT) ["ommanaus
del exon 18 ["onnanaus

MyTtanus reHa NpuBOIUT K CHW)KCHHUIO CHHTE3a WJIM IOJHOMY OTCYTCTBHIO
¢depmenta KAI'), KOTOpbIi OTHOCUTCA K TpyIIe JU30COMAIBHBIX TUAPOIa3.
3a0oJieBaHE€ MOHOT'€HHOE, HACJIEIyeTCsl 10 ayTOCOMHO-PELIECCUBHOMY THITY.

IMaTtodusnonornsa. Myranus B 1Byx Komusx reHa GAA, Koaupyromero
JU30COMANIBHBIA dH3UM GAA, oTBeHaromuid 3a JErpajalui0 TJMKOTeHA B
JAM30cOoMax, MNPUBOJUT K pa3HON creneHu neduumra sH3UMA. MitaneHyeckas
dopma bBII pa3zBuBaercs mnpu 3HAYUTEIBHOM CHMKEHUU (0ObryHO <1% B
¢ubpobnacTax KOKH) WM MOJTHOM OTCYTCTBUM AKTUBHOCTH SH3MMa KHCIIOH O-
IJII0KO3U1a3bl. bosbllie BCEro IMIMKOreH HAKaIUIMBAETCS B CKEJIETHBIX MBILIIAX U
neyeHd. OTJIOXKEHWEe WIM YTWIM3alMs TJIUKOI€Ha 3aBUCAT OT MOTpPeOHOCTH
OpraHM3ma B TJIIOKo3e. buoxumuyeckue mnpeBpallieHusi TIMKOT€HAa B IEYEHH
CIIOCOOCTBYIOT TOJJEPKAHUIO HOPMAJbHOTO YPOBHSI TJIIOKO3bI B KpoBH. B
CKEJIETHBIX MBIIIIaX MPYU MEeTa00JIM3Me TIIMKOTeHa 00pa3yeTcs IiIroK030-6-docdar
YYaCTBYIOIIMI B MPOLIECCE OKHUCIICHUS U MPOAYKIMHU 3HEPTUH, HEOOXOIUMOM IS
HOPMaJIbHOM pabOTHI MBIIII] (€€ COKpAICHUS U paccaabieHus).

MeTabonmu3mM  TIOUKOT€HAa  MPOUCXOAUT  TYyTEM  MOCIEIOBATEILHOTO
OTILEIJIEHUS! OCTATKOB TJIFOKO3bI B BHJIE TIOK030-1-(hocara. I'nmuko3uHas cBsa3b
pacHieruisieTcss C HCIOJb30BaHUEM HeopraHudeckoro ¢ocdara u QepmeHra
riukoreHdochopunassr:

1. T'mukorendocdopunaza pacmerisieT TOIbKO 0-1,4-TIHMKO3UIHBIE CBSI3U.
[ToaTanmHoe oOTIIEIIEHNE OCTAaTKOB IUIIOKO3bI MpEKpaliaeTcs, Koraa 10 TOYKU
BETBJIEHUs ocTaéTrcst 4 MoHoMepa (peakuus 1).

2. Peakuus 2 3akiio4yaeTcsl B TIEPEHOCE TPEX OCTABIIMXCS O TOYKH BETBIICHUS
TJIFOKO3HBIX OCTaTKa Ha HEPEAYIUPYIONINI KOHEIl COCeTHEH 1enH MPH YIacTUU
onurocaxapuaTrpaHcdepasbl, YIJIMHASL €€ U TaKUM 00pa3oM co3/laBas yCIOBUS
115 aericTBrs hochopuriiasml.

3. Peakuus 3 mpoucxoaut mpu ywactuu Qepmenta KAI, uro mpuBoguT kK
THAPOJIUTHYECKOMY OTIIEIUICHUIO TJIIOKO3HOTO OCTaTKa B BHJE CBOOOHOM
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IJII0OKO3bl. B pe3ynbpTaTe oTienieHus: CBOOOAHON TIIFOKO3bl HEpa3BETBICHHBIM
y4acTOK TJIMKOTE€HA MOKET BHOBBL aTakoBaThCsi Qocdopuinazoil. OTcyTcTBUE
win 3HauuMbll  pepumur KAIT npuBOIUT K MAacCMBHOMY HaKOIUICHHIO
TJIMKOTEHA B JIM30COME U €€ MEePEPACTSHKEHUIO, BIUIOTh JIO pa3pyIICHHUS.

[Ipu OGone3nn Ilomme, He3aBUCUMO OT (QOPMBI, TJIHUKOTEH MOXKET
HAKaIIUBaTbCSl MPAKTHUYECKHM B JIIOOBIX TKaHSIX, HO NPH 3TOM HMEETCA
MPEUMYIIECTBEHHOE CKOIUJIEHUE IIMKOT€HA B Pa3HBIX OpPraHax M TKaHAX, KOTOPOE
yke 3aBUCUT OT (hopMbl Oose3Hu. Tak, mpu MBIl rimMkoreH HakarjMBaeTCs B
CKEJIETHOW MYCKYJIAType, CEpJICYHOM MBIIIIE, MEYEHW, MBIIIAxX s3blKa. Pexe
AHOMAJIbHBIE OTJIOKEHHUSI TJIMKOT€HAa MOTYT BCTPEYAThCA B MBIIIEYHOM CIIOE
COCYIUCTOM CTEHKH, ONPEAEIsis pa3BUTUE aHEBPHU3M U Malib(hopmaiuil, a TaKxKe —
B KJIETKaxX LEHTpaJbHON U nepudepudeckoil HepBHOU cuctemsl. [Ipu BIIIIH, B
ornmure ot MBII, Oonbllle Bcero crpamaer CKeleTHas MyCKyJiaTypa, B TO Bpems,
KAaK IOPaXEHUE OCTAJIBHBIX OPTaHOB M TKAHEW BCTPEYAETCS 3HAYUTEIBHO PEXE U
II0 TSKECTU nopakeHus He conocraBuMo ¢ MBII. Ha paneko 3amenmux craausax
BIIIIH cHwxkeHue cinyxa, HapylIeHHE MOYEHCIyCKaHUsA M JAce(eKanuu, a TakkKe
CIIy4allHO BBISIBJSIEMbIE BHYTPHUMO3IOBBIE COCYIUCThIE Mallb(hOpMallUy Yalie
BCETO SIBJSIIOTCA MPOSIBJICHUSIMA OCHOBHOI'O T€HETUYECKOTO Ae(PEKTa.

Bropuunble (akTopsl MOryT BIMATH Ha KiIuHUYeckoe TteueHue bII y
MalUEHTOB C OJMHAKOBBIMM TE€HETHYECKMMHM MYTALHSIMHU, 4YTO COOTBETCTBYET
cnaboil  KOppessiiiuu  MEXay TreHoturnoM U (eHotunom. Hecmotps Ha
pazHooOpasue KIMHWYecKoi kapTuHbl bBIl  xapakrepusyeTcss HEYKIOHHO
IIPOTPECCUPYIOIIUM TEYEHUEM C pPa3HbIMM BapUaHTaMHU IIPOIPECCUPOBAHUS.
Juarnoctuka BII, He3aBucumMo OT (POpMBI, OCHOBaHAa Ha OIEHKE KIMHUYECKUX
CUMIITOMOB, TaHHBIX MHCTPYMEHTAJIbHBIX U TAOOPATOPHBIX 00CIIETOBAHUN.

Kinunnyeckue nposiBjieHus1 MiajgeH4ueckoii gopmnl 0os1e3uu [lomme

Bo Bcex caywasx npu momo3peHun Ha MBIl o0s3aTensHbIM  SBISICTCS
YTOYHEHHE CEMEHHOro aHamHe3a (BBISIBJICHHE PAHHUX CMEpPTEeH B ceMbe, Thhenu
JeTel B paHHEM JETCKOM BO3pacTe, HEOOBIYHBIX MBIIIEYHBIX MPOSBICHUH,
MUONATUHU), C YYETOM PAa3BUTHA NOJHMOPTaHHOM MATOJOTMU  IOKAa3aHO
pacuMpeHHoe 1abopaTopHOEe U HHCTPYMEHTAIbHOE 00ClIeJOBaHUE.

[lepBble mpu3Haku u cuMmnroMbl MBII nosBisAroTcs yxe Ha 2-3 mecsanax
xu3Hu. [lpm ocMmoTpe Ha meauaTpuyeckoM MpueMe oOpalaeT BHUMaHUE
MBIILIEYHAs] TUIIOTOHUS M MIPOrpecCUpyrolas MplieuHas ciadocts. JIumo pedenka
npuoOpeTaeT XapaKTepHBIM BHUI: POT MPHUOTKPHIT, MOJOCTh pPTa 3aloJIHEHA
yBeNIWYEHHBIM si3bIKOM (y 1/3 mummajmeHuneB), MuMuka ociabrnena. MaTh 4acTto
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KaJIyeTcsl Ha TO, YTO PEOEHOK CTaj II0X0 OpaTh rpylib U OTCTAeT B BECE, OBICTPO
YCTaeT MpU COCAHMH, IUIOXO rIoTaeT. JJaJIbHENIINI OCMOTP BBISBISET IUIOTHOCTD
MBIIIII, OOHapy>KUBAIOTCA  TPHU3HAKKA  JbIXaTeJIbHOM u CepACUYHOU
HEJI0OCTaTOYHOCTHU: OJIETHOCTh KOXKH, IIEHTPAJIbHBIM U aKpOLMAHO3, TUIIEPTUIPO3,
CTOHYLIEE JbIXaHHE, YYaCTHE BCIOMOIATENIbHOW MYCKYJIAaTyphl B aKTE JbIXaHUS,
nedopMarus TpyaHON KIETKHU IO THITY «CEpJEYHOTO ropOay», paclIupeHne rpaHHmil
OTHOCHUTEIFHOM CEepACUHON TYIMOCTH, OcialieHue mnepudpepruuecKkoil MmylbCaluy,
renaToMerainus, nepudepuyeckue OTeKU. AYCKYJIbTaTUBHO B JIETKHX KECTKOE
JbIXaHWEe, YacTO - MPOBOJHBIC XPHUIIbI, OCIA0JIEHUE IbIXaHUS CIIeBa, TaXWUITHOD;
TOHBI CepJla TJIyXHe, CHUCTOJMYECKUM IIyM HaJ Bcel o0nacTbio cepala,
HapyllIeHUue puTMa cepaua (Taxukapaus, Opaaukapaus, sKeJIyA0uKOBask apUTMUS).
Jnsa knaccuueckoit MBII xapakTepHO pa3BUTHE ATENEKTA30B JIETKUX Y MJIAJICHIIEB,
B OCHOBHOM, - B HM)KHEH JOJI€ JIEBOT'O JIETKOIO 3a CYET CHABJICHUS IJIABHOTO
OpoHxa TUNEepTPOPUPOBAHHBIM cepauem. [Teuenn YBEJIMYCHA.
Pentrenomornueckoe UCCJIEI0BAHKE IpyAHOU KJIETKA BBISIBIISIET
runeprpopudeckyro kapauomuonatuto. Ilpu Gonee mozmgnem aedrore MBII - B
aHaMHE3€ YacThle PeCIUpPaTOPHbIC HHPEKLIUH.

HeBposnoruueckuit ocMOTp 00HapYKUBAET BBHIPAKEHHYIO 3a/I€PKKY PA3BUTHUS
B BHJIE€ HApYyIICHHUsS] (POPMHPOBAHUS MOTOPHBIX HABBIKOB: CHMKEHA CIIOHTaHHAs U
NPOU3BOJIbHAS JIBUraTelIbHAs AaKTUBHOCTh, PEOEHOK HE JEpP>KUT TOJOBY, HE
NEPEBOPAYNBAETCS CAMOCTOSITENIBHO, HE CUAUT. Cl1ab0oCTh MPOKCUMAIIbHBIX MBIIIIL]
B TOJIOKEHUU JIeKa NPHUAAET PEOCHKY XapakTepHyr '"Mo3y JSArymku", npu
NIONBITKE IMOAHATH €r0 3a PYKH TOJOoBa OTKHMIbIBaecTci Hazal. llpu ynepxkanum
pebeHKa Ha pyKe - TUIMYHBIA BU "Bsjioro pedeHka". Bo3amokHa m3bupaTeapHast
runepTpoduss M NaNbNATOpHAs IUIOTHOCTh MBI HW)KHUX KOHEYHOCTEH.
CyxoxuibHble pediekcbl B Je0r0Te MOryT OBITh COXpaHEHbl, HO IO Mepe
porpeccupoBaHus 3a0oJieBaHusl yracaroT. B Tabn. 3 mpencTaBieHBl OCHOBHBIC
cumnTomel MIIb.

Tabauua 3. OcHoBublie cumnToMbl MBI 1o 1aHHBIM JIMTEPATYPBI

Kananyeckuii CHMIITOM Yacrora

CunapoM  «BsJIorTO  peOEHKa», OBICTPOE  IPOTPECCUPOBAHUE
MBIIIEYHON CIabOCTH, aKCUabHas TUIIOTOHMS, CHUKEHUE MOTOPHOM
aKTHBHOCTH, CJ1a00CTh MUMHYECKHMX MBI, apedekcus B mo3aueii | 10 96%
cragud  3a00JI€BaHUS, HKPOHOXHBIE MBIl  IUIOTHBIE — I[IPU
HajbIaluy

Kapnuomeranus, KapIMOMHOIIATHS u/unu cepaedHas 10 95%
HEJIOCTATOYHOCTh

['enaTomeranus 10 82%
Makpornoccust 10 62%
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TpyaHocTH npu BCKapMIIMBaHUM W HU3Kasl MpUOaBKa B BEce 10 50%

UYacTbie pecnupatopHble MHOEKIUHU, PECUPATOPHBIN AUCTPECC U 30-40%
CHU)KEHUE JIbIXaTeIbHON (DYHKIIMH

[ToBbIlIEHHE YPOBHS KPEATUHKHHA3BI 100%

BbricTpoe 1 HEYKIIOHHOE TTPOrpecCHpOBaHUe 3a00ICBaHUS 100%

JloCcTaTOYHO 4YacTO K ONHCAHHBIM BBIIIE H3MEHEHUSIM MPUCOCIUHSIIOTCS
Hecrnenudpuaeckre HapyIIeHUs B BUJIE 00IIETr0 HETOMOTaHUS, Pa3IpaXKUTEILHOCTH
peOeHKa, TOBBIINIEHHOW TMOTJIMBOCTH, PBOTHI W 3amopoB. Peakum, HO
HACTOPAKMBAIOIIMUM TPU3HAKOM TOJUOPTaHHOM MATOJIOTHH SBIISAETCS CHUXKEHUE
ciyxa. B pesynpraTe HapyuieHuss pe3opOlMH CIIUHHOMO3TOBOW KHUIKOCTH
pa3BUBaETCS THApOLEPaTHS.

Kinunnveckue nposiyienus 6ose3nu [lommne ¢ mo3anum Havanom (BITTTH)

Mnanenueckass ¢opma BIl ornuyaeTcss OTHOCUTENBHON TOMOT€HHOCTHIO
KIIMHUYECKUX TNPOSIBIICHUM, 4ero Henb3s ckaszarb o bBIIIIH, yro cymectBeHHO
3aTpyAHSIET AUArHOCTUKY 3Toi ¢dopmbl rmkorenosa Il tuma. [Ipu oamHaxkoBOM
NaTOr€He3€ MIIAJIEHYECKOM M mo3aHed (opm Oone3nn Ilomne KiIMHUYECKUI
CIIEKTP U TSKECTh MOPAXEHHSI Pa3HBIX OPraHOB M CHCTEM 3aBUCIT OT BO3pacTa
nanueHTa. Ilocine oOTHOCUTENBHO OJIArOMONYYHOTO pa3BUTHUS peOeHKa B
MJIaJIeHYeCTBe, NpU Haauyuu riaukoreHoza Il Ttuma, 3a0oneBaHue MOXKET
MaHudecTrpoBath B 11000M Bo3pacte. HezaBucumo ot Bpemenu Hauvana BIIIH, y
JeTel WM B3pPOCIBIX, 3a00JeBaHWE HOCHT HEYKIOHHO MPOTPECCUPYIOMINN
XapakTep, a BBIPAXXEHHOCTh MBIIIEYHBIX W HWHBIX MPOSBICHUNA MOIYT HE
KOppEIUpOBaTh C TEMIIOM IIPOTrpecCUpPOBaHUs OOJIE3HHU.

[Tpu manudecte BIIIIH mocne mepBoro roga *u3HU (MHOTAA B JIMTEPAType
7Ty (popmy BIIIIH Ha3pIBalOT IOBEHUJIBHOM, IJI TOTO, YTOOBI MOJYEPKHYTh, YTO
Oosie3Hb MaHudecTUpoBajia B JIETCTBE, HO TOCJE€ TMEPBOr0 TOJa KWU3HH)
OoOHapy>KMBaeTCs MHOIMATUYECKUN CHHIpPOM, opraHomeranus. HaOmromgaercs
3aiepkka  (opmMupoBaHHS ~ JBUTATCNBHBIX  HABBIKOB.  BoBiedeHue B
MATOJIOTMYECKUI TIPOIIECC CePACYHON MBIIIIBI BapuadeabHO, Yalle pa3BUBACTCS
JbIXaTelibHasi HEJOCTATOYHOCTh B pe3ysibTaTe ciaboctu auadparMel U
MeXpeOEePHBIX MBIIIIL.

[Tpu ocmoTtpe nanuenta ¢ BIIIIH ¢ gebroTom B AETCKOM BO3pacTe OTMEYEHbI
CIICAYIOIIME OCHOBHBIC CUMITOMBI (Ta0J. 4), IpeACTaBICHHOCTh KOTOPBIX MOXET
YMEHBIIAThCS C BO3PACTOM PEOCHKA, 3a MCKIIOYECHUEM TOPAXKEHUS CKEIETHOW U
JIXaTEeIbHOM MYCKYJIATYPHI.

Ta6uua 4. OCHOBHBIE KIIMHUYECKHEe CHMIITOMBI eTckoil (popmbl BITITH
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M0 TAHHBIM JIUTEPATYPbl

IMpusHax Yacrtora

[Iporpeccupyrommast MBIIIEYHAsT C1a60CTh C
IPEUMYIIECTBEHHBIM TIOPAKEHUEM NPOKCHMAJIBHBIX OT/EJIOB,
CHIDKEHHE MOTOPHOM aKTHMBHOCTH, CJIAabOCTh B HOrax OOIIBIIIE,
4eM B pyKax, THUIEPTPO(QHs MKPOHOKHBIX MBIIIII, BOBJICUYEHHE 30-90%
napacivHaAbHBIX MBI (y JeTedl IocTapiie), THIOTOHUS,
CHIDKEHHE CYyXOKHIIBHBIX PE(IEKCOB, MOIOKUTEIBHBIE TPUEMBI
[oBepca, MHOIIATHYECKAs ITOXO/IKA

Hapyienus npIxaHusi, 4acThle pecnupaTOpHble WHGEKIINH,

JbIXaTeNnbHas HEJNOCTATOYHOCTh, JAUCIIHOD NpU  (PU3MIECKON 25-40%
Harpy3ke, OOCTPYKTHBHOE alTHO? BO BPEMS CHA, OPTOITHO?

[ToBbIllIEHHUE YPOBHS KPEATUHKUHA3HI 100%

YMepeHHas renaToMerains 1o 16%
Kapauomeranus, kapauomuonatus (MeHEe BBIpaXKCHHAS, YeM 0-12%
npu Ae6roTe 10 1 roga >KU3HM)

Makpornoccust 10 4%
COHJIMBOCTH, YTOMJISIEMOCTD 10 8%
Jlopno3, kxuo3 u/mm cKoano3 9-25%
HopwmaiibHOe TIcuXopedeBoe pa3BUTHE, COXPAHHBINA HHTEIUICKT 96%

Crnemyer OTMETHUTh, YTO MOBbILIEHHE B 95% cilyyaeB ypOBHS CBIBOPOTOUYHOM
kpeatunkuHasbl (KK) mpu BII ormeuaercs B 2-10 pa3, HO Bce ke CTeIeHb
noBbIeHnss ocobeHHo Benuka npu MBI (mo 2000 Ex/JI u Beime). Ilo ganHbIM
JUTEpaTypbl aKTUBHOCTH CHIBOpOTOUHOM KK 00paTHO mpomnopiimoHaibHa BO3pacTy
(p=-0,71, p <0,001), murensHocTn G60ae3uu ( p = -0,45, p <0,001) u HamMYMIO
arpoduu meimi ( p =-0,53, p <0,001).

PonuTenu 4acTo HeMpaBUIBLHO OLIEHMBAIOT COCTOSIHHE peOeHKa, cuuTasl ero
"neHuBbIM" M He oOpamaroTcs K creudanucty. B mocnegyromem y peOeHka
pa3BUBACTCSl HApYIICHUE OCAHKH, MOSBISETCA THUMEPIOPAO3, CKOIMO3, MOXOJKA
CTAHOBUTCSI BIEpeBalIKy (yTHMHAs mMoxoAka). MBIl HOr W Ta30BOro mosica
MOpaXkaroTcsl OOJIBINIE, YeM MBIIIIIBI TUICUEBOTO Mosica. Y JAeTel 4acTo pa3BUBACTCS
peruoHapHasi ICEeBAOTUIIEPTPOQHS MBIIII CIIUHBI, @ TAKKE CHMITOMBI PUTHIHOTO
no3BoHouHHKa. [IporpeccupoBanue 00Ji€3HU MPUBOJUT K HAPYIICHUSM JbIXaHMUSI,
yamie Bcero B (OpME HOYHBIX TUIOBEHTHJISAIMM, YaCThIX MPOCTYAHBIX
3a00JiIeBaHUN M AaCHUPAIMOHHON THEBMOHHH. PeOECHOK MOXKET NpPeabsBIsATH
’ajo00bl Ha TOJIOBHYIO 00JIb, B TTOBEJEHUN OTMEUAETCS ObICTpas YTOMIIIEMOCTh U
CHIW)KCHUE YCTOMYMBOCTH K TPHUBBIYHBIM Harpy3kam, B OCHOBHOM, - K Oery u
JIPYTUM akTUBHBIM wrpamM. (CrnaboCcTh MUMHYECKHX MBIIII, YMEPEHHBIN MTO3
(4acTo aCUMMETPHUYHBIN) YBETUUEHHUE S3bIKA, CHIKEHUE CYXOXKIIbHBIX pediekcoB
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M OCTEOTEHHUS TaKXkKe JOJKHBI HACTOPOXKUTh B TuIaHe Hanuuus y pedenka BITITH.
Y npereu, B ommune ot mutaaeHies, npu BIIIIH kapamomumonarusi BcTpewaercs
3HAUUTEIPHO PEXE U NPAKTUYECKH HUKOr/Aa 3a00jeBaHUE HE MPOSBISETCS
MaTOJIOTHUEN CO CTOPOHBI CEpPALA.

BIIIIH xapakrepusyercsi TeTepOr€HHOCTbIO KIWHUYECKUX MPOSBICHUM,
pa3HBIM BO3pAacTOM IMOSIBJIEHUS IEPBBIX OYEBUIHBIX IMPU3HAKOB W CHMIITOMOB,
pa3HOi CKOPOCTHIO MPOrPECCHUPOBaHUs OOJE3HM M BBIPAKEHHOCTHIO CIa00CTH
Mbli. [Ipu olMHaKOBOM T€HOTHUIIE BpeMsl Hadasia 00J€3HU MOXKET OTJIMYaThCs Ha
JNECATWIETHS U PA3JIu4aThCA 110 BCEM NEPEUHNCICHHBIM BBIIIE TIPOSBICHUSM.

PerpocniekTuBHbBIN aHanmu3 xano0 nanueHToB ¢ BIITIH nmokasan, yro nepBbie
MPOSIBJIICHUSI UJTU MPU3HAKU O0JIE3HU, KOTOPbIe CYOBEKTUBHO HE PACCMATPUBAINCH
MTAIMEHTOM KaK OTKJIOHEHHE OT HOPMBI, B 77% cily4aeB Kacajauchb TPYAHOCTEN MIPU
3aHATHSAX CHOPTOM (MAlMEHTHhl IJI0XO Oerajav, HE MOTJM MOATSIHYTbCA Ha
TypHuKe), 28% OBICTpO ycTaBayd Npu Xo1b0e 1o JyectHuiue, 20% HCIbITHIBAIN
3aTpyHEHHUs] TIPU BCTABaHUM C HU3KOro cTyjia, 17% ycraBaiiu mpu OOBIYHOM
xoa60e 1 11% He Moryu BcTaTh U3 MOJI0KEHUS JIeXKa Ha CIIMHE 0€3 MOMOILHU PYK.

Taxum o0pazom, pu nofo3peHuu Ha Oosie3Hb [lomiie y B3pocioro namueHTa
HEOOXOJMMO JETajJbHO BBISICHUTH OCOOCHHOCTH [JBUTATE€IbHOTO pPAa3BUTUS B
JIETCKOM U IOHOIIECKOM BO3pacTe.

CnabocTh MBIIII SIBJISIETCS OCHOBHOM >KaJIo0OWM Yy B3pOCIHBIX MNAlMEHTOB
BIITTH. CnabocTh MBI KOHEYHOCTEH SBJISICTCS OCHOBHOM KaJI000M MaIMEHTOB C
BIIIIH, o6napyxuBaemoit B 93% cayudaeB. I[lo marTepHy pacnpenencHus
MBIILIEYHON C1a00CTH OTMEYaeTCsi HECKOJIBKO MEHbIIash BapraOeIbHOCTh MEXIY
nanueHTaMu. B OONBIIMHCTBE clydyaeB MakcMMaibHas ciaa0oCTh Kacaercs
NapaclUHAIBHBIX MBI MW MBI TEPEIHEN CTEHKU JKUBOTA, MBIIIII]
IPOKCUMAJbHBIX OTIAEJIOB HOI MW MBI IuiedyeBoro mosica. CrnabocThb
IMPOKCUMAJbHBIX OTIEJNOB MpeoOjagaeT HaJ CH)KEHHUEM CHJIbI B JUCTaJIbHBIX
MBIIIIAX (eciu TakoBas HaOmromaercsi). bonee Toro, B ciaydae OOHapy>KEHUS
c1a00CTH MBI KOHEYHOCTEW M €€ OLIEHKH 4Yepe3 IroJl Mociie MEePBOro OCcMoTpa
00JBHOTO, MPOrPECCUPYIOLIEE CHIKEHNE MBIIIIEYHONW CHUJIbI OTMEUEHO OO0JIbILe IS
HOT, 4yeM 17151 pyK. B cpennem, cuna mbii Hor niajgaet Ha 7,1%, a pyk - Ha 4%. Ilo
XapakTepy paclpeleieHus] MBIIIEYHON c1a00CTH pa3Hble aBTOPbI OTMEUYaloTCs
CIIEyIOIIe 3aKOHOMEpHOCTH. OmnucaHo OoJipliee CHUMMETPUYHOE BOBJICUEHUE
OTBOJSAIIMX MBI Oefep W STOAUI] IPU OTHOCUTEIBHOW COXPAHHOCTH MBIIII]
crubareneil Oepa, OTHOCUTENIbHAST COXPAHHOCTh MBIIIL Oelep MO CPAaBHEHHIO C
MBIIIIIAMHA Ta30BOTO MOsICa U CJIA0OCThIO MBI pa3drudaTesneit 6eapa. Ha panHux
cTanusax OOJIe3HH M3MEHEHMsI B MBIIIIAX MOTYT MPOSBIATHCA TOJIBKO MOXOIKOM
BIIEPEBAJIKY IO TUITY "YTHHOM MOXOJAKH" ¢ THIEPIOPA030M MOSICHUYHOIO OTHAENA.
CnaGocTh MBIl IUJIEYEBOTO TOsiCAa dalle BCEro OOHApYXUBAETCS MpHU
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TECTUPOBAHUU U HOCUT TudPy3HbINA XapakTep. [lanueHTsl MOTYT HE MPEAbIBIAThH
Kajmo0 Ha HM3MEHEHHME CWJIbl MBI MPEAIUIeYnid M KHUCTH JaXKe Ha JajeKo
3alleIIINX CTaausIX 00Je3HHU, Koraa MPU3HAKU MEPBUYHO-MBIIIEYHOTO TOPAKEHUS
o TUIly '"MUONATUHU MOSCOB" CTAHOBATCS OYEBUIAHBIMU. J[OCTATOYHO YacCTO
c1aboCTh U M3MEHEeHHE o0BbeMa (aTpoduu) MBI TIJICYEBOTO MOsICa MOTYT OBITh
ACUMMETPHUYHBIMH, YTO MOKET MPOSIBISATHCS B OTCTaBaHUU JIOMATKU OT TPYIHOMN
KJIETKU (KPBUIOBUJIHOM JIOMATKU) TOJBKO C OJHON CTOPOHBI WM 3HAYUTEIHLHOMN
aCUMMETPHH TAHHOTO CUMIITOMA.

Kak yxe roBopwIoCh BbIIIE, MAPACIIMHAIBHBIE MBIl U MBIIILBI IEPEAHEN
CTEHKHM »HWBOTAa MOTYT NOPAXaTbCi Ha caMbiXx paHHUX crtaausx BIIIIH, uyto
NPUBOAUT K OBICTPOM YTOMIIIEMOCTH, CHUKEHHUIO MEPEHOCUMOCTU CTaHJIAPTHBIX
Harpy30K Kak Ha paHHUX, TaK M Pa3BEPHYTHIX CTaauax OoJjie3HU. BakHbIM
ABJISIETCSA OOHAPYKEHUE HAPYIICHUS JbIXaTeIbHOU (PYHKIIMU BCIEACTBUE CIIa00CTH
MBI Tradparmel 1 MexpedepHsix Mpimi. Jlo 1/3 B3pocabix nanuentos ¢ BITTTH
MMEIOT HApPYIICHUSI CO CTOPOHBI AbIXaTEIbHON CUCTEMBI.

[Ipy ocMoOTpe pPEKOMEHIYyEeTCS TECTUPOBAHUE MBIIII Pa3HbIX TPyHI C
BBITIOJTHEHUEM TPOCTHIX 3aMaHuil (cM. Tabia. 6), Mo pe3ynbraTtaM KOTOPBIX MOYKHO
CO 3HAYUTEJIBHOW BEPOSTHOCTHIO OOOCHOBATH HEOOXOJUMOCTH OOCIEAOBaHUS
nanuenTa Ha Hanuuue BIIITH.

Taduanua 6. BoinosHenne ABurareabHbixX TecToB npu BITITH

(mo Hagemans, 2005)
Boinosnsier | Boinosinsier | He moxker
IIpeabsiBisiemoe 3aganue
0e3 Tpyna C TPYAOM | BBIIIOJIHUTH
[TonHATH pyKH HaJ TOJIOBOMA 55 %) 29 % 16 %
[IpuHsTH BEPTHUKAJILHOE 14 % 45 % 41 %
MOJIOKEHHE u3 MOJIOKEHUS
HAKJIOHUBIITUCH BIIEPE]]
Bcrath ¢ HU3KOTO CcTyna 12 % 93 % 35 %
Bcerarb 0e3 mnomMomu pyk U3 8 % 37 % 95 %
TIOJIOKCHUS JIC)KA HA CITHHE
[ToaAnpeIrHYTH HA MeCTe 6 % 29 % 65 %
Xoap0a BBEpX/BHU3 MO JICCTHUIIE 2% 57 % 41 %
[TogHSATH HOTH B MOJIOKEHUH JIEKA 2% 43 % 55 %
IToHATBCS C KOPTOUYEK 2% 22 % 76 %
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Ha ocHoBanum cOopa aHamMHe3a M OCMOTpa TalMEHTa KpaWHEe BaKHO
BBIIEIUTh HacTOpaxusaromue cumrrombl bIITTH:

* CnaboCTh MBI MIEpeTHEN CTEHKU KUBOTA
* CnabocTh MapacnuHaIBHBIX MBI (JTI0PA03, KU 03, CKOTHO3)

* CnabocTh ATOAUMYHBIX MBI W TPYOHOCTb YIACPKAHUA PABHOBCCHA IIPHU
BCTaBaHUH

° COXpaHHOCTI) CUJIbl YCTBIPCXTJIABBIX MBI IIPpU cinabocTu MBI APYTrUXx
OTACI0OB

* CnabocTth crubaresieH men

* CnabocTth muadparmsl, OJIbIIIKA

* C1a00CTh MBIIII] SA3bIKa

* C1aboCcTh MUMHUYECKHUX MBI, 0COOCHHO aCUMMETPUYIHAs

* OtHOcuTenbHO He Bbicokue mu@pbl KK mpu Hammuumu MuUONaTH4EeCcKOro
CUHIpOMa

'yTpeHHE[H T'OJIOBHAas 6OJ'IB, Taxukapaust, THECBHas1 COHJMUBOCTD, HEOOBIYHAS
YTOMIIICMOCTD

* CnyyallHO  BBISIBJICHHBIE  (ACMMIITOMHBIE)  Malb(opMmaluu  COCYyJ0B
rOJIOBHOT'O MO3ra

JAuddepeHunanbHass IMATHOCTHKA

C1oXHOCTB JAArHOCTUKU BIIITH onpenensaeTcs OTCYTCTBUEM
cHelM(PUUECKUX KIMHUYECKUX CHUMIITOMOB, XapakTEpHbIX i OOJbIIMHCTBA
HEPBHO-MBIIIEYHBIX OOJIE3HEH, a TaKkKe pa3HOoOOpa3HeM X COUeTaHHus, BpEMEHEM
MOSIBJICHUSI W TSOKECTH B Tiporiecce pasButusi Oonesnu. JuddepennmanpHas
nuarHoctuka MBIl mpoBoguTcs co BceMu 3a00Ji€eBaHUSIMH, OCHOBHBIM
KJIIMHAYECKUM TIPOSIBIICHUEM KOTOPBIX SIBJIIETCSI CHUHAPOM BSUIOTO peOeHKa.
[lepedyeHb OCHOBHBIX 3a00J€BaHUI BXOASIINN B MU PepeHIInaIbHBIN AUArHo3 Mpu
BITHIT npencrasnen B Tabd. 5.
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Taoauna 5. OcHOBHBIE 3200J1€eBAHUA Il
nuddepenumnaabaoro guardoza BITITH

Tun HapymeHus JAunarunos OcHOBHBIE CX0XKHeE
CHMIITOMBI
[TosicHo-koHeuHOCTHAst ~ MblmieuHas | [Iporpeccupyromas
muctpodust c1aboCTh MBIIIII]
Huctpodunonatun  (MUOIUCTPOQUS | TIOSICOB, HUKHHUX
Jromena, bekkepa) KOHCUYHOCTEH,
ML HEL MuodubpuinsapHas MuonaTus KPBUIOBUIHBIE JIOMATKU,
Muotonnueckas nuctpodus 2 TUMa | KpaMIld,  TOBBIIICHUE
AUCTpOPUH
[TneuenonaTounas MuoaUCTPOPus KK
bones3ns /lanoHa
X-cleTnIeHHas: MUOTIATHS
JInuenonaToYHOKOHEYHOCTHAS
MBIIII€YHast JTUCTPODUs
[Tomumuo3ut [TocTeneHnHo pa3BUBarO-
BocnanurenbHas
MuUO3UT ¢ BKJIIOYEHUSIMU masicst ¢J1adoCTh MBIIIIII,
MHUOTATHS
noBbiieHne KK
HemanunoBasi MuoIaTus Mpimeynass  c1a0oCTbh,
bosie3Hb LEHTPanbHOTO CTEPKHSA W | TUIIOTOHUS npu
MYJIbTUCTEPKHEBAS] MUOTIATUN HOPMaJIbHOM W
Bpoxnennsie
MUOATHI [{enTpoHyKJI€apHast MUOTIATHUS YMEPEHHO
Muonartus ¢ THAIMHOBBIMU TEIbLUAMH | IOBBIIEHHOM  YPOBHE
[Ipoune BpOKAE€HHBIE MUOTIATUH KK, HAUTUYUH
CKEJIETHBIX HapYUIECHHUIN
I'nmukoreno3ssl Illa, IV V u VII Tunos | ' unoronus,
bone3nn MaxkApais (TO3HsS | rermaToMerainus y IeTeu,
dbopma) c1ab0CTh MBIIIIII,
MurtoxoHApUaIbHbIE MUOTIATUN YTOMJISIEMOCTb,
Merabonuyeckue
’KupoBbie MuonaTuu c1ab0CTh MBIIIILI,
MHUOIATUH
CHIDKEHHE
YCTOMYHUBOCTHU K
Harpy3Kam, HOBBIIICHUE
KK
CnuHanbHple MbIIIeuHble  atpoduu, | CrabocTh MBIIIII,
tun I u 111 HApYILIEHHUE JIbIXaHUH,
boine3nn
. Bbynn6ocnmHanbHast amuoTpodus | arpodus MBIIIII,
MOTOHEMpPOHA

(Oone3np Kennenn)
BoxoBoit amuotpoduyeckuii ckiiepos

BO3MOXXHO TIOBBILLICHUE
KK

bone3nu HepBHO-

MuacTenus rpaBuc

Hapymienuss npixanus,

. Bpoxnenubie MHUACTEHUYECKUE | c1ab0oCTh MBI,
MBIILIEYHOU
CHUHJIPOMBI YTOMIISIEMOCTD
nepeadn
Cunnpom Jlambepra-MToHa
AcumntomHoe | HeycTaHOBIEHHBIN 1MAarHo3 [ToBpimenne KK

noBbIleHne KK
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JInarnocruxka 6ose3nu Ilomme.

[IpuHuMnBl yCTaHOBIIEHHMsS] JAuarHo3a rimkoreHo3za |l tunma B wmemom
onnHakoBbl i1 MBI n BIIIIH 1, B KOHEYHOM UTOTre, HANIPaBJIEHBI HA BHISBICHUE
M3MEHEHHOW aKTMBHOCTH COOTBETCTBYIOLIETO (hepMEHTA.

Yacro pumarHoctuka MDbBII HaunHaeTrcss C BBIABICHUS KapAuOMEraluu,
JBIXaTEIbHOM HEIOCTATOYHOCTH, MMOIIATHYECKOI0 CHHApOMAa U AUCPYHKIMH
KEJTyJ0YHO-KUIIEYHOTO TPaKTa, T.€. C BBIACHEHUS NMPUYMHBI, 00YCIIOBIMBAIOIIECH
CUHJIpOM, OOpaTHUBILUI Ha ce0s1 BHUMAHUE.

Pexomennyemelie nccnenoBanus npu MbII:

1. Knunuyecku: ocMOTp neauaTtpa (B MJIaJICHUECKOM U JIETCKOM BO3pacTe),
HEBPOJIOTa, KApAUOJIOTA.

2. HCTpyMEHTAJIbHOE UCCIIEI0BAaHUE:!

® HEPBHO-MBIIIEYHON CUCTEMBI (CTUMYJISILIMOHHAS U Urosibyatas OMI);

e cepana (perrrenorpamma rpyanoi kietku, KT, 9xo-KI);

e JIeTKUX (pEHTreHorpaMma TpPYAHOW KIETKH, IMyJIbC-OKCUMETPHUS U
kanHorpadus, momucomuorpadus). OneHka (QyHKIHMHA BHEUTHETO JIbIXaHUS
oOsi3aTesbHa B TOJIO)KEHUU CTOSI U JIeKa — C ONpEAENICHUEM pa3HUIbl B
MOKa3aTelsx;

e JKKT (ynpTpa3ByKoBO€ HCCIEAOBAHUE MEUYECHHU, TTOIXKETYT0YHOM KETE3bl);

3. JlaboparopHass guarHocTuka: OWOXMMHYECKHH aHaIM3 KPOBH C
onpenenenuneM ypoBHs AJIT, ACT, ceiBopotounoi KK, JIJII'.
AHanM3 akTUBHOCTU KHUCJOW anb(a-TIroKOo3uaa3bl MO CyXOMy IMSTHY
KpPOBH.

4. Ananu3 MpllIeyHOro OMonTaTa (TOJBKO MO MOKA3aHUSIM):
® THUCTOJIOTUYECKOE UCCIIEI0BAHUE;
® VMMYHOTHCTOXUMHUYECKOE UCCIIEIOBAHUE;
® 3JIEKTPOHHASI MUKPOCKOIIHS.

5. TI'enetnueckue metonabl uccnenoBanus (JJHK-ananu3)

HepeqncneHHme KIIMHUKO-UHCTPYMCHTAJIbHBIC MCTOObI HCCICAOBaHUA

HEOOXOMMMBI  JUIsl ~ JTUAarHOCTHKA W JauddepeHnnansHoil  THMarHOCTHKA
MHUOTIATUYECKUX CHHAPOMOB, BKJTIFOUas JeTeil B Bo3pacte 10 | rona.
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JlaGopaTopHasi moATBepKAA0IIAA TUATHOCTUKA 0os1e3Hu [lomme

Juarno3 BII oOs3aTenbHO MOMKEH OBITH MOATBEPXKIEH J1abOpaTOPHBIMU
MeToaMu. «30J0ThIM cTaHAapTom» auarHoctuku bBIl sBnsercs ompeneneHue
aKTUBHOCTH (EepMEHTA KHCIOW MallbTa3bl (JIM30COMHOM amb(ha—TIIFOKO3HUIa3kl,
GAA, KAT) B Tkansx. ¥ nauuentoB ¢ MBIl aktuBHOCTh pepMeHTa, KaK IIPABUIIO,
He mpeBbimaeT 1% ot Hopmbl. Y 6ombHBIX ¢ BIIIIH aktuBHOCTE GAA MOXET
coctaBisiTh 10 30% . BrisiBieHa KOppensius MEXKIY CTEINEeHbIO TIKECTH
3a00ieBaHUsl U AKTUBHOCThIO  (¢epmeHTa. Ilpu 3TOM  OUOXMMHUYECKas
nojaTBepXkaatonas nuardoctuka BII mpencrtaBisieT ompeneneHHbIE TPYIHOCTH.
OTO CBSI3aHO C HaJMuuMeM B JeilkonuTax nepudepuueckoil KpoBH (pepMeHTa
HEUTpaJIbHOM MaJibTa3bl, OJM3KOW MO CBOEW CyOCTpaTHOW CHEHU(PUUHOCTH K
kuciao manbrasze. llpucyrcrBue »Toro ¢epmMeHTa MOKET HCKaKaTh 3HAUYEHUS
HUCTUHHOMN aktuBHoctn  GAA U TPUBOJUTH K JIOKHOOTPHUIATEIBHBIM
pe3ynpTaTaMm, IO03TOMY HWHOTJAa PEKOMEHIYIOT B KauecTBE TKaHHU [
UCCJIEIOBAHUSI MCIOJB30BaTh KyNbTYpy KOXHBIX (ubpodiactoB (KK®D) wumu
MBIIICYHBIN OMOMTAT, B KOTOPBIX HEWTpalbHAs MallbTaza He dKcrmpeccupyetcs. B
MOCTIEIHUE TOABl MPUMEHSIOT TeCT C J00aBIEHWEM HWHTHOUTOpa HEHUTpaabHOU

MaJIbTa3bl, YTO MO3BOJISIECT U3MEPATHh AKTUBHOCTH TOJIBKO GAA.

HaubGonee yaoOHBIM COBpPEMEHHBIM METOJOM SIBJISIETCS  OIpE/CNICHUE
aKTUBHOCTH (DEPMEHTOB B MATHAX BBHICYIICHHOW KPOBHU C MOMOIIBIO TaHIAEMHOM
Macc-criekTpomeTpuu. B Tabnuiie 7 npencTaBieHbl peKOMEHyEMbIE MOIX0/IbI MO

omnpeseneHnio akTuBHOCTH GAA B pa3HBIX TKaHSX.

MeTtoapl MOJIEKYJSIPHO-TEHETUYECKOTO aHajdu3a MOTYT OBbITh TIOJIE3HBI B
Ka4eCTBE JOMOJHUTEIBRHOTO TECTA MPU NOATBEpxKAaronen quarnoctuke bll, ecin
HEJIOCTYTIEH OMOJIOTUUECKUN MaTepuas npodaHaa, a TakXkKe I MpeHaTalbHOU U
MPEUMIUTAHTAIIMOHHON nuarHocThku. OmHaKo, TOCKOJIBbKY B TeHe GAA ommcaHo
OOJBIIIOE YMCIIO YHUKAIBHBIX MYTaIlUi, a TAKKE TOJTUMOP(PHBIX BAPUAHTOB, MOTYT
BO3HUKHYTh TPYIHOCTH B HMHTEPIPETALMU BIIEPBBIC BBISBICHHBIX H3MEHEHUU

HYKHGOTHHHOﬁ IIOCJIACAO0BATCIIbHOCTH.
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[Ipu  cocTtaBieHWM  3aKJIOYCHHS  J1a0OpPATOPHOM  JMArHOCTHUKH, IO
pPEKOMEHIAIUSAM MEXAYHAPOJIHONW TPYMIBl JKCIEPTOB, IS TOATBEPKICHUS
muardo3a BII mociie BBISBICHUS CHIDKCHHMS aKTHBHOCTH (epMeHTa B oOpasie
KpOBHU, HEOOXOIUMO TTPOBECTH MMOBTOPHOE OMpEIeieHne aKTUBHOCTH (pepMEHTa B
IpyroMm o0Opasiie Ouomarepuana (IPEAMOYTHTEIIFHO MBIIICYHAsT TKaHb, KyJIbTypa
KOXKHBIX (hrOp00JIaCTOB) WJIM MOJATBEPAUTh OMOXMMHYECKUM JHArHO3 MeToAdaMu

JAHK-nuarHocTuku.

HCO6XOIIHMO OTMCTHUTDH, YTO KJIMHUYECKUM JAUardHo3 oone3nn Ilomme -
pexKAC BCCTO q)eHOTI/IHI/I‘ICCKI/Iﬁ W OCHOBBIBACTCS Ha KIMHHUYCCKOU KapTHUHC
3a007€BaHUsI B COYCTAHUU C Jla60paT0pHBIM IMOATBCPKACHUCM CHUHIKCHUA HWJIN

OoTCyTCTBUS akTUBHOCTH KAT'.

Tabamua 7. Onpenenenne akTuBHOCTH KAI' B pasHbIX TKaHAX

Oo6pasusbl XapakTepucTHKA TecTa, TPe00BaHUSA K TPAHCIIOPTHPOBKE
Omomarepuasa Omomarepuaja

MuHUMabHO WHBA3UBHBIM, TpeOyeTcss HeOOoNabIION 00beM
o0pa3ia; MOXXeT MPUMEHSATHCS A1 MACCOBOTO M CEIEKTUBHOIO

ckpuHuHra Ha bll.
[TsTHA

BBICYIIEHHOM | OGpa3ibl MOKHO TPAHCIIOPTUPOBATH MPHU OOBIYHOMN
KPOBH TEMIIEPATYPE B TCUEHUHU HECKOJIBKUX JTHEM.

MDepMEHT COXPaHSAET AKTHBHOCTH B TEYEHHE HECKOJIBKHMX
mecsues npu 4°C

MuHUMaIbHO WHBA3UBHBINA, HEOOXOAUMBI OOpasilbl IEIbHON

. KPOBHU B T€ApUHU3UPOBAHHOU MPOOUPKE;
JleKo1mThI

nepedepuueckoit | HeoOxoaumo npumensite unruourop MGA.

KpOBH
XKectkue TpeOGoBaHMSI K TPAHCIOPTUPOBKE - He Ooiee 24
gacos. Tpancnopruposka npu temneparype 0-4°C

Opakuus MuHMMaIEHO WHBA3UBHBIN, HEOOXOAUMBI 00Pa3Ibl 1IEIHLHOM

TUM(OIUTOB | KPOBU B relapuHU3MPOBAHHON MPOOUPKE.
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JIOTIOTHUTENBHBIN ATaN - BbIJIEICHUE JIUM(OLUTOB TpeOyeT
OMPEIETICHHOTO OMbITa padOThI

Kectkue TpeboBaHUSI K TPAHCIIOPTUPOBKE - He Oosiee 24

yacoB. JKecTkuil TemMmnepaTypHbIid peXKUM - IIPU TEMIEpaType
0-4°C

Ob6ecneunBaeT HajexkHbIN aHanu3 pepmenta GAA. He

TpebyeT npumeHeHus: naTHONTOpa MGA. MHBa3HBHBIH TECT.
KynbTypa

KO>KHBIX Tpebyercs 2-4 nenens At nonydeHus KK

budpobiacton .
OrpaHnyeHHOE YUCIIO JTA00OpaTOPUl UMEET BO3MOKHOCTH JIJIst

KYJIbTUBHUPOBAHUA KIICTOK

HNuBa3uBHas mmpoucaypa, IpoBOAUTCA TOJIBKO B YCIIOBHUAX
CcTallOHapa.

Ob6ecneunBaeT HajiexkHbIN aHanu3 pepmenta GAA, kpome
MpI1ieuHbIi TOTO B MBIIIEYHOM OMOITATE BO3MOXHO IIPOBEJCHHE

ouonTar THCTOJIOTMYECKOT0 UCCIEAOBAHUS Uil JU(depeHInaTbHON
nuarHoctuku bII u npyrux muonaruii.

OrpaHudeHHOE YHCIIO0 Ja00paTOPUil UMEET BO3MOXKHOCTH IS
HCCJIEIOBAHUN MBIIIICYHON TKAaHU

Jleuenune mamuenTon ¢ BII

CoBpemennoe JnedyeHue Oone3nu Ilomme 3akiarouaercss B Ha3HAYCHUU
MOXKU3HEHHON (epmeHTHOM 3amectutenbHor Tepanuu (D3T) pekomMOMHaHTHOM
YEJI0OBEUECKOU KUCIION O-TITFOKO3UIA30M.

EnuncTBenHbIM mipeniapatoM st nartorenernueckod ®3T Gonesnu Ilomrie
SBIIIETCS ANTIIIOKO3U/1a3a anb(da, 3aperucrpupoBanHas B Poccuiickoit denepanuu

kak Maito3zaiim®.

[Mpenapar Maito3zaiiMm® (anrmoko3ugaza anbha) (Kom ATX:A16AB07),
PEKOMOMHAHTHBIN (DEPMEHT, CHHTE3UPYEMBI KJICTOYHOU JIMHUEH, TIOTyIeHHON W3
AMYHUKOB KUTAHCKUX XOMSYKOB. Maiio3aiM®  BOCMOJHSAET aKTUBHOCTH
muzocoManibHOM KAI, 4TOo mpuBOAMT K CTaOWIM3allMM WM BOCCTAHOBJICHUIO
(GYHKIIUU CepACYHOM M CKEJETHBIX MBI (BKJIIOYAs JbIXaTEIbHBIC MBIIIIIBI).
[Ipenapatr Xopomio MepeHOCUTCs,, HE UMEET BBIPAXKEHHBIX MOOOYHBIX 3()PEKTOB.
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[Tokazan misa gonaroBpemenHor ®3T y marueHToB ¢ MOATBEPKACHHBIM JTUarHO30M
6osie3nu [lomrie Bcex BO3pacToB.

Ha nanubiii MOMeHT 3 ()EeKTUBHOCTD M OE€30MAaCHOCTh ANTIIOKO3UIa3bl anb(a
OLICHEHAa B KIMHUYECKUX MCCIEAOBAHUAX KaK Yy JeTed, Tak U y B3POCIbIX
NAlMEHTOB. 3aKOHYEHHbIE U OMYOJMKOBAHHBIE MCCIEAOBAHUS IO JIEUYECHUIO
oonesnun Ilomme Obuln mnpoBeneHbl ¢ ydactueM Oonee 500 maIMeHTOB.
be3omacHocTh M XOpolass NEPEHOCHMMOCTh TEpaluy aIIIIOKO3UAa30u  anbga
noareepxkaeHa Oosnee yem 10 romamMu KiImMHUYECKOro ombiTa y Oonee yem 1 800
NAlMEHTOB.

[Ipenapar BeITycKaeTcs BO (prakoHax, KOIMYECTBO JTHOQPMIM3ATa B KOTOPHIX
HKBUBAJICHTHO 50 MI' akTMBHOTO BenlecTBa. BBOAUTCS B/B KaleabHO B JI03UPOBKE
20 MI/KT Beca ImaiMeHTa.

depMeHT3aMeCTUTENbHAS T€panusl MO3BOJISIET COXPAHUTH KU3Hb MallieHTaM
c Ooisesnbto Ilomme, ymydmiaer ee KadyecTBO M 3aMEJIsieT MPOTPECCUPOBAHUE
Oosie3Hu. PanHee Havallo Tepanmuu OYEHb BAXKHO, TaK KakK MO3BOJSET JOOUTHCS
HauOosee JIydylluX KIMHUYECKMX HCX0l0B. Jloka3zaHO, YTO NPHUMEHEHUE
(depMeHT3aMECTUTEIbHOM  TEpalmuu TpU  MJAJEHYeCKo ¢opme Oose3Hu
YMEHbILIAET PUCK cMmepTd Ha 99%, a puCK CMEpTH WU HEOOXOAMMOCTH B
WHBAa3UBHOM BEHTWISILIUMY JIETKUX — HA 92%. CBOEBpEMEHHOE HA3HAUYECHUE TEPAIIUN
QNTITIOKO3UAa301  anb(pa BBI3BIBAET OOpPaTHOE pa3BUTHE KapAUOMMOINATUU Y
NAlMEHTOB C MilajieHYeckor ¢opmoii Oosiesnu [lomme, ymyumaer mnokaszarenu
MBIIIEYHON CHWJIbl, JBUTATEIbHOM aKTHMBHOCTH M CTaOMJIM3HPYET COCTOSIHUE
JBIXaTEJIbHOW CHUCTEMBI Y JETEW M B3POCIbIX MAMEHTOB. Tepamus mpenapaToMm
MaiiozaiiM®  manMeHToB ¢ MO3AHEHM  dopmoit  OoJle3HHM  3aMeIseT
porpeccupoBaHue 00J€3HH, yJIydllasi COCTOSTHUE KOCTHO-MBIIIEUHON CUCTEMBI U
CTAaOMJIM3UPYSl COCTOSIHME JbIXaTEIbHOM CHCTEMBI, MOBBIIIAET BBIKMBAEMOCTH
NAlMEHTOB U YJJIMHSAET MEePUOJ MX KU3HHM 1O HACTYIUIEHUS HEOOXOJIMMOCTH B
BEHTUJISILIUU JIETKUX U Kpeciie-KOJSICKE.

B cBsi3u ¢ 3TUM Kak MOXKHO Oosiee paHHee Hadayio (epMEeHT3aMECTUTEIbHON
TEepanuu aJIriIloKOo3uaa30i anbda sABISETCS >KU3HEHHO-BAXKHOM MEpO, KOTopas
MO3BOJUT MNPEJOTBPATUTh PAHHIOK WHBAIUIU3ALNIO, TMOBBICUT BBIKHMBAEMOCTH
NALMEHTOB U YIYYIIMT WX COLMAJIBHYIO ajantanuio. Kpome Toro, paHHee Hayaio
TE€panuu U OTCYTCTBUE MEPEPHIBOB B JICYEHUH NALMEHTOB MMO3BOJISIET 3HAUUTEIHHO
CHU3UTh PHUCK CMEPTH IMALKWEHTOB W PHUCK HX Iepexofa Ha HWHBAa3HBHYIO
BEHTWISILIMIO  JIETKUX, TIOBBICUTh KA4eCTBO JKM3HU TMAlMEHTOB U  HUX
(GYHKIHOHATBHYIO HE3aBUCUMOCTb.
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[Tpu HaIMYWW TOATBEPIKACHHOTO nuarHo3a 0oje3nu [lomiie, HE3aBHCHMO OT
BO3pacTa IMalHeHTa, MaTOreHeTHYeCKash Tepanus ajriFoKo3uaa30i anbda JT0bKHA
OBITh MHUIIMMPOBaHA He3aMeINTEIbHO. JKM3HEHHAs BaKHOCTh PaHHErO Havaja
TEepanuu MOJYCPKHYTA BO BCEX MEXKIYHAPOIHBIX PEKOMCHIANMAX IO JICUCHHUIO
oosie3nu Ilome.

Benenne MAIlEHTOB Cc 00J1E€3HBIO0 ITomme npearnosaraet
MYJIbTUAUCUUIUIMHAPHBIA TMOJAXO0Jl € 00S3aTeNbHBIM Y4YacTUEM HEBPOJIOTOB
(0COOEHHO, HEPBHO-MBIIICYHBIX CHEUHAINUCTOB), TEHETHUKOB, KapJUOJIOrOB,
MyJIbBMOHOJIOTOB, TacCTPOIHTEPOJIOTOB, (U3MOTEPANeBTOB M Bpadeld APyTrHUx
CHEIUATBHOCTEH, UMEIOIIHNX OTIBIT B JICYCHUH 3TOTO PEIKOTO 3a00JICBAHMSI.

Oco0ennoctu Beaenus nanuentos ¢ MBII.

[Naniuentam ¢ muaaeHdeckoir ¢opmoit BII >kU3HEHHO Ba)XHO HEMEJICHHOE
HaszHayeHue O3T npu yCTaHOBIEHUU JUArHO3A.

Oco6ennoctu nposenenust G3T npu MBII:

e He xopmute pebenka 3a 3-4 wyaca [0 TMpOBEIEHUS HHPY3UU
(mpenynpexxaeHue acuupalni, BO3MOKHOE MPOBEAECHUE PEAHUMAIIMOHHBIX
MEpONPUATHI);

* Pa3sBeneHue npemnapara B MUHUMaIbHOM 0OBEME;

* Bgegenue mnpenapara nOpu MNEpBbIX HHQY3USIX AOHKHO TPOBOAMTCS B
LEHTPaJIbHBIA BEHO3HBIA KaTeTep WJIM - IPHU BBEJIECHUU B NepupeprUuecKuit
BEHO3HBI KaTeTep HEOoOXOOUMO HMETh JiBa JOCTyNa, B JaJbHEHIIEM
PEKOMEHIyeTCsl yCTaHOBKA MH(PY3MOHHOM MOPT-CUCTEMBI;

* Hady3un ¢ orpaHMYeHHON CKOpPOCTHIO (TIoBBIIeHUE Ha 0,5-1Mi1/4 Kakapie
30-60 MwuH), y4YuTHIBas BBICOKMI PHUCK JCKOMIICHCAIMU CEPACYHOU
HEJ0OCTATOYHOCTH Ha (DOHE TUNEPBOJIEMUU;

* IlpoBenenue nepsbix 3-x uHdys3uit B OPUT c yyactuem peanumarosora.
Haxoxnenue B OPUT B Teuenue 3-6 4acoB noclie 3aBepUICHUs MPOLETYPbL;

* Uncyddusauus ysnaxxenHoro O, uepe3 Macky;

* MOHUTOPUHT BUTANBHBIX (QYHKUMUNA MO mpukpoBatHoMy MoHuTopy (HCC,
AJl, catypanusi) BO BpeMsl NMpoBeACHUS MH(Y3UU, WU - 10 MOKAa3aHUSIM
(3aBUCHUT OT TSDKECTU COCTOSTHUA).
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MonutopupoBanue nauueata ¢ MBII 10/15KHO BKJII0YATH KOHTPOJIb:

eCepaeuHo-cocyaucrToii cucrembl. Pe6enok ¢ MBII B nporecce Bcero
NepuoJia JICUCHUs HYXAaeTcsl B HAOJMIOJIEHUH KapuoJiora, epBOHAYAIbHO B
YCIOBUSIX CTAllMOHApa, a MPU CTAOMIU3alMU COCTOSHUSA - 10 NMOKa3aHUAM, HO
HE pexke onHoro paza B 3 wmecsua. Cpoku npeObIBaHUS B CTalMOHApe
WHJMBUAYAJIbHBI U 3aBUCSIT OT TSXKECTH COCTOSIHUSI OOJIBHOTO. YXOJI HOCHUT
WHJIMBUAYaJIbHBIA XapakTep.
- B cramuonape g0 crabwiMzanMu  COCTOSTHUSI  00s3aTelIbHO
koHTposupoBaTh ~ OKI'  (mpm  HEoOXOOMMOCTM -  CYTOYHOE
MoHutopupoBanue OKI' ¢ 1enp0 CBOEBPEMEHHOTO BBISIBIICHUS
HapylieHud puTMa cepjaua). B mocnemyroniem, npu yIydlIeHHUH WA
cTaObMIIM3alMKi COCTOSIHUA, KOHTposipoBaTh DKI' exxeMecsauHo nepBbie 3
Mecsilla WM 4Yalle MO MOKa3aHWsM, Jajee Kaxable 3 Mecsla Wik 10
MOKa3aHUSIM.
- OxoKI" koHTposb Kaxasie 7-14 nHeit B mepBbie 12-24 nenenu ®3T
(KOHTPOJIb TPAH3UTOPHOTO CHUKEHUS COKPATUMOCTH MHOKapa, 4TO
MOXET  COINPOBOXKAATHCA  HAPACTAHUEM  IPOSBICHUM  CEPACUHOU
HEJIOCTAaTOYHOCTU U TPeOyeT KOPPEKIMU CUMIITOMATUYECKON TEparum),
Jlaliee €XKEeMECAYHO Wi 1o nokazanusM. [lo noctrxxenun 1 rona xu3Hu
Ox0KI' - 1 pa3 B 3 Mecsiia Witk o MOKA3aHUSIM.
- Kontpons NT-proBNP kaxasie 3 mecsina wiM 1o moka3zaHusm 10 1
roja , gajee mocje nepBoro rojaa ku3Hu - 1 pa3 B 3-6 MecsleB WIH 1O
MOKa3aHUSIM.
- CTporuil exeTHEeBHBIH KOHTPOJIhL 00BbeMa MOTPeOIIEMOM >KUIKOCTU
(nuTaHwe, mapeHTepaibHas WHQY3UOHHAs Tepamusi) C  IeJbl0
NPEAyNPEeKIACHUS TEpPerpy3kn Wik 00€3BOKHBaHUSA (OTpaHUYCHUE
KUJKOCTH 110 2/3 0T HPU3UOJOTUUECKON TOTPEOHOCTH).
- Hcnonp3oBanue  mpemaparoB i JICYEHUS  CEpPACYHOM

HEJIOCTATOYHOCTH  (CEpIE€YHble  TJUKO3UAbL, JUYpPETUKH, OeTa-
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osmokaropbl, HUHruOuTOpel AIID - cM. pekoMeHAALMH MO JICYCHHUIO
XPpOHUYECKON CEepJIeYHOM HEIOCTaTOYHOCTH y jnerei). Ha3nauenwue
AHTUAPUTMHUYECKUX MPENapaToOB Pa3HbIX KIACCOB C YYETOM BBICOKOM
apUTMOT€HHOCTH MHOKap/a.

NB! HexoppekTHoe HCHOIB30BAaHUE MPENApaTOB MOXKET YCyryOUTb
COCTOSIHHE OOJILHOTO.

e JIbixaTteqbHO#l cucTeMbl. BO Bpems Kaxaoro OCMOTpa MalMeHTa
HEOOXOMMO OIIEHUBATh PECIUPATOPHBIN CTAaTyC (KOHTPOJIb XapaKkTepa U 4acTOThI
JbIXaHUs Npu OOAPCTBOBAHUM U BO CHE, BEACHHUE POAMUTEISIMHU PECIHUPATOPHOTO
JTHEBHUKA).

- OLeHKa JeroyHol (PyHKIMHU U Ta3000MeHa JIOJKHA MPOBOJUTHCS HpU
IIOCTAHOBKE JMAarHo3a, KaKJIOM BU3HUTE IIallUEHTa, IPU H3MEHEHUU
KIIMHUYECKOTO COCTOSIHUS (IIPU MPUCOCTUHEHUN BUPYCHOM MH(EKIUN).
PeHTreHorpamMmma TpyIHOHM KJIETKM JIOJDKHA  IIPOBOJUTBECS — IIPH
MOCTAaHOBKE JUArH03a U M0 NOKa3aHMSIM.

- [Tonncomuorpadus - mocie NOCTAHOBKH AMarHo3a U MO KIMHUYECKUM
NOKa3aHUSAM(BBISIBIEHUE U IPO(QUIIAKTHKA alTHOD BO CHE).

- Canamusi BEpXHUX JIBIXaTENbHBIX MyTeH - TpH HEOOXOAMMOCTU
(ckorieHue cekpeTa, peqIIroKc).

- MukpoOuosornyeckoe HCCIEIOBaHHE TpaxealbHOro acmupara ¢
LEIbI0 OLEHKM MHUKPOOHOrO0 cTaTyca M HEOOXOAMMOCTH MNPOBEICHUS
aHTUOAKTEPUAIBHON W/WUIN MPOTUBOIPUOKOBOM TEPAMHH.

- Onenka ®BJl Bo cHe w/miu mpu OOJIPCTBOBAHWU - MPHU TOSBICHUU
W/WJIM HapacTaHUU KaJlo0 Ha YCTaJIOCTh, MOSIBICHUE Nepudepruueckoro
muano3a, amHod Bo cHe, magenuu JKEJI mmxke 40-50%, mamenus
caTypauuu U Hed(p(EKTUBHOCTh €€ KOppeKUuU Ha (oHE HHCYPISIul
KHCJIOpOJa y JIETEN paHHEro BO3pacTa.

- HennBa3uBHast KUCIOpOHAS MOJACPKKA (CO3/1aHUE TIOJIOKUTEILHOTO
JABJICHUs1) - TP Pa3BUTUHU TMIIOKCEMUU, OOCTPYKTUBHOM CHHAPOME.

- Jleuenue nrOObIX WHQEKIMI JbIXaTEIbHBIX MyTEH MOMKHO HOCUTH
arpeCCUBHBIM XapakTep, Ha3HAUCHHE AaHTUOAKTEPUAIIBHOM Teparuu
MIPOBOAUTCS B MAKCUMAJIBHBIX TEPANIEBTUYECKUX JO3UPOBKAX.
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- OOy4deHue poauTesied UCIOJIb30BaHUIO HeOyai3epa, oTcoca.

7Ke1ry104YHO-KUILIEYHOT 0 TPAKTA.

- KoHTponp pOCTO-BECOBBIX MapaMeTpPOB €XKEHEIEIBbHO, €KEMECIYHO,
€KEKBAPTAIbHO

- Britouenue B palyioH CleUUaIn3upPOBAHHBIX BBICOKOKAJIOPHIHBIX U
BBICOKOOEIJIKOBBIX, aHUTPE(DITIOKCHBIX CMECEH.

- 30HI[0BO€ KOPMIJICHUC, UJIM COBMCIICHUC IICPOPAJIBHOTO M 30HIOBOIO
IMUTaHuA TIPH COXPAHCHHM aJICKBATHOIO TJIOTAHHUA W OTCYTCTBHUH
IOIICPpXHBAHUA.

- HazonyoneHanbHOE 30HI0BOC KOPMIICHUE MIPH COXPAaHEHHU pedIroKca
Y BBICOKOM PHCKE aCIUPAIINH.

- OpaJ'IBHaH CTUMyJilusia, COCaHUC COCKHM, THMHACTHKA OOJIZKHBI
IIPOBOJUTHCA BCEM IMAOMCHTAM I IMOAACPIKAHWA HOPMAJIILHOI'O
Pa3BUTHA HABBIKOB TIJIOTAHUS U yCTHOﬁ peun.

CkeJleTHO-MBIIIEYHOM CHCTEMBI.

- Ilognepxka MakKCHUMalbHOIO YpPOBHS (DYHKIMI CKEJIETHO-MBIIIEYHOTO
amnrapara JUisl NpeIOTBPAICHUs] 1 MUHUMH3AUUA BTOPUYHBIX OCIOKHEHUU
(pa3BUTHME  KOHTPAaKTyp, MBIIIEYHBIX  aTpouii,  KOMIEHCATOPHOMN
nedopMaluu CKeyneTa, OCTEONEHUH, OCTEONopo3a).

- Ilpu npoBegeHurn peaOWIUTAIIMOHHBIX  MEPONpPUITUN  u30eraTh
YpE3MEpPHBIX (MaKCUMaJbHBIX ) Harpy3oxK. Perynsapno:
dbusznoTepaneBTUYECKUE Mpoleaypsl, Maccax, JIOK | noromemus,
pecniupatopHasi ~ Tepamnusi  (AbIXaTelbHass ~ THMMHACTHKA), OOydeHue
CaMOOOCITYKUBAHHIO u U CII0JIb30BAHUIO BCIIOMOTATEIIbHBIX
MpUCIIOCO0JIeHUI (3aBUCUT OT Bo3pacTa peOenka). I[lo mokazaHusiM -
3aHSTHS C JIOTOIEIOM, CYPI0ITOM.

- [IpumeneHne npenapaTroB Kajiblus, Marous, BUTamuHa /.

OcMOTp HeBposora C OIICHKOH MOTOPHBIX BO3MOXKHOCTEH U HEPBHO—
MICUXUYECKOTO Pa3BUTHS pPEOCHKAa HEOOXOAUMO TMPOBOJIUTH Kaxkable 3-6

MecsleB Ui JeTeil B BO3pacTe MO 5 JIET W €XKEroaHo Iuis OoJiee cTapliux
NAIMEHTOB OIICHKAa 1O InKaje AJjbOepTa MOTOPHOTO Pa3BHTHS MIIAJICHIICB
(AIMS) (ITpwtoxxenue 1). TectupoBaHHe clilyxa JOJIKHO IPOBOJUTHCS

CXKCIroaHO HNJIH 110 KIIMHUYCCKHUM ITIOKa3aHUsAM.
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Oob6merepaneBsTudeckue Mmeponpusatus npu MBII:

e JledyeHne COMyTCTBYIOIIMX 3a00JIEBAHUI IPOBOAMTCS arpe€CCUBHO, YacTO C
HMIIMPUYECKUM HA3HAUYCHUEM aHTUOAKTEepUaIbHOM Teparuu.

e BakuuHauusg 1no MHAMBUAYyaJIbHOMY TpaduKy, BKIHOYAET B ce0s MOMUMO
BaKIMH, BKJIIOYECHHBIX B HAlUMOHAIbHBIA KaJCHAAPh IPHUBUBOK, BAKLIHHY
npotuB PC Bupyca, CE30HHYIO BakKIMHY OT TIpHIINA, MHEBMOKOKKOBYIO
BakuuHYy. /Ilnarno3 MbII He sBisIETCA MPOTUBOIIOKA3aHUEM ISl TPOBEACHUS
IIPUBUBOK.

Oco0eHHOCTH NPOBEeICHUA AHECTE3U0JOTHYECKUX U XUPYPrU4eCKUX
MEpONPUATHM:

* KoHconupanusi XupypruuecKkux mnpouenyp, TpeOyromumx
AHECTE3UO0JIOTHYECKOr0 OCOOH.

*  MakcuManbHO U30eraTh I/IHTY6aI_[I/II/I HJIIN MUHUMU3HUPOBATDH JINTCIIbBHOCTD
CC IIPOBCACHUAI.

[Iporno3 0oJsie3HU 3aBUCUT OT BO3pacTa JeOroTa 3a00JieBaHUS, KOJIUYECTBA
BOBJICYEHHBIX CHCTEM OPraHMW3Ma, BKIIOYAs CTEIEHb U TKECTbh IOPAKEHUS
MBIIIIEYHOTO arfmapaTta (CKEJIETHOM, bIXaTeNbHOM, CEepJIeYHOM MYCKYJIaTyp),
CKOpPOCTH MporpeccupoBanusi, BpemeHu Hadyaia O3T.

Oco0ennoctu Benenus nanuedTos ¢ BIIITH
IIpo6aema ocreonenuu u ocreonopo3a npu BII.

CHuKeHNE MHHEPATbHOW TJIOTHOCTHM KOCTEW SIBIISIETCA YACTOM HAXOIKOU Yy
MareHToB ¢ OoJie3Hpr0 IloMIle M 0O [JaHHBIM IIOCJIEIHUX WCCIEHOBAHUMN
nocturaer ypoBHsi 67% ciydaeB. OCTEONEHUSI U OCTEONOPO3 OOHAPYKUBAIOTCS
kak ripu MBI, tak u y gereit u B3pocnsix ¢ BIIITH. HeycroitunBocts npu xoanoe,
CJIIOHOCTh TOJJCP)KaHUS PABHOBECUS B PE3yJbTaTe MBIIMICYHON CJIa00OCTH, B
COYETAaHMM C OCTEOMOPO30M YIPOXKAET PpPA3BUTHUEM MEPEIOMOB KOCTEH U
nmo3BoHouyHWKa. Bce mamumentst ¢ BIIIIH, H©He3aBucumo o0OT  cTeneHM
00€3IBI>KCHHOCTH (HaNpUMEpP, HYXJTAIOIIMECs B Kpeclie-KaTalaKke) JOJDKHBI ObITh
oOy4deHbl BCEM MepaM MPEeAOCTOPONKHOCTH ISl TPOPUIAKTUKK TaJCHUS U
nepesioMoB B ObITY. PexomMeHAyIOTCs 00s3aTeNbHbIE €XEeTOAHbIe 00CIe0BaHuUS
MHHEPAJIbHOW TUIOTHOCTU KOCTEW i1 CBOEBPEMEHHOM KOPPEKUHH MOJYy4aeMOTO
JICYEHHUSI TIO0 TOBOJY OCTEOIIEHHMM M ocTeonoposa. llanueHTsl U 4jieHbl CEMbH
JOJKHBI ObITH MH(POPMUPOBAHBI O BCEX MOCIEICTBUIX HEAIEKBATHOTO OTHOILIEHUS
K mnpobneme octeornoposa. CrenyeT HAaCTOWYMBO PEKOMEHJIOBATH MALMEHTY C

HapymeHUuEM TIIOXOJAKHM KW  PaBHOBECHUS  II0JIb30BATbHCA  BCIIOMOI'aTCIbHBIMHU
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npeIMeTaMu - TPOCTbIO, XOJIyHKaMHu, a INpU HEOOXOJUMOCTH HCIOJb30BaTh
MEXaHHYECKHE CPE/ICTBA MEPEIBIKEHHS (Kpecio-KaTtaiky u mp.). O0s3arebHbIM
ABJIIETCSI CBOEBPEMEHHOE Ha3HA4y€HWE IIpernapaToB BUTamMuMHA D, xambuus,
oudochoHaToB M0 TEM cXeMaM, PEKOMEHIOBAHHBIM Jsi OOLIEH MOIMYJIALHH.
[Tammenter ¢ BIIIIH mo/KHBI peryisipHO OCMATpHUBATBCA 3HAOKPHUHOJIOTOM C
IpOBEJEHUEM 00cienoBanusd. bosblioe 3HAaueHWE HMMeEET NPABWIBHBIM 00pa3
JKU3HM C aJEKBATHBIM pPAacCOpeleSieHUEM Harpy3oK, 3aHATHA JIeYeOHOU
(U3KYIBTYPOU MO KOHTPOJIEM MH(OPMUPOBAHHOTO MHCTPYKTOPA.

B cayuae oOHapykeHHMs y ManwieHTa Mailb()opMaluii WM WHOM IMaTOJIOTHU
COCY/IOB TOJIOBHOTO MO3Ta, MOJXOJA K BEACHHUIO MOJOOHBIX CIydyaeB HE JOJIKCH
OTJIMYATBHCS OT CIIy4aeB MAlMEHTOB C aHAJIOTUMYHOM NATOJOTUEN, HO HE UMEIOIINX
bIIL

Heobxoaumplii rpadguk 0bciieqoBaHUN MAIMEHTOB C AMArHOCTUPOBAHHOM
6one3Hbpto0 [lomnie MOKHO MPECTaBUTH B CIEIYIOIIEM BUJIE:

Bcee
MalUEeHThI Bo3pacr <5 Jer Bo3pacr > 5 jger
Ha mMomenT
Hayana Kaxnaeie | Kaxxasie | Kaxxnapie | Kaxxnpie | Kaxapie
O3T 3 mec 6 mMec 12 mec 6 mec 12 mec

Kinununueckuii craryc
ManMueHTa x x x
Poct, Bec, OKpy:KHOCTH
1"0.]10;31)1 y, I[eTI?I;I x * x *
A/l, Temneparypa reJa X X
AHaJu3 KpoBH* X X X
AHasu3 Moum ** X X X
PeHTreeorpa(]ma OpPraHoB X X X
TPYAHOH KJIETKH
KT X X X
IxoKI' X X X
Ayauomerpus X X X
OuneHka 0CTPOTHI 3peHHs X X
O1eHKka KOTHUTHBHOI'O X X
craryca
Ouenka ®BJ{ X X
OueHka MOTOPHOTIO cTaTyca
M0 MIKAJAM H TeCTy X X X
MW T***

Ouenka KayecTBa KU3HU
Onpocuux SF-36 X X
Porrepaamckas mkasa x X
HHBAJHIHOCTH
IIkana crenenn ycrajaocTu X X
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* Anamu3 kpoBu goipkeH Bkmoudath: ACT, AJIT, JIAI, KK (MB-dpakius),
abOYMHH CBHIBOPOTKH, TPOTPOMOMHOBOE BPEMSI, YaCTUYHOE TPOMOOIIIIACTHHOBOE
BpeMsi, 00U OMIMPYOHH, CBIBOPOTOYHBIN KpEaTUHHH.

** AHaJM3 MOYM JIOJDKEH BKITIOYATh: KpeaTHHUH Mo4H, Oenok, CKD
*#* Mcnonp3yemble MIKabI:

1. HIkana AnpOepra motopHOTO pasButus MiianeHnes (AIMS) (TTpunoxenue
1)

2. Cua MBIIIIT 110 TIKaJie KOMUTETa MEIUIIMHCKUX HCCIICIOBAHUHN
(ITpunoxxenue 2)

3. Hlkama CxoTTa 115 OIeHKH MbIiedHoro craryca ([Ipunoxenue 3)
4. OyHKIMOHANBHBIC Kiacchl mKanbl Bunboca ([Ipunoxenue 4)

5. 6MWT — tect 6-MuHyTHO# X016051 (6 Minutes walking test, 6MWT)
(ITpunoxxenue 5)

MeHHKO-FeHeTquCKOG KOHCYJIBTHPOBAHHUE, IPCHATAJIbHAA U
NpCUMILIAHTAIIMOHHAA TUATHOCTHKA

CembsiM C OOJIBHBIMU JE€TbMH PEKOMEHAYETCS MEIUKO-TEHETHYECKOe
KOHCYJBTUPOBAHHUE C I1ENIbIO OMNpeJeseHrus TIeHeThudeckoro pucka. Kak u npu
JIPYTUX ayTOCOMHO-PELIECCUBHBIX 3aboneBanusx, mnpu bIl ama  xaxmoit
OEpEeMEHHOCTH PUCK pOXxAeHUsS pebeHka coctaBisieTr 25%. B cembsx, riae ecth
00IBHOM peOeHOK, BO3MOYKHO MIPOBE/ICHHE IpeHaTabHON "
MPEUMIUTAHTAIIMOHHON ~ TUArHOCTUKH. JIJiss 3TOro poauTeNnsM HeoOX0aUuMO
o0paTuThCcsi B  CHCIUMATU3UPOBAHHBIC JMATHOCTHYECKHE Ja0oOpaTopuud U
MEUITMHCKHE TEeHTphI. [IpeHaTaibHass TUarHoCTUKa MPOBOJUTCS MOJICKYJISIPHO-
TCHCTHYCCKUMHU WJIM OMOXMMHYECKHMMH MeTojaMu, myteM ucciaeaoBanus JIHK,
BBIZICJICHHOW M3 OuomnTaTa BOPCUH XOpuoHa Ha 9-11 Henene 6epeMEHHOCTH W/ Win
KJICTOK aMHHMOTHYECKOM KHJKOCTH, IUIOJHOW KpoBuM Ha 20-22 Hexdene

OEpEeMEHHOCTH.
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Hpuaoxenue 1.

[Ikana AnpGepTa MOTOPHOTO Pa3BUTHS MIIAJICHLIEB

damunua, ums

NAeHTUOMKALUNOHHbBIN HoMep

Wccnepgosatensb

MecTo nposeaeHNA nccnegoBaHuA

[aTa nccneposaHusa:

uyncno/mecau/ron,

/ /

[aTa poxaeHua:

/ /

XpOHO/1I0rnYecKknin Bo3pacT:

/ /

CKOppPEeKTMPOBaHHbI BO3PacT: / /

Mpeawecrsytowme
3aCUYMTAHHbIE MYHKTbI

MyHKTbI, 3aCYMTaHHbIE B
«OKHe»

bann no noawkane

[MonoxeHune Ha
}usote

[TonoxeHune Ha
CnunHe

lMocaaKa

BctaBaHue

MpumeyaHna/pekomeHaaLmm:

O6uwwuii bann:

MpoueHTUb:
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LUKAJIA OLUEHKU MOTOPHOIO PASBUTUA Y M/IALIEHLIEB

Ne uccneposaHua

MonoxkeHue Ha pme MonorkeHue nexxa Ha xusote (1)

Xusore A ne— = dusmonornyeckas paexcus.

N T ONTT jix-ﬁ_a_‘g_-)’f MoBopa4MBaeT rosioBy 4/ OTBEAEHUSA, HOCa OT
NOBEPXHOCTM.

P ¥ MonoKeHue nexka Ha xupote (2)

' 3 CYMMETPUYHO NOAHMMAET rONI0BY MOA Yr/IOM
4 ] Py
f ". \ | - .If-\.__._,.:-"' 459.

S e He cnocobeH yaep»knBaTb ronoBy Ha 04HOM
JIUHUK C TYNOBULLEM.

T MonorkeHune Ha }Kusote ¢ onopoﬁ

PR JIOKTM HaxoaATcA no3aau niaeu. bes

e Ly e noAepP*KM NOJHUMAET roI0BY Moz, Yr/oMm
I"\_ _,-"f H___-"-_- 3 459,

o Onopa Ha npegnneyba (1)

~ [} MoAHMMaeT U yaep>K1BaeT ronosy NoA yraom
" N 6onee 452, JIOKTM Ha OAHOWN NIMHMM C NJEYaMU.
FATE e pyaHaa KneTKa pa3meLltaeTca no LeHTpy.

MoAaBUKHOCTb B MNO/IOXKEHUU HA XKUBOTE

g e i = - MogHumaet ronosy nog yrnom go 902,
: C i HeKoHTpoMpyemble NONbITKM NepeHoca Beca.

P Onopa Ha npeanneuba (2)

o JIOKTK HaxoJATcA neped naevyamum. AKTUBHOe

= SRR (S NoATATMBaHME NOABOPOAKA C BbITATMBAHMEM
L . ? wewu.

cnuHe

MonoKeHue Ha . MonoKeHue nexka Ha cnuHe (1)
2.
7 e dusnonornyeckas paekcms.

T MoBOPOT ro/10BbI; MOAHOCHT POT K PYKeE.
— - BecnopsazoyHble ABUMKEHMA PYKaMU U HOFaMMU.

MonoxeHue nexa Ha cnuHe (2)

MoBOPOT roNoBbI K CPEAHEN INHUN.
Heobs3aTenbHbINM aCUMMETPUYHbIN LUEHbIM
TOHUYeckuit pedpnekc (ALLUTP).

e MonokeHune nexka Ha cnuHe (3)
gl T 3 | | TonoBa Ha O4HOMN NMHUM C TYNIOBULLLEM.
e

L - B [Buraet pykamu, Ho He cnocobeH nogHecTu
PYKW K CpeaHein NMHUMN.
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MonoxxeHue nexxa Ha cnuHe (4)

AKTMBHOCTb crmbarteneii Wweun c NoATArMBaHNEM
noabopoaKa. MoAHOCUT PYKM K cpeaHei
NINHUM.

MoaHeceHMe pyK K KONEHAM

MoaTarmeBaHme nogbopoaKa. [loctaeT pykamu
00 KoJsieHel. AKTUBHOCTb OPHOLLHbIX MbILLLL.

Mocapgka

Mocagka c noaaepKKowm

MoAHUMAET M KPAaTKOBPEMEHHO YAepKMBaeT
ro/10BY Ha O4HOMN IMHUK C TYIOBULLLEM.

Mocagka c onopoit Ha pyKu

YaepKnBaeT ronosy Ha 04HOM JIMHUK C
Tynosuwem. KpaTKoBpeMeEHHO onupaeTca Ha

PYKM.

MopaTtaruBaHue B cupgayvee nonoXxeHue

MoaTarveaeT noabopoaoK; ronosa Ha O4HOM
JNIMHUM C TYNIOBULLEEM UAN Briepeau.

BcraBaHue

Onopa Ha HOoru c noaaepKoii (1)

B0O3MOXHO nonepemeHHoe crnbaHue B
Ta306e,ﬂ,p6HHOM M KONIEHHOM CyCTaBax.

Onopa Ha HOru Cc noaaepKKoii (2)

l0n10Ba Ha OAHOM ANHUK € TynoBuLLeM. Beapa
HaxoAATcA No3aam naey. PasHoobpasHble
ABUXEHNA Horamu.
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Onopa Ha BbITAHYTbIE PYKK

MepeKaTbiBaHUE U3 NONOKEHUA
Ha YXUBOTE B NOJI0XKEHMeE Ha
cnuHe 6e3 noBopoTa

MnaBaHue

Pyku BbITAHYTLI. [MoaTArMBaHMe
noabopoaKa c NogbeMOM
rPyAHON KneTkn. bokoBoi
nepeHoc Beca.

iﬁ“"-- A

o
=

[BuKeHWe nHMUMKnpyeTca
ronosom. TynoBuLLEe ABUKETCA
KaK OZHO uenoe.

MaTTepH aKTUBHOCTM
pasrnbartenei.

MonbITKa AOTAHYTbCA A0
npeameTa U3 ynopa Ha
npeanneybsa

MepeBopot

MepeKaTbiBaHME U3 NONOKEHUA
Ha }XUBOTE B NOJIO}KEeHUe Ha
CMUHE C NOBOPOTOM

AKTMBHbI NepeHocC Beca C 04HOM
CTOpOHbI. KOHTpoIMpyeman
NonbITKa AOTAHYTLCA A0
npegmeTa cBO60AHOM PYKOW.

MNepesopoThl.
[BuXeHua pyK u Hor.
BokoBasa dnekcua TynosuLLa.

e T
e e —

.;_""'\._.-H‘_‘:---. .Y _:-:' 5 --\._‘.

MoBOpPOT Ty/N0BULA

MonoxeHue Ha YeTBepeHbKax

(1)

MoaHeceHMe PYK K CTYMHAM

MepeKaTbiBaHME U3 NONOKEHUA
Ha CNUHEe B NO/I0KEeHUe Ha
*KuBote 6e3 noBopoTa

Horu corHyTbl, oTBEAEHbI U
NOBEPHYTbI KHAPYKMK.
MoACHMYHbIA N1OPA03.
Yaep:KuBaeT NosioxKeHue.

A
i

CnocobeH yaep:nsaTb HOTU B
cpeaHem MoOKEHUMN.
MpUCyTCTBYET NOABUKHOCTb B
Ta30BOM OTAefNe.

wtl U
BokoBoe BblinpAMaeHne ros1osbl.
TynosuLe ABMXKETCA KaK 04HO
uenoe.
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MepeKaTbiBaHWE U3 NONOXKEHUA
Ha CNMHe B N0J10XKeHne Ha
Xusote € N0OBOPOTOM

AKTMBHOe BbITArMBaHue

MNocaaka 6e3 noaaepKKku

L] r
y W

-\.-\‘__

’ .-'“?ﬂﬁ‘e

d . = o = =
5 \ '3

MoBopoT TynosuLa.

BbiTArMBaeTca, OTTaNKMBaCh
HOramm.

MNpusegeHne NoONATOK U
pasrnbaHue nned. He cnocobeH
yAepKaTb NON0XKEHME.

Mocagka c onopoit Ha pyKu

MocagKa 6e3 nogaep>kKku 6e3
Onopbl Ha PYKKU

MepeHoc Beca B NONOXEHUU
cuan 6e3 nogaepikku

BbiTArMBaHMe rpyaHoro otaena
NO3BOHOYHMKA. [1BUKEHUA
ron0Bbl, HE3aBUCUMDbIE OT
TY/IOBULLQ; ONUPAETCA Ha
BbITAHYTbIE PYKW.

"
= B

He moxeT octaBaTbCcA OAMH B
cnmaayvyem nosioKeHunnm
HeorpaHnM4eHHoe Bpema.

MNepeHoc Beca Bnepea, Hasag,
WN B CTOPOHbI. He moxeT
0CTaBaTbCA O4MH B CMAAYEM
NOIOXKEHUMN.

Mocagka 6e3 onopbl Ha pyKu (1)

MonbiTKa AOTAHYTLCA A0
npeameta ¢ NOBOPOTOM B
NONOXEeHUn cuaa

BcraBaHMe c noaaepkKoii (3)

PYKW He npuKaTbl K Teny.
CnocobeH nrpaTb C UrPyLUKON.
Mo3KeT ocTaBaTbCA OAMH B
cnasaYem NosoXKeHUU.

CUAUT CamoCTOATENBHO.
TSAHETCA K UrpyLuKe ¢
NOBOPOTOM TY/I0BULLA.

L = J
Beppa HaxoaaTca Ha IMHWUK
nsiey. AKTUBHbIV KOHTPO/b
Tynosuwa. PasHoobpasHblie
ABVXKEHUA HOramu.
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MonokeHue nexxa Ha 60Ky ¢

PeuunpoKkHoe nonsaHue

MepemeleHne U3 NONOXKEHUA

-

OHOPOVI Ha YyeTBepeHbKax B N0/10XKeHUue
cmaa uam nonycmpa
f i
> - -
T - ; T
- g X i

Pa306LeHHOCTb HOT.
HenoasuxHocTb naedy. MosopoT
B Npeaenax ocu Tena.

PeunnpoKHble ABUKEHUA PYK U
HOT C MOBOPOTOM TY/N0BULLA.

MepemellaeTca B AaHHOe
No/I0XEeHUe N U3 Hero.
MoXeT npMHMMaTh cuaayee
NnosioXeHue.

PeuunpoKHoe nonsaHue Ha
yeTBepeHbKax (1)

MonbITKa AOTAHYTbCA A0
npeameTa U3 ynopa Ha
BbITAHYTYIO PYKY

MonoxeHne Ha YeTBepeHbKax

()

Horn otTBegeHbl N NOBEPHYTHI
KHapyKu. MoACHUYHbIV N10pPA03;
nepeHocC Beca C 04HOM CTOPOHBI
Ha Apyryto c 6oKoBol dnekcuen
Tyn0BULA.

TsaHeTCA K NnpeaMeTy BbITAHYTOM
pyKoWw. MoBopoT Tyn0oBMLa.

.__s-\:‘,}_-::.

ey

Beapa BbIpOBHEHbI NOA Ta30M.
YnioueH1e NosCHUYHOTO
oTaena.

MoaudunumnposaHHoe
no/sioXKeHue Ha YeTBepeHbKax

MepemelueHne U3 NONOKEHUA

MepemelueHne U3 NONOKEHUA
cnaA Ha YeTBepeHbKU

'.lr_.;:'. I ",

MepemelllaeTtca B AaHHOe
nosioxeHue. BoamoskHo
npoasuXeHne snepea.

cngAa B NON1I0XKeHUe Ha XXuBote

MNepemelLaeTca U3 NONOXKEHUA
cnaoA, YTOObI 1IeYb Ha KMBOT.
MNoartarneaeTca pykamu, HOrm
HEaKTUBHbI.

L) - "
AKTVUBHO NOAHMMAET Ta3,
ATOAMLbI U HEHATPYKEHHYIO
HOry, 4To6bl BCTaTb Ha
yeTBepeHbKMU.
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NopTtarnsaeTca gnA BCcTaBaHUA

MNocaaka 6e3 onopbl Ha pyKu (2)
c onopow

NopgTarmsaetca ana sectasaHua /

cTout

]

4

-

OTTankueaetca pykamu v
BbINPAMAAET KOJIEHMN.

MNonoxeHune HOr BapbupyerT.
MnageHeu, nerko nepemelaercsa
U3 O HOro NONOXEHWA B ApYroe.

o

MNoaTarmeaetcsa, YTOObI BCTaTb;
nepeHoCUT BeC C 04HOM CTOPOHBI

Ha Opyryto

XoxaeHue c onopoii 6e3
nosoporta

BcraBaHue c onopoii ¢
noBopoTom

MonokeHne Ha OAHOM KONeHe

XoauT c onopoit B 6oKkoBOM

MoBoOpOT TyN0OBMLLA 1 Ta3a.
HanpasneHuun 6e3 nosopoTa.

MoeT BCTaBaTb AU
nepemeuliaTbCA B JaHHOE
nonoxeHwume.

PeuunnpoKkHoe nonsaHue Ha

KoHTponupyemoe onyckaHue 13
yeTBepeHbKax (2)

nonoXxeHua ctoAa

XoxAaeHue c onopoii ¢
NoBoOpoOTOM

KoHTponunpyemoe onyckaHue u3

NON0XKeHUA CToA. [BuxeTca c noBopoTom

Tynosuula.

MNOCKMIM NOAICHUYHbBIN OTAeN.

Xo[uT c onopoi ¢ NOBOPOTOM.
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CamocTosTenbHoe CTosHUue

Mepsble warn BcraBaHue u3
moaudunumMpoBaHHOro
NONOXKEeHUA Ha KOPTOUYKax

B TeuyeHMe KOPOTKOro BpemeH!
CTOUT CaMOCTOATE/IbHO.
YpaBHOBeLWNBaAET peakuum B

& L4 s
LAY
T L} 3
LR |
XoANT CAaMOCTOATENbHO; MepemelLaeTca U3 NONOKEHMUSA
nepeasuraetca 6bicTpo Ha KOPTOYKax B NOOXKEHME CTOA
MENKUMM LLaramm. C KOHTpOIpyemoi pnekcuen n

BbINpPAMIeHNEM beaep v

CTYMHAX.
KoneHen.
BcraBaHue 13 onopbl Ha YeTbipe CamocroaTenbHoe XoXXaeHue CupeHue Ha KOPTOUKax
KOHEYHOCTH
o | T
et
¥ s as"}
Rl =y e B L e
i 4 i
=P

BbicTpo oTTankueaeTca
NnafoHAMM, 4TobbI BCTATh.

S

XoauT camoCcToATeNbHO. CoxpaHaeT NonoXxKeHue,
YypaBHOBELLIMBAA PeaKLNM B
CTYNHAX W NONI0XKEHME
Ty/N0BMLLA.
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IIpuio:kenue 2.

Cuniaa MbIHII IO HIKAJI€¢ KOMUTETA MCAUIINHCKHUX I/ICCJIeIIOBaHl/Iﬁ

Bbaaa

OmnpenesieHne CUIbI

3) HopmainbHas cuna

4 CnocoOHOCTh ~ MOAHUMATh  KOHEYHOCTh  MPOTHB  HEOOJIBIIOrO
COTIPOTHBIICHHSI

3 CnocoOGHOCTh MOJHUMATh KOHEYHOCTh, HO HE MPOTUB COMPOTUBIICHUS

2 JBU>KEHUS TOJIBKO B TOPU30HTAIIBHOU TIJIOCKOCTH

1 Cnaboe cokpallieHue MBbIIIIIT

0 J[BMKEHUSI OTCYTCTBYIOT

JlaHHas 1IKasa no3BOJISIET OLEHUTH!

- CHJIy UCCIIEAYEMbIX MBI HA MOMEHT OCMOTpA 0 OaJljiam;

- IMHAMUKY BOBJICYEHUS OMPEIETECHHBIX MBIIIIIL U LEJbIX MBIIIEYHbIX FPYIIIL;
- CKOPOCTh POrPECCUPOBAHUS MUOTIATUYECKOTO TIpoLiecca.

Ipuiaoxenne 3.

Ikasa CkoTTa Uil OLIEHKH MBIIIEYHOT 0 CTATYCA

Buabl ABUKEeHUSA

IHoabeM rooBel

[ToBOPOT €O CITUHBI HA KUBOT YEPE3 MPaBYIO0 CTOPOHY

[ToBOPOT €O CIUHBI HA )KUBOT YEPE3 JIEBYIO CTOPOHY

[ToBOpPOT ¢ )KUBOTA HA CHUHY Y€pe3 MPaBYO0 CTOPOHY

[ToBOPOT € )KMBOTA HA CIUHY YEPE3 JIEBYIO CTOPOHY

O OB~ | W NP

Canurcs (MpUHUMAET CUSUEEe MOJIOKEHUE)
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7 Cuaur

8 BceTaer (mpuHUMaeT crosiuee moJIoKeHHE)
9 Crour

10 CrouT Ha IATKax

11 CrouT Ha HOCKax

12 CrouT Ha paBoil HOTe

13 Crourt Ha J1€BOM HOTE

14 [IpeIraeT Ha paBoOil HOTE

15 [IpeiraeT Ha JieBOl HOTE

16 Bcraer co ctyna

17 Bocxonammii mar mpaBord HOrou
18 Hucxonsuuii mar npaBoit HOroi
19 Bocxonsmuii mar j1eBoil Horoi
20 Hucxonsmuii mar JieBoil HOroi

[lIxkana CkoTTa HCHOJB3YeTCS JJIA OICHKH OOINEro IoKas3aTess
JIBUTATEJIbHOM aKTUBHOCTH. IIpum ocMoTpe manueHTa IO TaOJIMIE OICHHUBACTCS
KOKIbIA BUJl JABWXKEHUS] TPU CAMOCTOSTEIBHOM BBITIOJIHEHUU, C MOCTOPOHHEH
MOMOII[BI0 WJIM HEBO3MOXXHOCTH BBIMOJHEHUS 3anaud. lloacder cymMmbl OaioB
MPOU3BOJIUTCS IO CIEAyIoUed cxeMe: 2 Oamia — JUisl KaKJI0T0 CaMOCTOSATEIIBHO
3aBEPIICHHOTO JBUXKEHUA, | Oal — eciiv Obljla OKa3aHa MOMOIIb W/WIIA IBUXKEHUE

notpeboBasio Oonbmmx ycwiui, 0 OaaIoB — €clu JBH)KCHUE BBINOJHUTD
HEBO3MOYKHO.

MakcumanbHO KoauuecTBo OamnoB coctaBisier 40, munumanbHoe — 0
OaJoB.

IIpunoxenne 4.

DYHKUMOHAJIBbHBIE KJIACCHI IIKAJbI BUHbOCA

Ne Bo03MOXXHOCTH [IBHKEHUSA

1 [TarueHT MMeeT OYEBUAHOE HApYyLIEHUE OCAHKH MU TMOXOAKH, HO XOAMT U
MOJJHUMAETCSI 110 CTyIEHbKaM 0e3 MOAIEPKKH

2 [TarueHT XOANUT, HO MOJHUMAETCS 110 JICCTHUILIE TIPU TTOMOIIIH MTEPHIT

3 [larueHT XOAWT, HO TOAHUMAETCA IO JIECTHHUIIE HAa 8§ CTAaHJIAPTHBIX
CTyIeHel nmpu nomory nepui Oonee yem 3a 25 ¢
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HaHI/ICHT XOOHUT, HO HC MOXCT IIOJHUMACTCA 11O JICCTHHUIIC

5 [TanieHT X0AUT O€3 MOJACPIKKU, HO HE MOXKET MOJAHUMATh HOTY JJIS Il1ara
Ha CTYIIEHU WM HE MOXET BCTaBaTh U3 Kpecya

6 [TarieHT XOAUT TOJIBKO B OPTOTIEAMYECKOM KOPCETe

7 [TanmenT B kpecie karainke. CUIUT TPSIMO, MOXKET YHPABISTH KPECIOM U
COBepIIaTh BCE KU3HEHHO HEOOXOUMBIE JEHCTBUS C Kpeciia

8 [Tarment B kpeciie karanke. CUAUT NPsIMO, HO HE MOXKET COBEpIIATh BCE
YKU3HEHHO HEOOXOAUMBIE ICHCTBUS C Kpecia

9 [TaruenT B kpecie karaiake. CUAUT NPsIMO TOJIBKO MPU MOAIEpKKe. MoxKeT
coBepIIaTh MUHUMYM JKU3HEHHO HEOOXOJUMBIX JICCTBUM C Kpecia

10 [TanmenT mnpukoBaH K KpoBaTM. He MokeT coBepiiarh >XKU3HEHHO

HEOOXOIMMBIE NEUCTBUS O€3 MOCTOPOHHEN TOMOIIH

OneHka BO3MOXHOCTEW JIBMXKEHMS TalMEHTa mnpoBoauTca 1o 10

(yHKIHOHAIBHBIM KJlaccaM, MpeACTaBlIeHHbIM B Tabmuue. Ilo 3aBepiieHuro

HCCICAOBAHUs BbICTABILICTCA KJIACC, KOTOpBIﬁ COOTBCTCTBYCT I[BHF&T@HBHOﬁ

AKTHUBHOCTH ITallUCHTA.

IIpunoxenne 5.
6MWT — tect 6-MunyTHOI X0aK0b1 (6 Minutes walking test, 6GMWT)

Cnengyer MNOMHHTH, 4YTO JJI1 JIAHHOTO TECTa MMEIOTCA CIEAYIOIIHE
a0COJIIOTHBIE MPOTUBONOKA3aHUS: HECTAOUIIbHAS CTEHOKAPAMS HANPSKEHUS
u UHQapKT MUOKapAa, AaBHOCTbIO 10 1 Mecama. OTHOCHTENbHBIMU
npotuBonokazanusimMu  sBisitorest:  YCC  Beime  120/MuH B TIOKOE,
cucronuueckoe AJ[ >180 mm.pT.cT. u auactoiauyeckoe AJl > 100 MMm.pT.cT.
CrabunbHasi CTEHOKapAMs HE SIBISIETCS aOCONMIOTHBIM MPOTHBOINOKAa3aHUEM
JUISl TIPOBEACHUS TECTa, OJHAKO €T0 CIEAYET IMPOBOAUTH C OCTOPOKHOCTBIO,
Ha ()OHE MpHeMa aHTHAHTUHAIBHBIX NMPENapaToB MO MOKa3aHUSM.

Ecin mamueHT HaxXoAWTCs Ha TMOCTOSHHOW KHCJIOPOJHOM TOJJIEPKKE,
CKOPOCTbh MOJAa4YX KACJIOPO/Ia IIPU NPOBEICHUM TECTA JOIKHA COXPAHITHCS B
COOTBETCTBHHM C MPEANUCAHUEM Bpaya, HA3HAYMBILIETO U KOHTPOJIUPYIOIIETO
TEepaNuIo.

[IpoBenenne Tecta HEOOXOAMMO HEMEUICHHO TMPEKPaTUTh B ClIydae
MOSIBJICHUSL:
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1) Bounu B rpyau;

2) HenepeHOCHUMO OJIBIIIKH,

3) Kpamnu B HOrax;

4) Pe3koi HEYCTOHYMBOCTH U MOIIATHIBAHUS TIPU XOJIbOC;

5) Upe3MepHOro MOTOOT/ICIICHUS;

6) Pe3koro u3MeHEHHMs IBETA KOXKHBIX IIOKPOBOB (OJIETHOCTH).

6MWT npoBoauTCs B MOMELIEHWH, XOPOLIO 3HAKOMOM MAlMEHTY, HMEIOLIEM
JIOCTAaTOYHO JJIMHHBIA KOPUAOP C TBEPABbIM MOKpbITHEM. [[nMHA IpPOXOIMMOro
IIyTH JOJDKHA COCTABIIATH HE MeHee 30 MeTpoB ¢ pa3METKOM Kakaele 3 MeTpa, a
Tak)K€ TOYKaMHU IIOBOPOTOB/Pa3BOPOTOB.

[TarueHT moOJlydaeT HMHCTPYKUUIO O HEOOXOJUMOCTH HATH C MaKCUMAJIbHO
BO3MOYKHOM CKOPOCTHIO (HO HEe 0€KaTh) B TEUCHHE 6 MUHYT.

B tecte oueHuBaeTCs AMCTAHIMA B METpax, NPOHACHHAs MAMEHTOM 32 6 MUHYT
0€3 BBIHYKJIEHHBIX OCTaHOBOK.

IIpuioxenue 6.
IIkaJsia cTeneH yCcTajaoCTH.

Hac unmepecyem ponv ycmanocmu 6 Bauieii nogceonesHoll HCU3HU.
Loocanyiicma, npouumatime ciedyrowue ymeepicoeHus, samem evibepume
yughpy, naubonee coomeemcmayrowyio Bawemy mexywemy cocmosnuio.
1 = a0coII0THO He CcorJIaceH

2 = cKopee He COTJIaCeH

3 = 4aCTHYHO He COIJIACEH

4 = He MOT'y CKa3aTh, YTO COIJIACEH WU He COIJIACEH

S = 4YacTM4YHO corJIaceH

6 = ckopee corsiacen

7 = a0COJIIOTHO COTJIACeH

1. Mos momueayus cHudcaemcs,

LJad20 03 J4 5[ J6[ ]7

K020a 51 UCNbIMbLEAI) ycmaiocnitb

2. Qusuyeckue ynpasdcHeHusl (12 ]3[J4[ 15[ ]6[]7

YCUTUBAIOM MOTO YCMATIOCTb
3. A 6vicmpo ycmaro (ymomasaiocs) a2 J3[J4a[ 5[ 16 ]7

4. Yemanocmov ocpanuuueaem mou (112 ]3[14[]5[]6[]7

qbusuuecxue BO3MOMNCHOCMU
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5. Yemanocmo wacmo cmanosumcs (J1]2[13[]4[]5[16[]7

NPUYUHOU MOUX NpoOIem

6. Yecmanocms ne noszeonsiem mme

HCUMb HOPMATLHOU uU3U4eCcKoul 123 Jads e[ 17

IHCU3HBIO

7. Yemanocms 3ampyonsem
8bINOJIHEHUE ONPeOeNeHHbIX OeUCmBUll L1220 Jsd4ldsd6[ 7

u 0ba3aHHOCMEU

8. Mos ycmanocmo a61semcst 00HOU U3

mpex 2l1a6HblX NPUYUH |:|1|:|2|:|3|:|4|:|5|:|6|:|7

Heoeecnocobnocmu

9. Yemanocms cozoaem mpyonocmu
Ha pabome, 8 cembe U COYUATILHOU Lled20s 405167
JHCUBHU
IIpunoxenne 7.
PoTrTepraMckasi Kajaa MHBAJIUTHOCTH.

1lo kasxxcoomy eonpocy vlbepume omeem, 1yuuie 6ce2o onucvléaroujuti Bawe
CcOCMOsIHUEe Ha MOMEHN ONpocd.

Ilpumeuanue x sonpocam 1 u 2: nepemewyeHue uz 00HO20 NOMeweHUsl 8 Opy2oe Uil
6He nomeujeHus: He 00s13amebHO noopazymesaem, umo Bvl modiceme xooumeo.
Hanpumep, Bvi mooceme nepemewsamscs uz 00H020 nomeweHus 8 opy2oe 8
UHBAIUOHOM Kpecie.

1. Ilepemewenue ¢ nomeuienuu

Mootceme 1u Bol nepemewgamupca uz 00H020 nomeuieHus @ Opyzoe, CRPasIAACH
npu IMOM ¢ 06epbMu, KOBPAMU U CKOJIbIKUMU NOEEPXHOCMAMU?

[ ] 0 = ne npumenumo

[ 11 = ne cnocoben nepemewjamvca uz 00H020 nomeuyeHus 6 Opyzoe

[ ]2 = nepemewarocy uz 00no20 nomeuyernus 6 Opy2oe 8 OCHOBHOM C NOCIOPOHHEI
HOMOWbIO

[ ] 3 = 6onbuyro wacmv epemenu camocmosmensHo nepemenyact u3 00HO20
nomeuwjenust @ Opy2oe, UH020a HyHcOacb 8 NOCMOPOHHEL NOMOUU

[ 14 = nepemewarocy uz 00020 nomewyenus 6 Opy2oe camocmosmensvho, ez
NOCMOPOHHEU NOMOWU

2.  Ilepemewienue ene nomeuienus
Moosiceme nu Bol nepemewyamuca 6ne nomeuwieHus U3 00H020 mecma é opyzoe,
CRPABIAACH NPU IMOM C OOPOIOPAMU U HEPOBHBIMU NOBEPXHOCMAMU?
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[ ] 0 = ne npumenumo

[ 11 = ne cnocoben nepemewyamoca ene nomewenus

[ ]2 = nepemewaiocy ene nomewjenus 6 0OCHOBHOM ¢ NOCIOPOHHEL NOMOUBIO
[ 13 = 6onbuyro vacmo épemenu camocmoamenvro nepemewarocs eHe
noMeweHUsl;, UH020a HYHCOarCb 8 NOCMOPOHHE NOMOUU

[ 14 = nepemewyarocw éne nomewenus 6 opyeoe camocmosmensio, 6e3
HOCMOPOHHEU NOMOWU

3. Hcnonvzoeanue Kyxnu

Mooswceme n1u Bol npuzomosums u nooams uail/koge; mosceme nu Bot
docmaegamp npeomMemvl U3 6EPXHUX U HUNCHUX KYXOHHBIX WKAPOs,
X07100UbHUKA U m.0.?2 (Opy2ue MaHuUnyIAYUU HA KYXHe MaKice nPUMeHUMbl)

[ ] 0 = ne npumenumo

[ 11 = ne cnocoben vinonname nuxaxue deiicmeus Ha KyxHe

[ ]2 = cnocoben svinonuamo monvko camvie npocmole u3 yKa3aHHbIx Oelicmsull;
OCHOBHOM C HOCHMOPOHHEU NOMOUBIO

[ 13 = cnocoben camocmosmensro evinonnams nodaenAouyI0 4acms YKA3aHHbIX
oeticmsuil, UH020A HYHCOAIOCb 8 NOCMOPOHHEL NOMOWU

[ 14 = cnocoben camocmosmensro evinonusme éce Oeticmeus Ha KyxHe

4. Xo3saiicmeennoie oena (6 nomeuieHuu)

Moswceme 1u Bol 6binoinams maxyio padonty no 00my, Kak yoopKka nwljiecocom,
MblHmbe nocyosl, CmupKa, yoopka noliu u m.o.?

[ ] 0 = ne npumenumo

[ ] 1 = ne cnocoben svimonnsme nuxaxue xossaiicmsennvie 0ena 6 nomeueHuu

[ ]2 = cnocoben svinonnsmo monvko camvie npocmule uz ykazanuwix Oeiicmsull;
OCHOBHOM C HOCHOPOHHEU NOMOUBIO

[ ] 3 = cnocoben camocmosmensro svinonname nodasnsiouyio wacmo yKa3anHvix
oeticmsuil, UH020A HYHCOAIOCb 8 NOCMOPOHHEL NOMOWU

[ 14 = cnocoben camocmosmenvro svinonname éce xoszsiicmeennvle 0ena 6
nomeujeHuu

5. Xo3siicmeennoie oena (6He nomeuieHus)

Mootceme 1u Bot Oenams noKynku, pabomamsp 6 cady, Mvlmb MAWIUny u m.o.?

[ 10 = ne npumenumo

[ 11 = ne cnocoben vinonname nuxaxue xo3siicmeenHvie 0eid He NoMeujeHus

[ ]2 = cnocoben svinonusams monvko camvie npocmvle u3 YKA3aHHbIX Oelicmauli, 6
OCHOBHOM C NOCMOPOHHEU NOMOUBIO

[ 13 = cnocoben camocmoamenvHo 6binonHAMb NOOAGNAIOULYIO YACTIL YKAZAHHBIX
oeticmsuil, UH020A HYHCOAIOCb 8 NOCMOPOHHEL NOMOWU

[ 14 = cnocoben camocmoamenvHo evinonHams 6ce X03alcmeenHble 0€Nd GHe
nomeweHusl

6. Jocyz (6 nomewenuu)
Moosiceme nu Bolt vumame 2azemul/3cypHaivl Ui KHU2U, HOJ1b306AMbCA
meniehonom, 3aHUMAMbCA KAKUM-HUDYOb X000u (Kpome cnopma)?
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[ ] 0 = ne npumenumo

[ 11 = ne cnocoben evinonnsame yxazanuvie oeiicmsus

[ ]2 = cnocoben svinonnsams monvko camvie npocmvle u3 YKA3aHHbIX Oelicmauii; 6
OCHOBHOM C NOCMOPOHHEU NOMOUBIO

[ 13 = cnocoben camocmosmenvro svinonnams nodasnAouyIo 4acmo YKa3aHHbix
oeticmsuil, UH020A HYHCOAIOCb 8 NOCMOPOHHEL NOMOWU

[ 14 = cnocoben camocmoamenvho evinonusms éce yKazauuwie Oelicmeus

1. Jocyz (6ne nomewenus)

Moswceme n1u Bol xooums Ha éeuepunku, 6 meamp, KUHOmeamp, Ha KOHYEPHibl,
6 My3eu, Ha gcmpeuu, 3AHUMAMbCA chopmom?

0 = ne npumenumo

1 = He cnocoben gblnoHAMb YKA3AHHbIE 0eliCMEUs

2 = cnocoben 8bINOIHAMb MOJILKO CAMble NPOCMble U3 VKAZAHHBIX 0eUCmBUl,; 8
OCHOBHOM C NOCIOPOHHEU NOMOUBIO

3 = cnocoben camocmosamenbHo 8bINOJHAMb NOOABGIAIOWYIO YACTb YKA3AHHBIX
oeticmsull, UH020A HYHCOAIOCb 8 NOCMOPOHHEL NOMOWU

4 = cnocoben camocmosmenbHO 8bINONHAMb BCe YKA3AHHbIE 0eliCmEUs

IIpumeuanue Kk myHKTY 8: eciiu y Bac HeT BoauTe/IbCKHX NpaB, Bbl MoxkeTe
CYHMTATH 3TO YCJI0BHE BONPOCA «BBINMOJTHEHHBIMY, 32 HCKJIIOYEHHUEM CJIy4YaeB,
KOI/J1a 0YEeBHIHO, YTO BOXKAEeHHE aBTOMOOMJIS ObLI0 ObI A0COJIIOTHO
HEBO3MOKHBIM B CBSI3M ¢ Bammm 3a001eBanueM.

8. Cnocoonocmo 600umov asmomoouns / e3oums Ha asmooyce / Kamamucsa
Ha genlocuneode

Mootceme 1u Bot 600umo asmomoounn, e30ums na agmoodyce / mempo uiu

Kamamoca Ha genocuneode?

[ 10 = ne npumenumo

[ 11 = ne cnocoben svinonname yxazannwie deticmaus

[ ]2 = cnocoben svinonnams monvko 00Ho u3 ykazannwix oeticmeuti (npu

HeoOX00uUMOCmu ¢ NOCMOPOHHEN NOMOWbIO)

[ ] 3 = cnocoben svinonnsmo 06a uz ykazannwix deiicmsuti (npu neobxooumocmii

NOCMOPOHHEU NOMOUBIO)

[ ] 4 = cnocoben camocmosmensvro svinonnsmo 6ce ykaszanuvie oeticmsus

Q. Paboma / yueoa

Moostceme 1u Bot npooonscams 3aHumamsbca céoeii NPUBLIYHOU (Kak 00
3a00.1eeanus) padoomoii / yueooi?

[ 10 = ne npumenumo

[ 11 = ne cnocoben sanumamoca npusvrunoii pabomoii / yue6oii

[ ]2 = cnocoben wacmuuno 3anumamocs adanmuposannoii pabomoii / yue6oi
[ 13 = cnocoben wacmuuno 3anumamocs npusviunoii pabomoii / yueboii

[ 14 = cnocoben sanumamocs npugvrunoii pabomoii / yueboii 6 noanom obveme
3566550314
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Ipuaoxenue 8.
OnpocHuk kavyecTBa ku3Hu SF-36

Hannuwtii onpocHux paccmampusaem Bawe omuowenue Kk Bawemy 300posvio Ha
OAHHBIL MOMEHM U 6 meuenue 4 nociedHux Hedeiav. Mvl xomenu 6bl noIYUUMb
bonee nonHoe npedcmasieHue 0 MoOM, Kak Bel uyscmeyeme cebsi, HACKOAbKO
xopouwto Buvl cnpasnsemecs ¢ 6vinonneHuem no8ceoHe8Hvix Oelicmauti u ymo Bol
oymaeme no nosoody Baweeo cobcmeennoco 300p06bsi.

B oannom onpocnuke noo cinogom «300pogvey noopasymesaemcsi Bawe
cocmosinue 300posvsi 8 yenom. Takum obpazom, OauHull MEPMUH KACAemcs He
MONILKO ACNEeKmo8, HenocpeoOCmBeHHO CB8A3aHHbIX ¢ 0Oone3uvto llomne, HO u
Bawezo obwezo camouyscmesus.

Omeemvme, nodicanyticma, Ha 8ce 8ONPOCHI, 8bIOUPASL MOILKO HO 0OHOMY OMEEny
Ha kadicovil eonpoc. Tloxcanyiicma, evloupaiime omeemvl, HAULYYUUM 0OPAZOM
coomsemcmayowue Bawum cobocmeennuviv owgywenusm. Eciu Bovl ne yeepenvi,
Kakou omeem Bam cnedyem e@vibpams, noocanyicma, 6vibepume Haubonee
NOOX00WULL U3 BO3MOJNCHBIX omeemos. Hanpumep: ons omeema na eonpoc 3 Boi
Mooiceme  8blOUpamsb  Mexcoy «0d, CUIbHO O02PAHUuuuaenmy, «od, uYacmuyHo
ozcpanuyugaem» u «Hem, coecem He ocpanuuueaemy. OQounaxo, Bwi 603Mm0dtcHO
coscem (Oonbuie) He Modiceme BbINOIHAMbL HeKomopvle Oelicmeus. B nooobHwvix
cayuasx Baw ciedyem sviopamo yugpy 6 KoioHke «0a, CUTbHO 02PAHUUEH .

1. Bot mocnu 6vl oyuenumo ceoe odougee cocmosnue 300P06bs KaK:
[ ]1 = npesocxoonoe
[]2 = ouens xXopouee

[ ] 3 = xopowee
[ 14 = yoosremsopumenvroe
[ 15 = naoxoe

2. Ilo cpaenenuio ¢ Bawmum obmum cocmosinuem 300po6bsa 200 Ha3ao, Kaxk Bul
ouenueaeme €20 Ha OAHHBLIL MOMEHM?

[ 11 = na oannwui momenm snavumensro nyuwe, yem 200 Hazao

[ ]2 = na oannwui momenm 6 nexomopoii cmenenu 1yuue (HeMHO20 Jydie),

yem 200 HA3A0

[ 13 = npaxmuuecxu maxoe sice, xax 200 Hazao

D 4 = Ha OaHHLILL MOMEHM HEMHO20 XYHce, YeM 200 HA3A0

[ 15 = na 0annvui momenm 3nauumensro xyace, uem 200 Ha3a0

3. Bonpocwt nusce kacaromcea evinonnenun Bamu npueviunvix noeceonegHvix
oeticmeuii. Ozpanuuueaem au Bac na _odaunnwviit_momenm Bauwe 300posve 6
6bINO0JIHeHUU YKa3auHnovlx oeticmeuit? Ecau 0a, mo HACKOIbKO CUnbHO?
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a. /leticmeus, mpebyrouue
6bICOKUX 3ampam >Hepul,
maxkue Kaxk 6ez, noovem
MACeNbIX npeomemos,
3aHaMus CNOPMUBHBIMU
Hazpy3Kamu
. Heucmesus, mpeoyouue
YMEpPEeHHbIX 3ampam
9Hepaul, maxue Kax
nepeosudiceHue cmoJa,

MOJIKaHUe nvliecocd, uepa 6

OOoyIUHE UTU 206G

. I[loovem unu nepeHoc
nakemos ¢ npoOyKmamu

. [loovem 66epx Ha HeCKOIbKO
amadsicet

. I[loovem 66epx Ha o0O0uH
amasic
. Haeubanusa, onyckanue Ha
KOJeHU UNU HAKJIOHbL GHU3
. IIpoeynxa newKom Ha
paccmosiHue bonvute 1,5 km
. IIpocynka newKom Ha
paccmosanue 500 - 800
Mempoe
. Ilpozynka newKom Ha
paccmosHue cmo mMempos
j. Boouvie eueueHuyecKue

npoyedypvl Uiy 00esaHue

Ja, cunono  Jla, wacmuuno
ocpanuyusaem 0cpaHuyUsaem

L] L]

1 O
1 O

O O O O
O O O O

Hem, coscem

He

ocparnuvueaen

[]

1 O

O O O O
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4, B meuenue nocaeonux 4 neoenv cmankueanuce au Bol ¢ kakumu-a1uo0 us
cnedyrnuwux npoonem 6 padome uiu nOBCEOHEEHOU OeAmMeNbHOCMU 8 C8A3U C
Bawum dpuzuueckum 30oposvem?

a. Bul nposenu memnvute epemenu 3a pabomoii unu opyeumu || []
denamu Jla Hem

b. Bol coenanu menvue, uem xomenu Ol [] []
Jla Hem

C. Bul He cmoanu evinonuams pabomy unu opyeue Oeiicmeus || ]
OnpeodeeHHo2o pooa a Hem

d. Bet cmonkuynuce ¢ mpyonocmamu npu euinoiHenuu pabomot || ]

unu  opyeux Oeticmeuii  (hanpumep, Bam  npuwinocv /la Hem
3ampayueams OONOJHUMENbHbBLE YCUTUSL)

5. B meuenue nocnednux 4 nedenv cmanxkuganucy au Bol ¢ kakumu-1uoo u3
cnedyrnuux npooiem 6 padome uiu nOBCEOHEBHOU OeAmMeabHOCMU 8 C8A3U C
Bawium ymouuonanpvnvim_cocmoanuem (nanpumep, 6 ceéa3u ¢ oenpeccueil uiu
mpego2oi)?

a. Bul nposenu meHvuie epemenu 3a pabomoii unu opyeumu | | ]
oenamu Jla Hem
b. Bwi coenanu menvue, uem xomenu Ovl [] []
Jla Hem
C. Bul ne cmoenu vinonnums pabomy unu opyeue Oeticmeus | _| ]
Max Jce MuamesibHo, KaKk 0ObluHO Jla Hem
6. B meuenue nocnednux 4 _nedenv ¢ xakout cmenenu Bawe ¢pusuuecxoe

300p06be UNU IMOUUOHATIbHOE COCHMOAHUE 3ampyoHAN0 nposedenue Bamu
oocyza c cembeil, Opy3bAMU, COCEOAMU UTU Opy2umMu cpynnamu?

[ 11 = coscem nem

[ ]2 = nesnauumenvro

[ ] 3 = ymepenno

[ 14 = snauumenvro

[ 15 = 6 evicwueni cmenenu

7. Hackonvko unmencusHyio usuueckyio 6oab Bwul ucneimoieanu 3a
nocneonue 4 nedeau? (noxanuzayus 601u He umeem 3HaA4eHU)

| 11 = 6006we ne ucnvimwisan

[ ]2 = ouenw neexyio

[ 13 = neexyro
[ 14 = ymepennyio
[ 15 = cunvuyro

[ ]6 = ouens CUTbHYIO
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8. B meuenue nocnednux 4 _neodenib 6 Kaxkoii cmeneHu 00716 3ampyoHAna
eévinoinenue Bamu npueviunoii padbomer (6 mom uucie padomwvl 6He
nomeuwieHus u 0OMawHux oem)?

(noxkanuzayus 0601u He umeem 3HAYECHU)

[ 11 = coscem nem

[ ]2 = nesnauumenvro

[ ] 3 = ymepenno

[ 14 = snauumenvno

[ 15 = 6 evicuweri cmenenu

9.  Bonpocwl Husice kacaromcea Bawezo camouyecmeusn u oouiezo cocmoanus
3a__nocneonue 4 _mnedeau. Ilo Kasxicoomy eonpocy Ooaitme o00uH omeem,
Hauayywum oopazom ompaxcarowiuii Bawe camouyecmeue. Kakyro uacmo
eépemenu 3a_ nocineonue 4 nedenu:

Bcecoa  IHoumu  Yacmo Hnozcoa Peoxo Hukozoa
ecez20a

[]
[]
[]
[]
[]
[]

a. Bvl yyscmeosanu cebs noiHuIM
HCU3HU?

b. Bot nepsnuuanu?

C. Bbl Haxoounuco 6 makom
VHBIHUU, YO HUYMO He MO0
noouams Bam nacmpoenue?

d. But uyecmeosanu mup u noxkot?
€. Buvi Obi1u nonnvl snepeuu?

f. Bwi uyscmeosanu cebs ynaguum
0yXoM U NOOAGIeHHbIM ?

g. Bul uyecmeosanu cebs
USMOMAHHBIM?

h. Bet uyscmeosanu cebs
CUaACMAUBLIM YEI08EKOM?

I. Boul yygcmeosanu cebst
yemaguium?

I I
O 0O O oo odd
I I
I I
I I
I I

10. B meuenue nocneonux 4 _Hedeab Kakyw uacmov epemenu Bawe
duszuueckoe _300pogbe  uiu__ IMOUUOHAIbHOE  COCHOAHUE  3AMPYOHANO
npoeedenue Bamu oocyza (nanpumep, noceujenue opyseil, poOCHEEHHUKOE U

m.o.)?
[]1 = 6cez0a
[ ]2 =wuacmo
[ ]3 = unocoa
[ 14 = peoxo
[ 15 = nuxoeoa

11. Hackoavko BEPHBIM uanu HEBEPHBIM aeasnemca oasa Bac kaxcooe u3
ymeepicoenuil Huxce?
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a. Kaorcemces, umo s bonee

CKIOHEH K
3a601e6aHUAM, yem
opyaue 1oou

b. 4 max oce 300pos, kak
opyeue 3HaKomvle MHe
100U

C. A oorcudaro yxyowenus
€80€20 300p086b3L

Abconomno Ckopee He

8EPHO

[]

[]

[]

d. Moe 300po6ve 8 []
npeeoCcxo0HOM
COCMOosIHUU

Hanuwtii  onpocuux paspeuien

Ckopee Abconommo
BEPHO  3HAI0 HEBEPHO  HEeBEPHO

I L]

[]

O O
1 0O O
1 0O O
1 O

UCNOJIb308AHUS IQOLA

epynnou

(Meorcoynapoonwlii npoexm oyeHKU Kauecmaea HCU3Hu).
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