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TepMuHBI U onIpeaeICHUS

qDepMeHTHaH 3aMCCTUTCJIbHAA TCpaliud — JICHCHUC, 3aKIIIoYaromeecs BO BBCACHUU IIpCIlapaTa

(pexoMOMHAHTHOTO (PepMEHTA) MALMEHTAM C HACJIEACTBEHHBIM HApYLIEHUEM METa00Iu3Ma.

JInzocomHbIe OOJIE3HN HAKOTUICHHS — TPYIITa HACIEICTBEHHBIX MOHOTEHHBIX 3a001€BaHUH, CBI3aHHBIX

C HApYILICHUCM q)yHKI_[I/II/I JIN30COM



1. Kparkast nHpopmMauus 1mo 3a001€BaHNI0 WIH
COCTOSTHUIO (rpynnbI 3200 1eBAHUM UJIA COCTOSHMI)



1.1 Onpenenenue 3a00/1eBaHUsA UM COCTOSTHUS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

I'muxorenos Il tuna, unu 6one3np Ilommne (BII), oTHOCcHUTCS K peaKkUM HACIEACTBEHHBIM OO0JIE3HSIM
Hakoruienus (OMIM # 232300), cBsizaHHbIM ¢ AeduUIUTOM (HepMeHTa KUCIOW MajbTasbl (KHUCIOU
anbda-rmoko3uaasel, KAI') B nmu3ocomax. [IpenmyinecTBeHHOE HAKOIUICHHE TJIMKOTEHA OTMEYEHO B
CKEJIETHBIX MBIIIIAX, HO B PA3HOM CTENEHU MOXKET OOHApyKUBAThCsl U B JIPYTUX OpraHax M TKaHSX,
BKJIIOYAsl CEPJICUHYIO MBIIIILY, [IEYE€Hb, HEPBHYIO CUCTEMY, ITIaIKYI0 MyCKyJarypy U T.i. B muteparype
HCIIONB3YIOTCS CIICMYIONIHE OOMEpUHAThIe CHHOHUMBI bI1: Gone3np HakoruieHus riukoreHa Il Tuma

(GSD-1II); ngedunut xkucnoit mansraszsl (AMD); mukoreno3s Il tuma [1].



1.2 DTHOJIOTHUS U MATOT¢HE3 3a§0J1eBaHnﬂ HJIH _
COCTOSIHUA (TPynnbl 3200/1€BAHUIN UJIM COCTOSHUMN)

BIl oOycnoBieHa HeQOCTaTOUYHOCTHIO (epMmeHTa Kuciaou anbda-rmoko3unaassl (KAIY), koTopsiit
OTHOCHUTCS K Ipynne JU30COMHBIX ruaponas. I'en GAA, konupyronmii KAT, nokann3oBaH Ha IJIMHHOM
wiede 17 xpomocomsl (17925.2-q25.3), coctout u3 20 3x30H0B U umeeT pazmep okoio 20 000 map
HyKj1eoTua0B. MnentudunupoBano 6onee 580 MmyTanuii reHa U UX YUCIO MOCTOSHHO pacteT [2]. XoTs
HEKOTOpble MyTauuu reHa GAA BCTpEHarOTCs NPEHMMYIIECTBEHHO B ONPEIEICHHONM STHUYECKOU
rpynne, aas OOJBIIMHCTBA MOMYJSALIUNA OTCYTCTBYIOT TaK Ha3bIBAEMbIE «Ma)KOPHBIEY, COCTABIISIONINE
CKOJIbKO-HHOY/Ib 3HAUMMYIO JIOJIF0 BCEX MYTalMi MOMYJASIUUM U TIOTOMY LIeJIecOo0Opa3Hble s

MNpUOCIbHOI'O BBIABJIICHUAA.

Mytanuu GAA, npuBoAAT K pa3Hou creneHu aeduuurta Gpepmenta. Mnanenyeckas popma bBIT (MBII)
pa3BHUBaETCs IIPU 3HAYUTEIBHOM CHUKEHUM WU MOJIHOM oTcyTcTBUM akTuBHOCTH KAT, BII ¢ nmo3nnum
HadanoMm (BIIIIH) — mpu wmenee BolpaxkeHHOM Jnedunure aktuBHocTH KAI, o00ycnoBieHHOM

«MATKUMUY» MyTarusimMu rena GAA [1,3.,4].

OTnoxkeHrWe WM YTUIU3aLMs T[JIHMKOT€HAa 3aBUCAT OT MOTPEOHOCTM OpraHu3Ma B IIIIOKO3E.
buoxumudeckue mpeBpalieHusl TNUKOT€HA B TEYEHU CIIOCOOCTBYIOT MOJACPKAHUIO HOPMAJIHHOTO
YPOBHS TJIOKO3bI B KPOBU. B CKENETHBIX MBIIIIAX TpH MeTabonm3Me TIHMKOTeHa o0pasyercs
IJII0K030-6-(pocdar yyacTBYIOIIMI B MPOLECCEe OKUCIEHUS U MPOAYKIIMHU SHEPTUU, HEOOXOIUMON st
HOPMaJIbHOM paboThl MBIIIL (€€ COKpalleHHs U pacciiaOieHHUs ). OtcyTcTBHE WM 3HAYUMBII
nedunut KAI' mpuBOoAUT K MAaCCUBHOMY HAKOIUICHHIO TJIMKOTEHA B TU30COME M HAPYIICHUIO (DYyHKIIUN
kietok. [Ipu BII, He3aBucuMoO OT (QOpMBI, ITIMKOT€H MOXET HaKarIMBaThCsl MPAKTHUECKH B JIFOOBIX
TKAaHSX, HO IIPU OTOM HMEETCS NPEUMYIIECTBEHHOE CKOIUICHHE ITIMKOT€HA B Pa3HbIX OpraHax u
TKaHAX, KOTOpOoe€ Yyxke 3aBHUCHT OT (opmbl Oone3nu. Tak, mpu MBIl mmkoren HakarmiuBaeTcsl B
CKEJIETHOM MYCKYJaType, CEpACUYHON MBIIIIE, TIEYEHU, MBIIIIAX s3bIKa. Pexe aHOMaJIbHbIE OTIOKEHHS
[JIMKOT€HA MOTYT BCTPEYATHCS B MBILIEYHOM CJI0€ COCYAMCTONW CTEHKH, OIPEAEIISIS Pa3BUTUE AHEBPU3M
1 Manb(opmarluii, a Takke — B KJIeTKaxX LEHTPalbHOM U nepudepudeckoi HepBHOM cucteMsl [1,3,12].
[Tpu BIIIIH, B otmuame or MBI, Gompire Bcero crpamaeT CKelNeTHash MyCKylIarypa, B TO BpeMs, KaK
NIOPAKEHHUE OCTAJIBHBIX OPraHOB M TKAHEH BCTPEUAETCS 3HAUUTENIBHO PEXKE U IO TAKECTH MOPAKECHUS
He conoctaBuMo ¢ MBII [5,6]. BII xapakrepusyeTcss HEyKIIOHHO IPOTrPECCHPYIOIUM TEUYEHHEM C
pasHBIMH BapuaHTaMu TporpeccupoBanus. {uarnoctuka bIl, HezaBucuMo ot ¢hopmbl, OCHOBaHA Ha

OICHKC KIMHUYCCKHUX CUMIITOMOB, JJAHHBIX HHCTPYMCHTAJIbHBIX 1 Ha60paTOpHI>IX O6CHeﬂOBaHHﬁ.



1.3 Dnuaemuosorus 3aﬁoﬂgBaHnﬂ WJIM COCTOSTHMS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

Tounast yactora BII HeusBecTHa. Ilo naHHBIM pa3HBIX aBTOPOB YacTOTa OOJIE3HU, B 3aBUCUMOCTHU OT
CTpaHbl U dTHUYECKON MPUHANICIKHOCTU, BapbupyloT B auamna3zone ot 1:40.000 mxo 1:300.000 [7-11].
Hampumep, B roxkHom Kutae u Ha TaiiBaHe yacToTa KJIACCHYECKOM MIIaJieHUYeCKol (MH(AHTUIBLHOM)
dopmbl BII cocrasnser 1:40.000-50.000, siBisisich caMbIM 4acThIM DIMKOreHO30M. [Ipu paccmorpeHuun
JaHHBIX 110 TaiBaHIO OTHEIbHO, 4YacTtoTa 3a0ojeBacMocTH cocrtaBuia 1:33134 [10,11]. Ilo
pe3ysbraraM CKpUHUHTAa HOBOPOXKAECHHBIX MO cyxomy msTHy kpoBu (CIIK) B ABctpum yactora BII
cocraBwia 1:8.684 [9]. B Tomnanguu wacrora mmkoreHo3a Il Tuma y miajgeHIEB COCTaBIISIET
1:138.000, a popmsl BII ¢ nozauum Haganom - 1:57.000 [8].



1.4 Oco0eHHOCTH KOAUPOBAHHUSI 3200/ 1€ BAHUSA WJIH
COCTOSIHUA (IPyNIIBI 3200J1€BaHUIl HIH COCTOSTHHIA) 110
MexayHapOAHOH CTATHCTHYECKON KJIacCH(PUKAIMU
0oJ1e3Hed U NPodJIeM, CBA3AHHBIX CO 310POBbEM

Comnacio MKB10, 3aboneBanue oTHocuTcs K kiaccy IV, Oone3HsSIM 3HAOKPUHHON CHUCTEMBI,
pacCcTpONCTBY MUTAHUS U HapylleHUro oOmeHa BemiecTB, E74.0 - Goyie3HM HAKOIUICHHS TJIMKOTE€HA

(6omne3ub [lomme).



1.5 Knaccugpukanust 3a001€BaHust MM COCTOSTHUSA
(rpynnsl 32001€BAHUMA UJIA COCTOSTHUI)

BIl oTHOoCcUTCS K DJIIMKOr€HO3aM - TpyNIe pPeIKUX HacJIEACTBEHHbIX OOJe3He HapylleHus
MeTaboIM3Ma TIIMKOTeHA, CBSI3aHHBIX C M3MCHEHHUEM HECKOIbKHX (DEPMEHTOB, BOBJICUEHHBIX B CHHTE3
U pacraj rivkoreHa. KinmHudeckue mosiBICHUS OONE3HH CBSI3aHBI C MATOJIOTMYECKMM HAKOTUICHHUEM
IJIMKOT€HA U MPOIYKTOB €ro Meradonu3Ma B kieTkax. CeroiHs BbIACISIOT BOCEMb OCHOBHBIX THIIOB
mMKOTeH030B. bII otHOCHTCS K TiiMKoreno3y Il Thna - muKoreHo3y, CBI3aHHOMY C HEJIOCTATOYHOCTHIO
JU30COMHOM 0-1,4 TIIFOKO3Wa3bl, TPUBOAAIICH K N30BITOYHOMY HAKOTUICHHIO TITMKOT€HA HOPMAaJIbHOU

XUMHYECKOU CTPYKTYPhBI B CCpALC, CKCIICTHBIX MbIIIIAX, IICUCHHU, MO3IC.

Bcex nanmenToB ¢ bll, HE3aBUCMMO OT BpeMEHM Hadasia, OTIMYAET HEYKJIOHHO IMPOIPECCUPYIOIIUN
xapaktep TeueHus O6osesnu. [Ipogomkaromnieecss OTIOKEHUE TJIMKOTEHA B TKaHSIX-MUIIECHSAX HAapyIIaeT
uX (PyHKIHIO U, B KOHEYHOM WUTOTE, MIPUBOAUT K HEOOPATUMBIM CTPYKTYPHBIM MU3MEHEHUSIM TKaHEU U
rubenu OonbHOoro BII. BII xapakrepusyercss MOIMOpPraHHON Marojorvel, HO B 3aBUCHUMOCTH OT
BpeMeHU MaHU(ecTa 4acToTa BOBJICUEHHUS TEX WU MHBIX OPraHOB M CHUCTEM Takke OyIeT pa3HOM.
IToneiTkn kinaccudukanmm BII Mo naHHBIM JUTEpaTypbl B 3aBUCUMOCTH OT BO3pacTa Hadalja, C
BBIZICJICHUEM MJIQJICHYEeCKOM (POpMBI ¢ JeOIOTOM Ha TEPBOM TOAY KW3HHU (C TOIpa3aejeHueM Ha
PaHHIOIO, TIO3HIOI MIIaJeHYecKyro Gopmy, (opmy c/6e3 KapauOMUONATHH W T.II.), JETCKYIO,

IOBEHIJIBHYIO U B3pOCITYI0 ()OpMbI O0JI€3HU HE HAIUIM €IMHOYIITHON MOJACPKKHU CIIEIIUATIUCTOB.

C Y4€TOM COAMHOI'O ITaTOI'CHEC3a BH, BBIACIIAIOT TOJIBKO JIBa BAapWaHTa B 3aBUCHMOCTH OT BPCMCHH

Manudecta cumntomos [1,3,12]:

Mnanenueckas (uHdantuibHas) BIT (MbBII) manudectupytonias B nepuoj HOBOPOKIECHHOCTH HIIU

MiaaeHdeckom Bo3pacte u bl ¢ mozauum navanom (BIIITH).



1.6 Kianmanyeckas KApTHHA 3a§0J1eBaHnﬂ WA _
COCTOSTHUSA (IPyNINbI 3200/1I€BAHUM UJIM COCTOSIHUMN)

Ka}KI[aSI U3 BBIACJIICHHBIX (bOpM HMEET CBOM OCOOEHHOCTH KIIMHUKH, aJITOPUTMOB JHATHOCTHUKH H

TAKTHUKHU BCACHUA ITAIUCHTOB.

MBIl xapakrepusyercsi TSKEIbIM MPOTPECCUPYIOIIMM TEYEHHEM U OBICTPBIM  pa3BUTHEM
MOJIMOPTaHHOM MATOJOTUHU - MBIIIEYHOW TUIIOTOHUU U CIA0OCTH, CEpJCYHOM HEJOCTAaTOUYHOCTHIO B
pesyapTare THNepTPOPUUECKOW KapAUOMHUONATHHU, JbIXaTeIbHOM HEAOCTaTOYHOCThI0O Ha (OHE
crnaboct AuadparMbl M MEXpeOEpHBIX MBIIIL, HAPYIICHUSIMU NHUTaHUS (TPYOHOCTH TIpU
BCKapMJIMBaHUM) U3-3a CJIA00CTH JUIEBON MYCKYJIaTypbl U YBEITUUEHUS S3bIKA, YBEINUCHUEM MIEUCHH.
Cwmepte mpu MBII yamie Bcero HacTymaer Ha IMEPBOM TOAY JKU3HU OT CEPICYHO-IbIXATE€IbHOM

HEOAOCTAaTOYHOCTH.

BIIIIH omnuuaercs ot MBIl Oonee MATKMMH KIMHUYECKUMHU TPOSIBICHUSIMU M TEUECHUEM,
OTCYTCTBHEM IOJIMOPTraHHOW MAaTOJOrMM (MOpa)kKeHHe cepila KpailHe peako) U 0Oosee MO3THUMU
OCJIO)KHEHUSIMH CO CTOPOHBI JBIXAaTEIbHON CUCTEMBI B pe3yibraTe cladoCTH MBI auadparmMbl U
MexpeOepHoil MycKyaarypbl. OObBIYHO MHaIMEHThl MOTMOAIOT OT JbIXaTeJIbHOW HEAO0CTATOYHOCTH U
MH()EKIIMOHHBIX JIETOUHBIX OociokHeHU. Bpems rudenu manuentoB npu BIIITH 3aBucut ot Mmomenta
Hayasla U MOCJEYIOIIEro XapakTepa TeueHus: O0JIe3HU U MOXKET HACTYIUTh B JIETCTBE, IOHOIIECKOM,
B3pOCJIOM WJIM IPEKJIOHHOM Bo3pacte. bosiee moapoOHO KiIMHHMYECKas KapTHHA BBIAEICHHBIX (OpM

pPaccMOTpEHa HUXKE.
Kinunueckue nposiBinenus miiajieHueckoit popmel 6onesnu [lomme

Bo Bcex ciyuasix npu nono3penuu Ha MBII 00s13aTebHBIM SIBIIsIETCS YTOYHEHUE CEMEHHOTO aHaMHE3a
(BBISIBJICHHE paHHUX CMEpTEd B CeMbe, TMOENW JETel B paHHEM JETCKOM BO3pacTe, HEOOBIYHBIX
MBIILIEYHBIX MPOSABICHUNA, MHOIIATUH), C YYETOM pPa3BUTHUsI MOJMOPTraHHOM MATOJIOTHMU IO0Ka3aHO

pacHIMpeHHoe J1ad0paToOpHOE U HHCTPYMEHTAIBHOE 00CIIeJOBaHHE.

[lepBbie mpuszHaku u cumnToMbl MBII mosBisitores yxe Ha 2-3 mecsamnax xu3Hu. [Ipu ocmorpe Ha
NeMaTPUYECKOM NpHeMe O0OpalaeT BHUMAHUE MbILIIEUYHAs THUIOTOHUS M MPOrpecCUpyroas
MblIlIeyHasi ciaadboctsb. JIuo pebenka mpuodperaer XapakTepHbINH BUJ: POT MPUOTKPHIT, MOJIOCTh pTa
3aMoJIHEHA YBEIMYECHHBIM s3bIKOM (y 1/3 mianeHneB), MUMHUKa ociiabiena. Marh 4acTo »amyeTcs Ha
TO, YTO PEOECHOK CTall IJIOXO OpaTh IPyAb M OTCTAET B BeCE, OBICTPO yCTAeT MPU COCAHUH, IUIOXO
roraer. JlampHEWIIMH OCMOTp BBIABIAET IUIOTHOCTh MBIIIL, OOHApPYKUBAIOTCS MpPU3HAKU
JBIXaTeIbHOM M CEpACYHOM HEAOCTATOYHOCTHU: OJEIHOCTh KOXH, LEHTPAJIbHBIM W aKpOIMAHO3,
TUIEPTUApPO3, CTOHYLIEE JbIXaHWE, Y4YacTHUE BCIOMOIAaTEIbHON MYCKYJIAaTypbl B aKT€ JIbIXaHUS,
nedopmalysi TpyIHON KJIETKU IO THUIYy «CEpIEeYHOro rop0a», pacliupeHue rpaHul] OTHOCUTEIbHOU
CeplIeYHON TYMOCTH, OclabieHue mnepudepruueckor Myabcalluy, renaromeranus, nepudepudeckue
OTE€KH. AYCKYyIbTaTUBHO B JIETKHX »ECTKOE [bIXaHWE, YacTO - IMPOBOJHBIC XPHUIIbI, OCIa0lIeHue
JbIXaHUS CJIEBA, TAXUITHOD; TOHBI Cepla IyXue, CUCTOIMYECKUN 1IyM HaJ BCed 00JacThiO cepalla,
HapylLIeHUE pUTMa cepila (Taxukapaus, OpaJukapaus, KeayaoukoBas aputmus). /s kinaccuueckon

MBII xapakTepHO pa3BUTHE aTEIEKTA30B JErKUX y MJIAJICHIEB, B OCHOBHOM, - B HH>)KHEH JI0JI€ JIEBOTO



nerkoro. Ileuenp yBenwueHna. PeHTreHojormdyeckoe WCCIEIOBAHUE TPYIHONH KIETKU BBISBISACT

kapauomeranuio. [Ipu 6omnee noznuem nedrote MBII - B anamHe3e yacTble pecruparopHble HHPEKIINH.

HeBponornueckuii ocMOTp OOHApY>KMBACT BBIPAKEHHYIO 3a/I€PKKY (DU3MUECKOTO Pa3BUTHSI B BHJIEC
HapymieHus (GOPMUPOBAHUS MOTOPHBIX HABBIKOB: CHIDKEHA CIIOHTaHHas W TPOW3BOJIbHAsS
JBUTATeNIbHAsl aKTUBHOCTb, PEOCHOK HE JIEP>KUT TOJIOBY, HE MEPEBOPAYMBAETCA CaMOCTOSITENLHO, HE
cuauT. CrmaboCcTh MPOKCUMAIBHBIX MBI B TTOJIOKEHUH JIeKa TPHUIAeT peOeHKY XapakTepHYIO "To3y
JSATYIIKA", TIPU TOTIBITKE TIOJHATH €r0 32 PyKH rojioBa OTKHUAbIBaeTCsA Hazald. [Ipu yaepkanun pedeHka
Ha PyKe - TUIIMYHBIN BU]T "Bssioro pedenka". BoaMokHa nzduparenbHas runepTpodus U najbiaropHas
MJIOTHOCTH MBIIIL HUKHUX KOHEeUHOCTeN. CyXoxKuinbHbIe peieKCchl B J€OI0TE MOTYT ObITh COXPAHEHBI,
HO TI0 Mepe MporpeccupoBaHus 3adoneBanus yracawTt. B [lpunoxenuu I' 1 mpeacTaBieHbl OCHOBHBIC
cumnrombl MIIb [1,3,12,14]. locTaTOYHO YacTO K OMMCAHHBIM BBIIIE U3MEHEHUSM IMPUCOESAUHSIOTCS
Hecreur(uueckue HapylleHuss B BHJE OOIIEro HEJAOMOTaHHUs, pa3IpakUTEIbHOCTH peOeHKa,
MOBBIIICEHHON TOTIMBOCTH, PBOTHI M 3amopoB. PenkuMm, HO HACTOPAXKUBAIOIIUM MPHU3HAKOM
MOJTMOPTAHHOW TATOJIOTUW SIBJISIETCS CHWDKCHHE Cciyxa. B pesynbrare HapylieHus pe3opOnuu

CIIMHHOMO3TOBOM KHJIKOCTH Pa3BUBAETCS TUAPOIEhaHsl.
Knunnueckue nposisnenns 6onesnu [lomme ¢ mozagaum Havagom (BITTTH)

Mnanenueckas gopma BII ominyaeTcss OTHOCUTENBHON TOMOTE€HHOCTBHIO KIMHUYECKUX MPOSIBICHUM,
yero Henb3d ckazarb o BIIITH, uro cymecTBeHHO 3aTpyHAET AMATHOCTUKY 3TOW (POPMBI INTUKOTEHO3a
II Tuma. [Ipu omuHakoBOM maroreHe3e mulageHdecko u mo3nuen gopm bII knuHMYECKUi criekTp u
TSKECTh TIOPAKEHUsI PA3HBIX OPraHOB U CUCTEM 3aBUCAT OT Bo3pacTa nauueHnTa. [locie oTHocuTEnpHO
OnaronoflydHoro pa3Butus pedeHka B miajeHuecTBe, npu Hanuuuu BIIIIH, 3aboneBanue Moxer
MaHudecTupoBath B J000M Bo3pacte. HezaBucumo ot Bpemenu Hawana BIIIIH, y nereit wnum
B3pOCIIbIX, 3a00JieBaHME HOCUT HEYKJIOHHO MPOrpecCUpPYIOUIN XapakTep, a BBIPAXKEHHOCTb

MBIIIEYHBIX U UHBIX MPOSIBICHUN MOT'YT HE KOPPEJIUPOBATh C TEMIIOM MPOrPEeCCUPOBaHUS OOJIE3HU.

[Tpu manudecte BIIITH B neTckom Bo3pacte, HO TOCIE MEPBOTO Toja KU3HU (MHOTAA B JINTEPAType
oty ¢opmy BIIIIH Ha3pIBalOT IOBEHWJIBHOHM, JIS TOTO, YTOOBI TOAYEPKHYTh, 4YTO OOJE3HBb
MaHu(decTrpoBajga B JETCTBE, HO MOCJE MEPBOro rojia KU3HU), OOHAPYKUBAETCS MHUOIMATUYECKUM
CUHApPOM, yMepeHHas opraHomeranus. HaOmromaercs 3amepxkka (HOpMHUpPOBAHUS ABUTATEIBHBIX
HaBBIKOB. BoBiiedeHHME B MATOJIOTMYECKUN MPOIECC CEPAECYHOW MBIIIIBI BapuadENIbHO, Yalle
pa3BUBAETCs JIbIXaTeJIbHAsI HEAOCTATOYHOCTh B PE3yibTare ciaabocTu AuapparMbl U MEKpPEOESpPHBIX

MOBIIIIII.

[Tpu ocmotpe naruenta ¢ BIIIIH ¢ ne6ioToM B 1eTCKOM BO3pacTe OTMEUEHbBI KIMHUYECKHE CUMITTOMBI
(ITpunoxxenue 12), mpencTaBlI€HHOCTh KOTOPBIX MOXKET YMEHbILATHCA C BO3PACTOM pedeHKa, 3a

HCKJIFOUEHHUEM MOPAKEHUS CKEJIETHOM U JIbIXaTeIbHOU MycKyaaTypsl [1, 15,16].

Cnenyer ormetuth, uto npu BII ¢ gebiotom B gerckoM Bo3pacte B 95% ciydaeB oTMmeyaeTcs
YMEPEHHOE TMOBBIIICHHE YpOBHs cbiBOpoTouHOU kpearnnkuHasbl (KK) (B 2-10 pa3), a 3HauuTenbHOE
noBeimenue (2000 En/J1 u Beime) xapakrepHo miasi MBI [lo ganHBIM JuTeparypbl aKTUBHOCTH
ceiBopoTouHoit KK o6parno mponopuuonansHa Bospacty (p = -0,71, p <0,001), miurenbHOCTH
6omnesnu ( p =-0,45, p <0,001) u Hanuuuto arpodun meimil ( p = -0,53, p <0,001)[15].



PomuTenn wacTto HEmpaBWIIBHO OIICHUBAIOT COCTOSHUE peOeHKa, cuuTas ero '"JeHUBBIM" U He
oOpamatroTcss K cnenuaiucty. B mocimeayromeMm y peOeHKa pa3BUBAeTCsl HapyLIEHUE OCAaHKH,
MOSIBJISIETCS TUIIEPIIOPI03, CKOJINO03, TOXO/IKA CTAHOBUTCS BIIEPEBAIKY (yTHHAS MOXO/AKa). MBI HOT U
TA30BOTrO TOsica MOpa)KaroTCs OOJbLIEe, YeM MBILIIbI TUIEYEBOro nosica. Y JeTed 4acTo pa3BUBAETCS
peruoHapHasi TMCEeBIOTUNEPTPO(US MBI CHUHBI, a TAKXKE CHUMIITOMBI PUTHIHOTO TMO3BOHOYHUKA.
[IporpeccupoBanue 00JIe3HU MPUBOJUT K HAPYIICHUSAM JbIXaHUS, 4alle BCEro B (OpME HOUHBIX
TUMOBEHTHIALINMA, YaCThIX MPOCTYAHBIX 3a00JI€BaHUN U aCTIMPAIMOHHON THEBMOHUH. PeGeHOK MOXKeT
NPEIbSABIATh JKalOOBl HAa TOJIOBHYIO OOJb, B TIOBEICHWU OTMEYAeTCS OBbICTpas yTOMIISIEMOCTh W
CHM)KCHHE YCTOMYMBOCTH K IMPUBBIYHBIM Harpys3kaM, B OCHOBHOM, - K O€ry W APYyrMM aKTHBHBIM
urpam. CnabocTb MUMHUYECKHX MBI, YMEPEHHBIM NTO3 (4acTO aCUMMETPUYHBINA) YBEIMYECHUE
S3bIKa, CHIDKCHHME CYXOXKWIBHBIX Pe(IeKcOB U OCTEONEHUS TaKKE JOJDKHBI HACTOPOXKUTH B IUIAHE
Hanuuusi 'y pedenka BIIIH. VY npereit, B ormmuue or muanenues, npu BIINIH kapauomuonarus
BCTPEUAETCS 3HAUYUTEIBHO PeXe U MPAKTUUECKU HUKOTTIA 3a00JIeBaHNE HE MPOSIBIISIETCS TATOJIOTHEH co

CTOPOHBI CeplIa.

BIIITH xapakTtepusyercs TIe€T€pOr€HHOCThIO KIMHUYECKUX MPOSIBICHUM, pPAa3HBIM BO3PAaCTOM
MOSIBJIEHUS TEPBBIX OYEBUAHBIX IMPU3HAKOB M CUMIITOMOB, Pa3HOM CKOPOCTBIO IMPOTPECCUPOBAHUS
00JI€3HN U BBIPAXKEHHOCTHIO CIa00CTH MBI, [Ipy ogMHAKOBOM T€HOTHIIE BpeMsi Hauaja OOJe3HU

MOKCT OTIIMYATBCA HAa ACCATUIICTUA U PA3JIMIATHCA IO BCCM IIEPCHNCIICHHBIM BbIIIC ITPOSABJIICHUAM.

PerpocniektuBHBIN aHanmm3 xano0 mamueHToB ¢ BIIIIH mokaszan, 4ro mepBble TPOSBICHUS WU
MpU3HAKU OOJIE3HHM, KOTOPBIE CYOBEKTHBHO HE pPacCMaTPUBAJIWCh MAIMEHTOM KaK OTKJIOHEHHE OT
HOpMBI, B 77% cily4aeB KacajaucCh TPYAHOCTEH MPHU 3aHATUAX CIOPTOM (MALMEHTHI IJI0X0 Oerajiu, He
MOTJIU TIOATSAHYThCS Ha TypHHKE), 28% OBICTPO ycTaBaiu MpHU Xoas0e 1o JiecTHute, 20% UCIBITHIBATIN
3aTpyaHEHUs TIPH BCTaBaHUHM ¢ HU3KOTO CTyJa, 17% ycrtaBanu npu 00bdHON X0ap0e u 11% He Mormm

BCTaTh U3 MOJIOKEHUS Jie)Ka Ha CIIMHE 0e3 oMol pyk [6,17-23].

Taxum oOpazom, rpu noAo3peHnn Ha 6ose3Hb [lomme y B3pocioro namnreHTa He0OXOIUMO JIE€TAIbHO

BBISICHUTH OCOOCHHOCTH ABUTATCIIBHOIO Pa3BUTHUA B ACTCKOM M IOHOIICCKOM BO3PACTC.

CnabocTh MBI SBJISIETCS OCHOBHOM kano0oil y B3pocibix mauueHtoB BIIITH. CnaGocts wmbimiig
KOHEYHOCTEH SBISICTCS OCHOBHOM >kaymoOoi manmeHToB ¢ BIITIH, o6Hapyx)uBaemoit B 93% cioydaeB
[22-23]. Tlo marTepHy pacmpeiesieHuss MBIIICYHON CIa0OCTH OTMEYAeTCsl HECKOJIbKO MEHbIIas
BapuabEIbHOCTh MEXAY MalueHTaMHu. B OOJbIIMHCTBE CilydaeB MakCHMalibHas cIa0OCTh KacaeTrcs
MapacnyHaIbHBIX MBI U MBI MEPEIHEN CTEHKU KMBOTA, MBIIIL TPOKCUMAJIBHBIX OT/IEJIOB HOT U
MBI TIe4eBoro nosica. CnaboCcTh MPOKCUMANIBHBIX OTAENIOB Mpeo0ianaeT HaJl CHUKCHUEM CHIIBI B
IUCTANBbHBIX MBIIIAX (ecnu TakoBas HaOmiomaercs). bonee toro, B ciayyae oOHapykeHUs: cnabocTu
MBIIIII KOHEYHOCTEHW M €€ OLIEHKU 4epe3 Toj MOcie MEePBOr0 0OCMOTpa MalKMEHTa, MPOrpeccupyroiiee
CHW)KCHHME MBIIIEYHON CHJIbI OTMEUEHO OOJIbIIe AJisi HOT, YeM JJiA pyK. B cpegHem, cuiia MbIIII] HOT
nanaet Ha 7,1%, a pyk - Ha 4% [22-23]. [lo xapakTepy pacrpeneiaeHuss MbIIIEYHON cIab0CTH pa3HbIe
aBTOPBI OTMEUAIOTCS CIEAYIOIINE 3aKOHOMEpHOCTU. OnucaHo Oousblliee CUMMETPUYHOE BOBJICUEHUE
OTBOJSIIMUX MBI Oefep U SIrOAWIl MPU OTHOCUTEIBLHOM COXpPaHHOCTH MBI crubdaresneil Oexapa,
OTHOCHUTEJIbHAS COXPAHHOCTH MBIIII] Oe/iep MO CPAaBHEHUIO C MBIIIIIAMHU Ta30BOTO MOsACA U CIa00CThIO

MBIIII] paSFH6aTCHeﬁ 6ez:pa. Ha PaHHUX CTAOUAX 00e3HN U3MEHECHHUS B MbIIIAax MOT'YT IPOSABIIATHCS



TOJIBKO ITOXOJKOW BIIEPEBAJIKY IO THUILy "YTMHOW MOXOAKHU" € THUIIEPIOPA030M IMOSICHUYHOIO OTHENA.
CnabocTh MBIIII IJIEYEBOTO IMOsiCa 4Yalle BCEro OOHAPYKMBAETCS NPU TECTUPOBAHUU U HOCHUT
mupQy3Hbil xapaktep. IlanueHTsl MOryT He NpenbsABIATH Kalo0 HAa H3MEHEHUE CHJIbI MBI
NpeaIUIeYnii U KUCTU JaKe Ha JaJeKo 3alleIIUX CTaausX OoJIe3HH, KOorja MpHU3HAKW MEepBUYHO-
MBIILIEYHOTO MOPaXEHUsI 10 THUILY "MUONATHM MOSACOB' CTAHOBATCA OYEBUAHBIMU. /[0CTATOUHO yacTo
cnabocTh U U3MeHeHue oobema (arpoduu) MBI IEYEBOTO MOsICa MOTYT ObITh aCUMMETPUYHBIMU,
YTO MOXKET IPOSIBIATHCS B OTCTABAHUU JIONATKHU OT TPYJHON KIETKHU (KPbUIOBUAHOM JIONATKH) TOIBKO C

OJIHOﬁ CTOPOHBI NI 3HAYUTEIIbHON ACUMMCTpPHUHU JAHHOI'0O CUMIITOMA.

Kak y»xe roBopuioch BbIllI€, NapaCOMHAIBHBIE MBIIILIBI U MBIIILbI NEPEIHEN CTEHKH KUBOTAa MOTYT
nmopakaTbCsl Ha cambIx paHHUX ctaauax BIIITH, 9To mpuBOaUT K OBICTPOM YTOMIIIEMOCTH, CHUYKEHUIO
NEPEHOCUMOCTH CTaHJAPTHBIX HArpy30K Kak Ha PAaHHMX, TaK U Pa3BEpHYTHIX CTaAUsAX OOJE3HU.
BaxxnbIM siBsieTcsi oOHapyKeHHE HapyILEeHUs AbIXaTeIbHON (PYHKIMM BCIEACTBUE CIA0OCTH MBIIII]
muadparMel U MexpeOepubix Mbi. J{o 1/3 B3pocnbix nmamuentos ¢ BIIITH umeror Hapymenus co

CTOPOHBI HLIX&TGHBHOfI CHUCTEMBI.

IIpn ocMOTpe peKOMEHAYETCS TECTUPOBAHME MBIIIIL] Pa3HBIX IPYNIT C BBITIOJIHEHUEM IIPOCTHIX 3aJaHUU
(ITpunoxxenue I' 3), mo pesyabraraM KOTOPHIX MOXKHO CO 3HAYUTEIHHOW BEPOSTHOCTHIO 00OCHOBATH

HEOOXOIMMOCTH 00ciieioBanus nanyenTta Ha Haiauaue BITITH.



2. Jlmarnocruka 3a00J1eBaHUsI UJIM COCTOSTHUS
(rpynnsl 320071€eBAHAMA UJIH COCTOSTHUI) MeAUIIMHCKHE
MOKA3aHUS U MPOTUBONMOKA3AHUSA K IPUMEHECHUIO
METOA0B JMATHOCTHUKM

I[I/IaFHOB bII YCTAaHABJINBACTCA HA OCHOBAHWUN COBOKYITHOCTU!

AHAMHCCTHUYCCKUX JaHHbIX, KIMHHUYCCKHX HOaHHBIX, PC3YJILTATOB J1a60paT0pH0ro HCCICA0OBaHUA

(OMOXMMHUYECKOTO W MOJICKYJISIPHO-TEHETUYECKOTO aHAIN3a).



2.1 /Kaa100bI 1 aHAMHE3

IIpu cbope anamueza u 24#anob pekoMeHO08aHO 0Opamums 6HUMAHUE HA Ccledyloujue Hcaioowvl u

anammecmuyeckue cooblmus:
B nrobom 6ospacme

* OMA2OUEHHDBIL CeMelHbl AaHaAMHe3 (CXOOHble Cyuau 3a001e8aHus y pOOHbIX Opamves u cecmep);
o ONU3KOPOOCMBEHHDBIU OPAK.

Mnaoenywl nepsvix mecsayee xrusznu

* 300epiHCcKA NCUXOMOMOPHO20 PA3GUMUSL;

o Gs10€ cocanue, nioxas npubasKka 6 sece;

o OPIOWHOU MUN ObIXAHUSL,

e 00bIUIKA,

o yGenUUeHUe PAZMEPOs A3bIKA (MAKPORILOCCUSL),

o NPOCPeCCUPyIOUUL XapaKmep medeHus.
[na 0oemeii cmapuwiezo gospacma

o Maxukapous;

o OHEBHAsl COHIUBOCTND,

o YMOMISEMOCMb,

o yacmole npocmyonwvle 3a001e6aHUsL;

o MbluleuHas c1abocmsy,

o mMpyoHOCMU NPU NOOBEeMe NO JleCMHUYe;

o HENnepeHOCUMOCMb PUUUECKUX HACPY3OK,
* U3MEHeHUe NOXOOKU,

o ampo@us mviuiy KOHeuHOCmell.
[[ns1 noopocmros u 83pocivix

o ympeHHss 20/106HA OOTb;

o Maxukapousi;

o YMOMIAEMOCHb,

o MblUleuHas c1adbocmy,

o npocpeccupylowull xapaxmep meyeHus;

o ampous mviiy,

e mMpyoHOCMU NPU NOOBEeMeE NO JleCmHUYe;

o HEeNnepeHoOCUMOCmb PU3UUECKUX HASPY3OK,

e U3MEHeHUe NOXOOKU.

JKanobwvl u anammues maxdice onucamnvl 8pa3()€ﬂ€ (KIUHUYECKAA KapmuHay.



2.2 Ou3uKaJbHOE 00CTeI0BAHUE

IIpu ocmompe neobxo0umo obpamums 6HUMAHUE HA OCHOBHbIe husuxanbHvle npossieHus bII:
Mnaoenywvl nepsvix mecayes dHcusnu

* CUMNMOMOKOMNIEKC «BA]1020 p€6€HKCl)),'
L 3a()ep9fcm NCUXOMOMOPHO20 pA36UMUAL,
® 2UNOMUMUA,

® MAKpoO2IoCCUs,

o HapyuieHue pumma ObIXAHUAL.
Ilemu, noopocmxu, 83pocivie

e npocpeccupyrowas MulUledHds clabocms ¢ NpeuMyuecCmeeHHbiM NOPaAdCeHUeM NPOKCUMATbHBIX
omoenos;

o CHUDICEHUEe MOMOPHOU AKMUBHOCMU,

o CHUDICEHUE CYXONCUTbHBIX PepeKcos;

o nonoxcumenvhvie npuemsl 1 oeepca;

o Muonamuyeckas noxooKd,

o Cc1abocms Mbludy nepeorell CMeHKU HCUsoma,

o cnabocmsb NaApaAcCNUHAILHBLIX MblY (10PO03, KUGhO3, CKOIUO3),

o C1AOOCMb A200UUHBIX MbIUY U MPYOHOCMb YOEPHCAHUSL PABHOBECUs NPU BCIMABAHUU

* COXPAHHOCMb CUbL YeMbIPEeXeLABbIX MblUUY NPU CA1ADOCMU MUY OPYeUX OMOEN08

e crnabocms ccubamenen weu,

o crabocms ouagpazmul, 00bIUKA,

o C1abocmsb MblY A3bIKA,

e C1aO0CmMb MUMUYECKUX Mblilly, 0Cco0enHo aACuUMMempudHas,

I1o0pobHO Oannble PusuKaILHO20 00CIE008AHUS ONUCAHBL 8 PA30eLe KKIUHUYECKAS. KADMUHAY.



2.3 J1abopaTopHbIe JMATHOCTHYECKHE MCCIeI0BAHUS

° PEKOMeHIlyeTCﬂ C NOCJIbIO TOATBCPIKACHHA OMArdHo3a BCCM IIalMUCHTaAM C KIIMHUYCCKHUMHA

cuMmIiromaM xapakrepabimu 1t bIT onpenenenne akruBHocty KAI [15,24].
VYpoBeHB T0CTOBEPHOCTH JOKA3aTENbCTB — 5 (YPOBEHb yoenuTenbHOCTH pekoMeHnanui C).

KommenTapwuii: Axmusnocme KAI'  mooxcno  onpedensimv 6  paziuumwblx — Ouomamepuanax
(Kynomueupyemvix pubpoobracmax, mviueuHom ouonmame, nepughepuieckux aumgpoyumax u op.), Ho
8 Hacmosuee pems ONMUMAIbHLIM A811emcs onpedeienue akmuehocmu KA 6 namuax evicyuieHnou
KpOBU C NOMOWbIO MAHOEMHOU MACC-CNEeKMpOMempuy. Dmom mecm codemaem 6 cebe GblCOKYIO
YYBCMBUMENbHOCIb C NPOCHMOMOU  BbINOJIHEHUS. U B803MONCHOCMbIO NPUMEHAMb OJisl CKPUHUH2A
bonvuoco wucna nayuenmos. Onpedenenue axkmuswocmu KA ¢ CIIK sensemcs onmumanvbHbim
CKPUHUH2OBLIM MECMOM, «30]I0MbIM CIAHOAPTIOM», NO3BOJIAIOUUM MATOUHBAZUBHO, OLICIPO U MOUHO

onpeodenums depuyum axmusHOCmu hepmeHma.

YV nayuenmos ¢ BII sviaensiom 3uauumenvhoe cHudicenue axmueHocmu gepmenma (menee 10% om
Hopmol). OOHAKO, HEOOXOOUMO C OCMOPOICHOCMbIO OMHOCUMC K UHMEPNpemayuu pesyivmanos
OUOXUMUYECKO20 MEeCTNUPOBAHUsL, NOCKOIbKY ONUCAHbL ALLeNU NCe80OHEO0CAMOYHOCIU, KOMOpPble
MO2Ym 6IUAMb HA AKMUSHOCMb epmenma in vitro. Ilo pexomenoayusim mexcoyHapooHoll epynnvl
9KCnepmos, 0t noomeepocoenus: ouacnosa BI1 nocne vlsasienus CHUMCeHUs. aKMUSHOCMU (epmenma
8 0bpazye Kposu, HeobX00UMO NPosecmu NOBMOPHOE onpeodeieHue aKkmueHOCmuy hepmenma 6 Opy2om
obpasye buomamepuana (NPeonoOYMuUmMenbHO MulULeYHAsE MKAHb, KYIbMYPa KONCHbIX hudbpobiacmos)

unu noomeepoums buoxumudeckui ouacnoz memooamu J{HK-ouaecnocmuxku.

o PexomeHnayercsi BCeM MalMEHTaM CO CHUIKEHHOUW akTUBHOCThIO KAI' mpoBenaeHne MOJIEKYIsIpHO-
T€HETUYECKOro aHanu3a reHa GAA, ¢ uenbto noaTrBepkaeHus auarHo3a BII Ha monekynsipHO-
TEHETUYECKOM YPOBHE, BO3MOXKHOCTH IMPOBEICHUM NPEHATAIBHOM M MPEUMIUIAHTAMOHHOU

JIMarHOCTUKH B ceMmbe [15,24].
VYpoBeHB T0CTOBEPHOCTH JJOKA3aTENbCTB — 5 (YPOBEHb yoenuTenbHOCTH pekoMeHaanui C).

KommenTapmii: borvwuncmeo nayuenmos A6nsa0mcs KOMNAayHO-2emepo3ueomamu (m.e. Hecym o0ge
pasivle namocernvle mymayuu cena GAA). I[lockonvky 6 cene GAA onucamo Oonvuioe 4ucio
VHUKANbHLIX MYMayuil, HOAUMOPPUIMOE U 3AMEH HEeSACHOU 3HAYUMOCIU, MO2SYM B03HUKHYMb
MpPYOHOCMU NPU BbLAGIEHUU PAHee He ONUCAHHBIX USMEHEeHUUl HYKI1eOMUOHOU NOC1e008amenbHOCmu
[2]. Mymayuu cena GAA, npueodswue x pazeumuio bBII, moeym Ovimb 6viAGIeHbl Npu
UCCTIe008AHUAX MEMOOAMU CEKBEHUPOBAHUSL HOB020 NOKONEHUS (AHANU3 DK30MA, 2eHOMA, MAP2emHO20

CeKBEHUPOBAHUSI).

Memoovl monexynsapHo-cenemuuecko2o anaiusa Mo2ym Ovlms noie3usl 8 Kaiecmee 0ONOIHUMENbHO20
mecma npu noomeepxcoarowei ouacHocmuxe bII, eciu Hedocmynen Ouonoeuueckuu mamepuan

npobanoa, a makice 0 NPeHamalbHOU U NPEUMNIAHMAYUOHHOU OUACHOCIUKU.

o Pexomenayercsi Bcem manueHtam ¢ BII mpoBeneHne OMOXMMHUYECKOTO OOIIETEParieBTHUECKOTO

aHanM3a KpOBH C OINPEIECICHHEM YPOBHS ChIBOpOTOUHOM KpeatuHpochokuHazpl (KOK),



nakrataeruaporenassl (JIJI'), amanmnamunorpancdepassl (AJIT), acmapratamuHoTrpancdepassi
(ACT), ¢ nenbto BBIABICHUS MOPAXEHUSI MBIIIEYHON TKaHW (Ha MOMEHT MOCTaHOBKHM JIMarHos3a u

€CJIM He MPOBOMIIOCH B MpeiiecTByomue 6 mecsues) [15].
VYpoBeHb J10CTOBEPHOCTH JJOKa3aTeabCTB — 5 (YpoBeHb yoeauTeabHocTH pekomenaanuii C).

KommenTapwii: /Ipu BII ¢ oebromom 6 demckom o3pacme 6 95% ciyuaes ommeuaemcs ymepeHHoe
nogwvluieHue ypoeus cvigopomounoi K@K (s 2-10 pas), a swauumenvroe nosviuienue (2000 EO/JI u
sviuie) xapakmepro onsi MBII. Ilo oannvim aumepamypul akmusnocms coleopomoynoi KOK obpamno
nponopyuonanvra eospacmy (p = -0,71, p <0,001), orumenvnocmu donesnu (p = -0,45, p <0,001) u
Hanuyuio ampoguu moviwy (p = -0,53, p <0,001). AJIT u ACT — hepmenmol, Komopvle akmueHwvl 80
8cex KIemKax opeanu3ma, Ho Oonvue 8ce20 ux 8 cepoye, neweHu, noukax u mvlumyax. Xapakmeproe
onst BII napywenue pabomul neueHOUHOU U MbIUEYHOU MKAHU NPUBOOUM K NOBLIUUEHUIO AKIMUBHOCTIU
«neueHouHbvlx epmenmosy 6 cvigopomke kposu. ACT — 6bonee ungopmamusHwvili Mapkep, Hexcenu
AJIT. YV nayuenmos ¢ unganmunvrou ¢gpopmotl 6onesnu akmusiocmo ACT 6 3-10 pasz npesviuwaem
nopmy, AJIT eapvupyem om nopmul 00 npesviwienuss 6 2-7 pas. Ilpu BIII]] akmusnocms AJIT

nosviuena 6 94% u ACT - 6 95% cayuaes

o Pexomenayercs BceM nanuentaMm ¢ BII nmpoBenenne o0uiero (KIMHUYECKOrO) aHaIU3a KPOBH IS
OLICHKM OCHOBHBIX [apaMETPOB KPOBETBOPEHMSI U BBISIBICHHUS BO3MOXKHBIX HMH(PEKIMOHHBIX

MPOLIECCOB (€Cu HE MPOBOJIMIIOCH B IpEAIIeCTBYOMME 2 Mecsna) [6,15].
VYpoBEHB JJOCTOBEPHOCTH JIOKA3aTENLCTB — 5 (YpOBeHb yOenuTensHocTr pekomeHaanuii C).

KomMmeHnTapuu: 6 ceia3u ¢ 6bicokuM puckom paseumus UHMepKYPEeHMHbIX UHDeKYull, ACNUpayuoHHOU
nnesmonuu y nayuenmos ¢ bII pekomenoyemcs npogedenue 0aHH020 UCCLe008anus He pexce 6 pas 6

200.

o Pexomenayercsi Bcem marnuentam ¢ bIl uccnemoBanme ypoBHST N-TepMHHAIBHOTO (pparmeHTa
HaTpuilypetnueckoro mnponentuaa Mo3roBoro (NT-proBNP) B kpoBu ¢ 11€JIbI0 BBISIBICHUS
TUuc(yHKIMKA MHOKapja, CEpIeYHOM HEIOCTATOYHOCTU (HE MO3/1HEe 3 MecsleB OT MOMEHTa
MMOCTAaHOBKM JuarHo3a (mamueHtaMm a0 | roma) wiam HEe mo3aHee 6 MECsIeB IMOCie MEepBOro roaa
KU3HM) [25, 26].

VYpoBeHb 10CTOBEPHOCTHU JOKA3aTeNbCTB — 4 (ypOBEHb yoenuTenbHOCTH pekoMeHnanui C).

KommenTapuu: yposenv namputiypemuueckoco nenmuoa OObIYHO 3HAYUMENLHO NOBLIUEH Y
nayuenmos ¢ MBII, nockonbky smo eaxcHeuwiutl OuoMapkep NOpadceHus cepoyd, 6 YaACMHOCMU
3HAUUMENLHO NOBLIUAIOWUICA NPU PA3BUBULENICSI CEPOCYHOU HeOOCMAMOYHOCMU U OUCPHYHKYUU

npasozo HcenyoouKa.



2.4 UucTpyMeHTA/IbHbIC JUATHOCTHYCCKUE
UCccJIe0BAHUSA

llepeuucnennvie  KIUHUKO-UHCMPYMEHMATIbHbIE — MemOoObl  UCCLe008AHUSL  HeoOX00uMvl O
OuacHoCmuku u ou@@epeHyuanbHol OUAZHOCMUKU MUONAMUYECKUX CUHOPOMOS, BKIIOUds Oemell 8

so3pacme 0o 1 2ooa.

o PexoMeHayercsi npoBeleHHE CTUMYJSILIMOHHOW H wrojgpdaroii OHMI' BcemM mnamuweHTam ¢
nono3perreM Ha BII ¢ menpio nuddepeHnnaIbHON AUATHOCTUKHA C APYTUMHU 3a00JICBaHUSAMU H

BBISIBIICHUS CTENIEHU NMEPBUYHO-MBIIIIEUHOTO nopaxeHus ripu bII [15,27].
YpoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5 (YpOBEHb yoenuTenbHOCTH pekoMeHaaruii C).

KomMeHTapuu: oannvie memoowvl nozsonaiom ouggepenyuposame BII om 3abonesanutl, c8sa3aHHbIX

Hapyuienuem QyHKYuu 08UcamenbHblX 860J10KOH Nepu@deputecKux u HepeHO-MblULeYHOU nepeoayl.

o PexomenmgoBano nposenenue aekTpokapanorpadum (OKI') u sxoxkapauorpaduu (Oxo-KI') cepana
BceM mnamueHtam ¢ bBII ¢ nenbio BbIsIBIEHUS TMOpakeHUA cepaua (eciau He IPOBOAMUIOCH

MIpEeANIeCTBYONNE 6 MeCIeB) U Kaxasie 7-14 nHel B mepsbie 12-24 Henmenu npu HazHaueHUH D3T
[6,15,27].

VYpoBeHb 10CTOBEPHOCTHU JJOKA3aTENbCTB — 5 (YPOBEHb yOoequTenbHOCTH pekoMeHnauuii C).

KOMMCHTapI/II/I: ﬂCZHHble Memoowl ucc1e008aHus nos3eoJjiAArom 6blA6UMb KClde/IOMBZCUZI/HO,

2unepmpoguio MUokapoa u HapyueHus pumma cepoya.

o PexomengoBano Bcem marmentaM ¢ bIl mpoBenenue peHTreHorpadun opraHoB TpyIHON KIETKH,
KapJIMOpeCIMpaToOpHOTO MOHUTOPUHTA, OICHKU (PYHKIMU BHEIIHETO IBbIXaHUS JJISl BBISBICHHUS
CTENEHH MOpaXKeHHsI OPOHXO-JIETOUHON CUCTEMBI (€CIM HE IPOBOAMIIACK MTOcienHue 12 MecsueB) u

MyJIbC-OKCUMETPUH, KartHoTrpaduu (ecau He MpoBOAMIIachk ocieaaue 6 mecsies) [6,15,27].
VYpoBeHb 10CTOBEPHOCTH JOKA3aTENbCTB — 5 (YPOBEHb yOoenuTenbHOCTH pekoMenauuii C).

KOMMeHTapI/ll/I: OU€HKa d)yHKZ/;MM BHeUHe20 ObIXaHUs 00s13amellbHA 8 NONONCeHUU CMOS U JIeXCd — C

onpedeﬂeHueM PA3HUYbL 8 NOKA3AMETIAX.

o Pexomenayercsi Y3U opranoB OpromHOW MosocTH BceM manueHTaM ¢ BII ¢ menbro BIIBICHUS
M3MEHEHUW pPa3MepoB M CTPYKTYpbl MEUYEHH €CJIM HE MNPOBOJUIOCH MOCIEIHHE 6 MECsIEB)
[6,15,27].

VYpoBeHb T0CTOBEPHOCTH peKOMEHAAIMN — S5 (YypOBEeHb YOeIUTEIbHOCTH qoKa3aTreabCTB C).

KommenTapuu: 6 omauuuu om opyaux enukoeenosos npu bll nabniooaemcs ymepennoe ygenudenue

pasmepoes nedeHu.

° PCKOMEHIIYIOTCH 00s13aTeNILHBIC CKECTOAHBIC 06CJI€IIOBaHI/IH MHHepaHBHOﬁ IUNIOTHOCTU KOCTEH y

ranueHToB ¢ bII 11 cBOEBpeEMEHHON KOPPEKLUU MOJIy4aeMOr0 JIEYEHHUs 110 IIOBOAY OCTEOIICHUH U



ocreornoposa. [6,15,27].
VYpoBeHb 10CTOBEPHOCTHU JOKA3aTENbCTB — 5 (YPOBEHb yoeauTenbHOCTH pekoMenanui C).

Kommenrapuu: [layuenmor u unenvt cemvu 00NHCHbI ObIMb UHGOPMUPOBAHBL O BCEX NOCTEOCNBUSX

HeaoeKk8amHo2c0 OMHOULEHUS] K I’lp06]l€M€ ocmeonoposda.

o Pexomenayercs mannentam c¢ BII aymuonornueckoe obcneqoBanne (TOHAIbHAS ayIUOMETPHs) TIPU
NEPBUYHOM OCMOTpE U Jajnee He pexe 1 pa3a B 3 roja ¢ LENbI0 PAHHETO BBIABICHUS HAPYLIEHUN
ciyxa [6,15,27].

VYpoBeHb 10CTOBEPHOCTH JJOKa3aTeIbCTB — 5 (YpOBEeHb yoeauTeabHOCTH pekomenaanuii C).

o Pexomenayercs Bcem nanuentam ¢ nozaueit BIITTH npoBeaenue 6-tu MUHYTHOTO TECTa € X000
JUTSI OLIEHKHU BBIHOCTUBOCTHU (KOHTpoJb 3¢ dexktuBHocTH D3T) (ecnu He MpoBOAMIICS TOCIETHUE 6

Mmec.) (Ipunoxenune I'8) [17].
YpoBeHb yOeqUTEJIbHOCTH A0KA3aTENbCTB A (YPOBEHb 10CTOBEPHOCTH peKoMeHaauuu — 1)

° PeKOMeHIlyeTCﬂ BCCM IIallMCHTaM C bII IMPOBCACHUC aHAJIM3 KAUYCCTBA JKU3HU MMAIIUCHTOB COITIACHO

ornienke Onpocuuk SF-36 (ecim He mpoBoamics nocaeanue 6 mec.) (Ilpunoxenune I'9) [27,35].

YpoBeHb yOeAUTEIbHOCTH I0KA3aTEeIbCTB A (YPOBEHD 10CTOBEPHOCTH peKoMeHaauum — 1)



2.5 Uuple TMArHOCTHYECKHE MCCJIeIOBAHNSA

Cnoocnocmo  ouacnocmuku BIIIIH onpedensemca omcymcemeuem chneyupuueckux KiuHu4ecKux
CUMNMOMO8G, ~ XAPAKMEPHLIX 0N OONLUWMUHCIMBA — HEPBHO-MblULeUHbIX — OONe3Hel, a  makoice

pa3H006pa3ueM ux covemanust, 6pemMenem NoAGJIEeHUS U MAJNCECMU 6 npoyecce pa3euniusl oonesnu.

Hugppepenyuanvnan ouacnocmuxa MBIl nposooumcs co 6cemu 3a601e8aHUAMU, OCHOBHBIM
KIUHUYECKUM NPOsGIeHUeM KOMOPLIX SBNAEmcs CUHOpOM 651020 pebenka. llepeuenvb 0CHOBHBIX

3abonesanutl 6xo0suull 8 ouggepenyuanvuviil ouazsros npu BITHIT npeocmaenen 6 [punosicenue I 4.



3. Jleyenue, BKJIKYAST MeTUKAMEHTO3HYIO U
HeMeIUKAMEHTO3HYI0 Tepalluu, TUeTOTEPAIHUIO,
00e300/1MBaHNe, MEIUIIMHCKHE NTOKA3aHUA U
IPOTHBONOKA3AHUA K IPMMEHEHUIO METO/I0B JIeYeHHU S

Jleuenne BII Bxirodaer kak mnaroreHernyeckoe jeueHue HaszHaueHne @O3T, Tak U mpoBeneHue
CUMIITOMaTU4eCKOW Tepanuu. Benenue nmanueHtoB ¢ BII  mpeamonaraer mMynbsTHAMCUHUIIIIMHAPHBIN
NOAX0J € 0O0s3aTeNIbHBIM yYacTUEM HEBPOJIOTOB (OCOOEHHO, HEPBHO-MBIIIECYHBIX CIELMAIUCTOB),
T€HETUKOB, KapJUOJIOroB, IMyJbMOHOJIOIOB, FACTPOIHTEPOIOroB, (PU3HOTEPANIeBTOB U Bpaueil Jpyrux
CHEeLUaIbHOCTEN, UIMEIOLHMX OIBIT B JIEYEHUU ITOTO PEIKOro 3a00jeBaHUs — IPU HAJMYUU CUMITOMOB
MOPaXEHNUs OPraHOB-MMILEHEH KaK MUHUMYM HEOOXOAMMa KOHCYJIbTalMs Hpo(UIbHOIO Bpaya-

crnenuajancTta

3.1 IlaToreHeTn4ecKoOe JJCUYCHUE

e PexomengoBano npoBeneHue ¢epMeHTHON 3amectutenbHoll Tepanuu (P3T) naunumeHtam c¢
ycTaHoBieHHbIM Auarno3om BIITTH ¢ nenbio 3aMenienns nporpeccupoBaHus O0JIE3HH, YIydIlIeHUs
COCTOSIHUE KOCTHO-MBIIIEYHOW CHCTEMBl W CTAOMIM3AlMd COCTOSIHUS JIBIXaTEIbHOU CHCTEMBI,
MOBBIILIEHNS BBKUBAEMOCTH M YJUIMHEHUS NIEPUO/A UX JKU3HU JI0 HACTYILJICHUS HEOOXOJUMOCTHU B
BEHTUJISLINY JIETKUX U Kpeciie-koisicke [15,17,28,29].

VYpoBeHb J10CTOBEPHOCTH JJOKA3aTeIbCTB — 2 (YPOBEHb YOSAUTEIbHOCTU peKoMeH1anui B).

o PexomengoBano mposeneHue ¢epMeHTHOM 3amectutenbHoil Tepanuu (P3T) namuentam c
yCTaHOBJICHHBIM auarHo3oM MBII ¢ nenpro 3ameanieHns mporpeccupoBanus 00Ie3HH, YIydIIeHUs
COCTOSIHME KOCTHO-MBIIIEYHOW CHUCTEMBbl U CTAOWJIM3AIMM COCTOSIHUS JbIXaTeIbHON CHCTEMBI,

TOBBIIICHUSI BBKMBAEMOCTH M YIJIMHEHUS Tiepuoaa ux xxu3nu  [15,17, 29, 30].
VYpoBeHH T0CTOBEPHOCTH JOKA3aTENbCTB — 3 (YPOBEHb YOSTUTEIHPHOCTH peKOMEHIanui B).

Kommentapuu: FEouncmeennvivm npenapamom 011 namocenemuyeckou DP3T 6onesnu I[lomne
ae1aemcs anenoko3uoaza anvgha, npenapam zapesucmpuposar 8 Poccutickou @edepayuu. Ilpenapam
anenokosuoaza anvgpa (Koo ATX:A16AB07), pexombunanmuvlli ¢hepmenm, cunmesupyembviii
KJIeMOYHOU JUHUel, HNOMYYeHHOU U3 SUYHUKO8 KUMAUCKUX XOMAUYKO8. Anenoxozudasa anvgha
8oCNnoOnHAEem — AKmMueHocmv  auzocomanviou KAI,  umo npueooum Kk cmabuiuzayuu  uiu
B0CCMAHOBNEHUIO (DYHKYUU CEPOEUHOU U CKEeNeMmHbIX Mblldy (8KII0UAs OblXxamelbHble MblUlYbl).
IIpenapam xopowio nepenocumcs, He uUMeem BbIPANCEHHBbIX NoOOUHbIX 3pgexkmos. [loxkazan 04

oonzospementou 3T y nayuenmos ¢ noomeepicoeHHbiM OuazHozom oonesnu [lomne écex 6o3pacmos.

Ha oannviti momenm a¢pexmusnocms 1 06€30NACHOCMb  ANCNIOKO3UOA3bl  anbha oyeHeHa 8
KIUHUYECKUX UCCIe008AHUAX KaK Yy oOemel, Mmak U Yy 63pOCIAblX NaAyueHmos. 3aKOHYeHHble U
onyonuxkoganuvie uccieoosanus no nevenuro bII ovinu nposedensvi ¢ yuacmuem 6onee 500 nayuenmos.
Bbesonacnocmo u xopowias nepeHocUMOcms mepanuu auitoKo3uoadsol anvbgha noomeepicoena boiee

uem 10 cooamu kaunuyeckozo onvima y oonee wem 1 800 nayuenmos



IIpenapam evinyckaemcs 60 (PIAKOHAX, KOAUUECBO TUODUIUIAMA 8 KOMOPbIX dKeusaieHmuo 50 me
akmueHozco seujecmsa. Beooumcs 6/6 kanenvno 6 dosuposke 20 me/ke 6eca nayuenma. Pannee nauano
mepanuu O4YeHb BAJCHO, MAK KAK NO0380Jsem 000UmbCa Haubonee IYYUUX KIUHUYECKUX UCXOO008.
Lokaszano, umo npumenenue DP3T npu maradenueckoll gopme OONE3HU YMEHbUIAEM DUCK CMepmU HA

99%, a puck cmepmu uiu He0OXOOUMOCMU 8 UHBA3UBHOU 8eHmMunsAYuY 1eekux — na 92% [30].

Ceoespemennoe HasHauenue mepanuu aiioKo3U0A3ol aivgha 6vizvieaem o0OpamHoe pazeumue
Kapouomuonamuu y nayueHmos c¢ miaaoenueckou ¢popmou BII, ynyuwaem nokazamenu MululeyHOU
CUTIbL, 08USAMENLHOU AKMUBHOCMU U CIAOUIUZUPYEem COCOsIHUE ObIXAMENbHOU cucmemsl y oemetl u
83pOCIbIX nayuenmos. Tepanus anenoxo3udasou anb@a nayuermos ¢ nozoHeu opmou Oone3Hu
3amednsiem npozpeccuposéarue OONe3HU, YIYUulas COCMOsHUEe KOCMHO-MbIUEUHOU Ccucmemvl U
CmMadounusupys CcocmosiHue ObIXAMENbHOU CUCMEMbl, NOBGbIULAEM BblICUBAEMOCL NAYUEHMO8 U
VOIUHAEm Nepuood UX JHCU3HU 00 HACMYNIEHUS HeoOXOOUMOCMU 6 BeHMUIAYUU Ne2KUX U Kpecie-
konscke . Ilpenapam esooumcs 6/6 kaneivno 8 0o3uposke 20 me/ke 6eca. paz 6 0se Hedenu. B
aumepamype UMEmMcs eOUHUYHble ONUCAHUS OPY2020 pedcuma 003Uposanus (66edenusi Oonee
8bICOKOU 003bl (hepmenma u 0Oonee 4acmo 011 NAYUEHMO8 C DPAHHUMU opmamu 3a001e8aHus).
Oonaxo, NOCKONLKY — UCCLE008AHUSL HE NPOBOOUNUCL YPOBEHb OOKA3AMENbHOCMU 868€0eHUsI 8bICOKOU

0036l Modicem Oblmb pacuyeHen KaK sKcnepniHoe MHeHue.

e PexomengoBano npu Hauane ®3T y nanuentoB ¢ BII mpoBenenue nepBrix 3x HHPY3Hl B
CTallMOHApe, TMOCKOJIbKY BO3MOXHO BO3HUKHOBEHME pEAKUM Ha BBEJICHHE IIpernapara.
Heobxonumo mpoBenenue monutopunra BuTanbHbIX ¢GyHKiui (UCC, AJl, carypamms) Bo Bpems
npoBenenus nadysuu [15,29,30].

VYpoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5 (YpOBEeHb yoenuTenbHOCTH pekoMeraamuii C).

KommenrTapuu: Bseoenue @O3T nposodumcs pezyisipHo npu HAIU4uu NOKA3AHUL 6 clyyae
OCNIOJCHEHHO20 meueHusi OONe3HU - 6 YCI0GUAX KPY2IOCYMOUYHO20 CMAYUuoHapd, 6 CmaoOulbHOM
COCMoAHUU — 6 CmayuoHape OHe8HO20 npebvieanuss unu ambyramopno 1 paz 6 2 ueodenu.

Heobxooumo yuumeieams caedyrouue ocobenrHocmu nposedenusi 3T npu MPBII: He xopmumb
pebenka 3a 3-4 uaca 0o npogedenusi un@y3uu (npedynpedxcoenue AcCnUpayull, 803MOACHOE NPOBeoeHUe
peanuMayuonHulx meponpuamuil); Pazeedenue npenapama 6 MmunumaibHom obdveme, Beedenue
npenapama npu nepevix UHQY3UAX OONHCHO NPOBOOUMCS 8 YEHMPATbHbIL 6EHO3HbIU Kamemep Ul -
npu 68edeHuu 6 nepugeputecKuli BeHO3HbIL Kamemep HeoOXo0uMo umems 08a O00CMYnd, 8
oanvHetiuleM pekoMeHOyemcs. YCmaHoeKa UH@Y3uoOHHoU nopm-cucmemsl;, Ungysuu c oepanuuennotl
ckopocmuio (nosviuenue Ha 0,5-1ma/u kaxcovie 30-60 mun), yuumuoleas 8blCOKUL PUCK OEKOMNEHCAyUU

cepoeyHou HedoCMamo4HOCMU Ha (pOHe 2unepaoemMulL;

3.2 CuMnToMaTH4YecKkoe JICUCHHUe

Ilo cumnmomamuueckoii mepanuu BII nem panooMu3upOBAHHBLIX KOHMPOIUPYEMBIX UCCIE008AHUIL.
Bce npusedennvie Hudce pexomenoayuu ompaxcaiom 3KCHEPMHOe MHEHUe CReYUalucmos U3 pasHvlx

cmpan. Ilpenapamol, yiyuwarowue memaboaIusm Muokapoa, npenapamsl Oas J1edeHusl cepoeyHou



HeéocmamOQHocmu, anmuapummudecKue npenapanvl HazHadaront 6 coomeenicmeuu ¢ KIuHuU4eCKumu

peKomMeHOayusamu, pazpadomanusimu 0 coomseecmsyroujei namonoeuu. [3,15,29,30].

o Pexomenayercsi s Becex manueHToB ¢ Bl BaknuHamus mo MHAMBUIYyATBHOMY TpaduKy, KOTOpas
BKJIFOYAaeT B Ce0S TIOMHUMO BAaKI[MH, BKJIIOUEHHBIX B HallMOHAJIBHBIA KaJCHIAaph MPUBUBOK,

CE30HHYIO BaKI[MHY OT I'PHIIIA, THEBMOKOKKOBYIO BakIHHY [ 15].
VYpoBeHB T0CTOBEPHOCTH JOKA3aTENbCTB — 5 (YPOBEHb yoenuTenbHOCTH pekoMeHnnanui C).
KommenTapuu: Juaenos Bl ne asnaemcsa npomusonoxkazanuem 0Jisi NPO8eOeHUs NPUBUBOK.

o Pexomenayercst myig Bcex mnanueHToB ¢ BII ¢ menpl0o MUHMMM3anuu puUCKa pPeCUPATOPHBIX
OCJIO)KHEHMM M JbIXaTeJIbHON HEAOCTATOYHOCTH JI€UEHHUE JIOObIX MH(PEKUUN JIbIXaTeNbHBIX MyTel

HaJI0 HAYMHATh B MAaKCUMAJIbHO PAHHUE CPOKH U MAKCUMAIIbHO arpeccuBHo [15,31].
VYpoBeHb J0CTOBEPHOCTH JOKA3aTeIbCTB — 5 (YpOBEeHb yoeauTeabHoCcTH pekomenaamuii C).

o Pexomenayercs Haznauenue namuentam ¢ bII npenaparoB Butamuna D, xanbius, Oudocdonaros
0 TEM CXeMaM, PEKOMEHIOBAaHHBIM i OOIIeH MNOMyMsSUUU JUIsl MPEeIOTBPAICHUS Pa3BUTHUS

ocreornopo3a [15,17,27,31].
VYpoBeHb T0CTOBEPHOCTH JOKA3aTEIbCTB — 5 (YpOBEeHb YOenUTENbHOCTH pekoMeHaaruii C).

KommenTapuu: Cuuoicenue muHepanvbHOU niOMHOCMU KOCMel AGNAemcs 4acmou HAX00KOU y
nayuenmos ¢ BIl u no oannvim nocieonux ucciedosanuti oocmueaem yposws 67% cnyuaes [32].
Ocmeonenus u ocmeonopos oonapyscusaromes kax npu MBII, mak u y demeti u e3pocavix ¢ BIIIIH.
Heycmortiuugeocmo npu xo0vbe, ClLOHCHOCMb NOOOEPAHCAHUS PABHOBECUsI & pe3YIbmame MululedHOU
cnabocmu, 8 CO4eMaHuU ¢ OCMEONOPO30OM Y2POACAEn PA3BUMUEM NePENTOMO8 KOCMEll U NO360HOYHUKA.
Bce nayuenmur ¢ BIIITH, nezasucumo om cmenenu 00e308UMCEHHOCMU (HANPUMED, HYHCOAIOUWUECS 8
Kpecie-Kamaike) OO0NJHCHbL Oblmb 00YUeHbl 8CeM Mepam NpedoCmOPOICHOCMU Ol NPOPUAAKMUKU

naoenus u nepeilomos 8 Ovimy.

o Pexomenayercs nanuentam ¢ bII koHCynbTanmu clienyronmmx CieMUAINCTOB: BPauOM-HEBPOJIOTOM
(ecam He MPOBOIUIIOCH TIOCJEAHME 3 Mecsia Ui aeteil 1o 1 roma u He pexe 1 paza B ron ajs

MaIMEHTOB cTapiie | roga) WiM yaiie Npyu HaJTu4duK nokazanui [15,17,27].
YpoBeHb yoenuTeJbHOCTH 10Ka3aTeNbCTB C (YPOBEHb 10CTOBEPHOCTH PEKOMEHIANH — 5)

e Pexomenayercs manuentaM ¢ bII koHcynbTauu clieyronmx CIEUaiucToB He pexe | pa3a B 3
Mecslla WIM 4Yalle MNpH HaIWYu{d TI0Ka3aHWH: BpadoM-TIeUaTPOM/TEparieBTOM (€ClIu  HE

MpoBOJIMIIACK Nocheanue 3 mecsa) [15,17,27].

YpoBeHb y0eauTeabHOCTH /10Ka3aTeIbCTB C (YPOBEHD 10CTOBEPHOCTH PEeKOMEHIANMNH — 5)

3.3 UHoe JicueHUE



e Pexomenayercs nanmentam ¢ bIl  BxiroueHme B panMoH  CIeHMAIM3UPOBAHHBIX
BBICOKOKQJIODUMHBIX U BBICOKOOEJKOBBIX CMECEH i MOJJEp’KaHWsS MBIIIEYHOM Macchl,

aHTUPEPIIIOKCHBIX CMECEN B LIesAX MPodUIakTUKK aciupanuu [15].
VYpoBeHb J10CTOBEPHOCTH JJOKa3aTeabCTB — 5 (YpoBeHb yoeauTeabHocTH pekomenaanuii C).

o Pexomenayercs nanuentam ¢ bl npu nosBiIeHUN CIOKHOCTEN C NIOTAHUEM 30HA0BOE KOPMJICHUE,
WA COBMEUICHUE MEPOPATTLHOTO M 30HJOBOTO MUTAHUS MPU COXPAHEHHUU AJICKBATHOIO MIOTAHUS U

OTCYTCTBUU ToniepxuBanus [ 15].
YpoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5 (YpOBEHD YOenuTeNbHOCTH pekoMeHaaruii C).

o Pexomenayercsi nanuventam ¢ bIl HazomyoneHalbHOE 30HI0BOE KOPMJIEHHWE IIPU COXPAHEHUU

pedirokca 1 BBICOKOM puCKe actiuparuu [ 15].

VYpoBeHb 10CTOBEPHOCTH JOKA3aTENbCTB — 5 (YPOBEHb yOeauTenbHOCTH pekoMeHnauuii C).



4. MeaquuMHCKAA peadUIuTANMA U CAHATOPHO-
KYPOPTHOE JIeYeHH e, MeTUIIUHCKUE NOKA3AHUA U
INPOTUBONOKA3aHNA K IPUMEHEHUI0 METO10B
MEAMIUHCKON peaduIuTanuu, B TOM YU CJIe
OCHOBAHHBIX HA UCIOJIb30BAHUM NPUPOIHBIX
Je4eOHbIX (PAKTOPOB

B 3asucumocmu om 6edywux Kaiunuyeckux cumnmomos nayuenmam ¢ BI1 moocem Ovimv nasnauensvi
pasznudHbvle peaourumayuoHHvle npocpammol.

- 0pa.7leClﬂ CMUMYnAYuAd, cocanue CoOCKu, cuMHaAcCnuKa O0JIICHbI npoeodumbc;l ecem nayueHmam ons

noddepgfcaﬂuﬂ HOPMAJIbHO2O pa3z6umusl HABblKO6 cJIOmariusl u yCWlHOl/lV pedu.

- Ilpu nposedenuu peabUIUMAYUOHHBIX MEPONPUAMULL U30e2amb YPEe3MEPHbIX (MAKCUMATbHBIX)
Haepysok. Peeynapuo:  usuomepanesmuueckue  npoyedypul, maccadxc, JIPK, nozconedus,
pecnupamopHas —mepanus  (ObIXamenbHas —SUMHACMUKA), 00yueHue CcamooOCIYHCUBAHUIO U
UCNONB308AHUIO  8CHOMOCAMENbHBIX NPUCNOCOONenull  (3asucum om  eo3pacma pedenka). [lo

NOKA3AHUAM - 3AHAMUA C JZOZOI/leaOM, cydeﬂeoM.

- Heunsazuenas KuciopooHas noooepicKa (Co30anue noiodCumenbHoco 0aeleHus) - npu pazeumuu

2UnoKcemuu, 0OCMpYKMUEHOM CUHOPOME.
- Obyuenue pooumernetl UCNOIL308AHUIO HeOYaU3epa, OMCOcA.

Bonvwoe 3nauenue umeem npasuivuviii 06pa3 HCU3HU C AOEKEAMHBIM pacnpedesieHuem Hazpy3o0K,

3auamuil 1e4eonol Qu3KyIbmypou nod KOHMpOoLeM UHDOPMUPOBAHHO20 UHCMPYKMOPA.

Cnedyem Hacmouuuo peKomMeHO08amv NAYueHmy ¢ HapyueHuem NOoX00KU U pPABHOBECUs.
NONb308AMbCS 8CNOMO2AMENbHLIMU NPEOMemamuy - mpocmvlo, XOOYHKAMU, d Npu HeooXxooumocmu

UCNONBb3068AMb MEXAHUYECKUE CPeOCmBa Neped8UICEHUs (KPeCI0-Kamanky u np.).

e PexoMeHI0BaHO IPOBEJCHUE CIEIYIOUIMX PEAOMIMTALIMOHHBIX MeponpuaTtuil nauueHtam ¢ BII:
¢dusnorepaneBTuueckue mpoueaypsl, Maccax, JIOK, noromemus, pecnuparopHas Tepanus
(mprxarenpHas TUMHACTHKA), 00y4YeHHE CaMOOOCTYKUBAHUIO M MCTIOIb30BAHUIO BCTIOMOTATEIbHBIX

MPUCTIOCOOJICHUH (3aBUCHUT OT Bo3pacTa pedenka). [15,17,27,31].
VYpoBeHb T0CTOBEPHOCTH JOKA3aTEIbCTB — 5 (YpOBEeHb yoeanuTenbHOCTH pekoMeraamuii C).

Kommenrtapuu: [llayuenmam c bBII neobxoouma noooepicka MAKCUMATbHO20 YPOGHS (HYHKYUL
CKeNemHO-MbIUEeYH020 annapama O Npe0omepaujeHus U MUHUMUZAYUU BMOPUYHBIX OCTONCHEHULL
(pazeumue KOHMPAKmyp, MbIUWEUHbIX ampouil, KOMNEHCAmMOpHOU Oegopmayuu  cxeilemad,
ocmeonenuu, ocmeonoposa). Ilpu npogedenuu peabUIUMAYUOHHBIX Meponpuamull uzbecams
Ype3MEPHLIX (MAKCUMANbHLIX) Haepy3oK. [lo nokazanusm yenecoobpaszmvl 3aHaAmMusi ¢ J1020NEO0M,

8PAUOM-0OMOPUHOLAPUHEONOM (CYPOOTI020M).



S. IIpoduiaakTuKa ¥ AUCHAHCEPHOE HAOJIIOIEHHE,
MEIUIMHCKHNE NMOKA3AHUSA U MPOTUBONOKA3AHUSA K
NMPUMEHEHHUI0 METOA0B NPOPHIAKTUKH

L PCKOMCH)]yeTCH KOHCYJIbTAllMA Bpada-ITrCHCTHUKA ITOCJIC YCTAHOBJIICHUS AWAIrHO34a bII MangueHTy WIN
€ro O(i)PIIII/IaJ'IBHBIM NpeaACTaBUTCIIAM, C LCJIBIO pa3’B$[CHeHI/Iﬁ FCHCTUYCCKOI0 pHCKa, O6CY)K,ZIGHI/I$I

BO3MOXKHOCTEW NPEHATAIILHON U NMPEUMIUIAHTAlMOHHON IUarHOoCTUKH. [15,33,34].
YpoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB — 5 (YpOBEeHb YoenuTenbHOCTH pekoMeHaaruii C).

KommenTapmii: Cewmbam ¢ 6onoubimu Bl dembmu  pekomeHnoyemcs MeOUuKo-2eHemu4eckoe
KOHCYIbMUpPOBAHUe C Yervio onpedenenus 2enemudeckoco pucka. Kax u npu opyeux aymocomHo-
peyeccugnvix 3abonesanusx, npu bII ona xadxcooi 6GepemeHHOCU PUCK DOXCOEHUsl pebeHKa
cocmasnsiem 25%. B cembvsx, 20e ecmb b6onvHou BII pebenok, 603M0#CHO npoedeHue npenamaibHou U
NPeUMNIAHMAYUOHHOU  OUACHOCMUKU. {11 3mo2o pooumensim HeobX00UMo 00pamumscs 6

cneyuanusupoearmble ouazHocmu4ecKue Jza60pam0puu u MQOMZ/;MHCKMQ ueHnmpol.

IIpenamanvhas OuacHocmMuka npoBOOUMCS MONEKYIAPHO-2EHeMUYECKUMU UTU  OUOXUMUYECKUMU
memooamu, nymem uccieoosanus /J[HK, evioenennou uz buonmama eopcun xopuona va 9-11 nedene
bepemeHHOCmMU UW/UMU  KIEMOK AMHUOMUYECKOU JHCUOKOCU, NA00HOU Kposu Ha 20-22 uedene

bepemennocmuu.



6. Opranusanus oKa3aHusl MeJIUIUHCKON IMOMOIIH

IToxazanus A5 MJIAaHOBOM TOCIIUTAIU3AIIMU:

o [IpoBenenue AMArHOCTUKH U JICUCHUS, TPEOYIOIINE KPYIIIOCYTOYHOTO METUITMHCKOTO HAOMIOICHUSI.

e COCTOSIHHE, TpeOyroliee aKTUBHOTO JICYEHUS W KPYIIOCYTOYHOTO MEIUIIMHCKOTO HAOIIONEHUs
(Hapacrarolas JbIXaTeslbHasi HEIOCTaTOYHOCTh, HAPYLIEHUSI PUTMa CepALa);

e COCTOsIHUE, TPEOYIOIIee MPOBEICHUS BHICOKOTEXHOJIOTUYHBIX METOAOB JICUCHHUSI

e OTCyTCTBHME BO3MOXHOCTH oOecneueHus O3T B aMOynaTopHBIX M CTalMOHAPO3aMEIIAFOIINX
YCIIOBHUSIX;

e HEOOXOOUMOCTh MPOBEIACHUS PA3JIMYHBIX BUIOB JKCIEPTU3 WIM OOCIEHOBAHMS B MEIUIMHCKOM
OpraHu3aliyd TMPU HEBO3MOXKHOCTU TMPOBEACHHUS MX B aMOyJaTOPHBIX YCIOBHUAX, TPEOYHOIMIMX

JTUHAMUYECKOTO HaOMoneHus (B TOM 4uciie oopMIIeHUE 3aKIIoueHus (heepalbHOrO KOHCUITUYMA).
[Tokazanus st SKCTPEHHOM TOCIIUTAIN3AINHN:

OCTpI)Ie 3216OJ'ICBaHI/ISI, 06OCTpeHI/Iﬂ XPOHHUYCCKUX 6OHC3HCﬁ, OTpPAaBJICHUA W TpaBMbl, COCTOsSIHHAI,
Tpe6y}0mne WHTCHCUBHOMU TCpalluku MW IICpCBOAa B PCAHUMAIIMOHHBIC OTACIICHUA WM OTACICHHA
WHTCHCUBHOM TCpall, a TaKXKC KPYITIOCYTOYHOIO MCIAHUIMHCKOI'O Ha6J'HOI[eHI/II/I U TIPOBCACHUA

CIiCaJIbHbBIX BUJ0OB O6CJ'I€)]OB3,HI/I$I H JICUCHMUA.
IToxa3zanus K BBINTKCKE magucHTa U3 CraguoHapa:

e OTCYTCTBHE yTPO3bI KU3HU MMAIMCHTA,

e OTCYTCTBHE yIPO3bl Pa3BUTHS OCJIOKHEHHH, TPEOYIOITUX HEOTI0KHOTO JICUCHHUS;

e CTAOWIM3AIUS COCTOSHUS M OCHOBHBIX KIIMHHKO-TA0OPAaTOPHBIX ITOKA3aTeNIe MaTOJIOTHYECKOTO
mpoliecca o OCHOBHOMY 3a00JI€BaHUIO;

e OTCYTCTBHE HEOOXOAMMOCTH B TIOCTOSHHOM BpadeOHOM U KPYIJIOCYTOYHOM MEIMIIMHCKOM
HaOJIIOICHUH TI0 OCHOBHOMY 3a00JI€BaHHUIO;

e HEOOXOAMMOCTH II€peBOJa MAIMCHTA B APYTYI0 MEAUIIMHCKYIO OPTaHMU3aIldI0 WIIH YUPESKICHHUE

couaJIbHOI'O oOecrieueHus



7. JlonoJtHUTEAIbHAsA MH(pOpMAaLUA (B TOM YHUCJIE
(baxkTOpPBI, BJUSIONINE HA MCXO0/ 3200/1eBAHUA HJIH
COCTOSIHMA)

Panusa ouaenocmuxa bBIl u naznauenue @D3T noszeonsem yiyuuiumos HPOSHO3 U  3AMEOIUNMD
npoepeccuposarue 3a0061anus. B nexomopuvlx cmpanax paccmampusaemcs 6onpoc o exaroueruu bIl

8 NPOCPAMMBL MACCOBO20 CKPUHUH2A HOBOpodicOeHHblx [13,30)].



Kpurepun oieHKH Ka4yecTBa MEIUIUHCKOU MOMOILIH

Ne Kputepumu kauecrtBa OueHkKa BbINOJ/IHEHUSNA
1 BbinonHeHo onpeneneHne aktuBHocTn KA ¢ uenbio noaTBepxaeHus guarHosa Bl B [a/Het
. nenkoumTax nepudepnyeckon KpoBM UKW NSATHAX BbICYLUEHHOW KPOBU W/MAN MONEKYASPHO-
reHeTMyeckoe wuccnenoBaHue (BbisBneHMe MyTauuhn B reHe GAA) (npu  mnocTaHoOBKe
AnarHosa)
2 BbinofiHEH OWMOXMMUYECKUI aHanmM3 KpOBM C ONpeAeneHMEM YPOBHS CbiBOPOTOYHOM Oa/HeT
: kpeaTuHdochoknHasbl (KOK), naktataerngporeHasbl (JIA), anaHMHaMuUHOTpaHcdepasbl
(ANIT), acnaptatammHoTpaHcdepasbl (ACT) (Ha MOMEHT MOCTAaHOBKW AMarHo3a W ecsin He
NpoOBOAMIOCH B NMpeAllecTBytolWwmne 6 Mmecsues)
3 BbinonHeH  obwuii  (KNWHMYECKM) aHanu3  KpoBuM (ecnM  He  MNpoBOAUNIOCH B Oa/HeT
. npeawecTsyolme 2 mecsua)
4, NpoBOAWACA W KOHTPONAb HaTpunypetudeckoro nentmaa (NT-proBNP) He no3gHee 3 Oa/HeT
MecsiLueB OT MOMeHTa MOCTaHOBKW AuarHosa (naumeHtam o 1 roga) wam He nosgHee 6
MecsiueB nocsie NepBoro roga Xu3sHu
5 BbinoniHeHa  anekTpokapguorpadus u  axokapguorpadus (ecnm  He  NpoOBOAMIOCH Oa/HeT
. npeawecTteyowme 6 MecsiueB) W Kaxable 7-14 agHerr B nepBble 12-24 Hepenu npwu
Ha3HauyeHun O3T
6 BbinosiHEHO onpefenieHne pasMepoB M CTPYKTYpbl MEYEHW MO AAHHbLIM yrbTpassykosoro | [a/Her
. nccnenoBaHns 6pOLWHOM NOAoCT (ecnn He NPOBOAMNOCH NoceaHne 6 mecaues)
7. BbinonHeHo o6cnefoBaHUsa MUHepPanbHOW MIOTHOCTU KOCTEWN C MPUMEHEHUEM AEeHCUTOMETPUU Oa/Het
(ecnu He NpoBOAMMIOCH B NocneaHne 12 mecsaues)
8. BbinonHeHO ayauonoruvyeckoe obcnepoBaHne (TOHanbHas ayaMoOMeETpuUs) (ecnn  He Oa/HeT
NpoBOAMIIOCH B MocreaHue 3 roaa)
9. BbinosHeHa peHrTeHorpadus opraHoB rpyaHoNM kneTku (ecnm He npoBoAuiach nocnenHue [a/HeTt
12 mecsaueB)
10 BbinosiHeHa oueHKa OYHKLMW BHELIHEro AblXaHus (ecnuM He NpoBOAWMNOCL B nocnegHue 12 | Oa/HeT
: MecsueB)
11 BbinosiHEHa KapauMopecnuMpaTOpHOro MOHWUTOPUHra (ecnu He npoBoAufaack nocnegHwe 12 Oa/HeT
. MecsLueB)
12 BbimosiHEHa MynbC-OKCUMMETpUs, KanHorpadus, (ecnum He npoBoAuaacb nocnegHue 6 Oa/HeT
. MecsueB)
13 BbinonHeHO onpefeneHne CTUMYMSALMOHHOM M uronbyatoin DHMIT Ha MOMEHT MOCTaHOBKMU Oa/Het
. AnarHosa
14 BbinonHeHa KOHCybTaumsi Bpa4oM-reHeTUKOM Mpu yCTaHOB/IEHUN AMarHo3a Oa/Het
15 BbinosiHEHa KOHCYNbTauusi BPaYOM-KapAWONIOroM MpW  HajuMuuuM NaTonoruM  CephaeyHo- Oa/Het
. COCYANCTOM CUCTEMBI
16 BbinonHeHa KOHCyNbTaLMs BPa4oOM-0TOMIAPMHIONOroM (Mpy HanMymMmM NaTonorMm Co CTOPOHbI Oa/Het
. JIOP-opraHoB 1/unu BepXHUX AblXaTeNbHbIX NyTen)
17 BbinosiHEHa KOHCysbTauMs BPa4YoM-HEBPOJIOTOM (eCny He MpOBOAWSIOCL TMocneiHve 3 Oa/Het
. Mecsua Ang geten Ao 1 roga n He pexe 1 pasa B rog A4ns nauneHTos ctapue 1 roga)
18 BbinonHeHa KOHCy/bTauuMs BPayoM-myJIbMOHOJIOFOM (MpU HaaW4yMM NaTosIOrMKM CO CTOPOHbI Oa/Het
. AblXaTeNbHOW CUCTEMbI)
19 BbinonHeHa KOHCynbTauus BpayoM-neauaTpom/TepaneBToM (ecnn He nposogwnack | [da/HeTt
: nocnegHue 3 mMecsaua)
20 Ha3HaueHa depMeHTHas 3amecTutesnbHas Tepanua (®3T) naumeHTaM C yCTaHOBJIEHHbIM [a/HeTt
. avarHosom BITMH
21 Ha3HaueHa ¢epMeHTHasas 3amecTutesnbHas Tepanua (®3T) naumeHTaM C yCTaHOBJIEHHbIM [a/HeTt

anarHosom MBI




Kputepuun kauecrsa

OueHKa BbINOJIHEHUSNA

22 HasHaueHbl npenapatsl  BUTaMuHa D, Kanbuus, 6UPOCHOHATOB Y NALMEHTOB CO CHMKEHMEM [a/HeTt
: NJIOTHOCTU KOCTHOW TKaHM

23 BbINosHEH 6-TUMUHYTHbIN TECT C X0AbboW (ecnn He npoBoAuCa nocneaHne 6 Mec.) [Na/Het

24 MpoBeaeH aHanM3 KayecTBa XWU3HM NAUWEHTOB COrflacHO oueHke OnpocHuk SF-36 (ecnu He Oa/HeTt

NpoBOAWNCS NocneaHne 6 Mec.)
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Ipuaoxkenue Al. CocraB padoued rpymninsl mno
pa3paloTke U mepecMOTPY KIHHUYECKHX
pPeKOMeHaalni

. KyneB Cepreit UBanoBu4 - ui.-kopp PAMH, a.m.1., nupektop ®I'BHY "Meauko-reneTnueckuit

"

Hay4yHbIM LeHTp uM. akaaemuka H.II.boukosa
reHeTukoB (AMI).

, llpesmpmeHt Acconuanuum MEIMIIMHCKUAX

. Huxkutun Cepreii CepreeBuy - 1.M.H., npogeccop, npeaceaarens «O01mecTsa crenuaiicToB 1o

HCPBHO-MBLIIICYHBIM 3a00JICBaHUSIMY.

. Hama3zoBa-bapanoBa Jleiisia CelimypoBna- akanemuk PAH, npodeccop, a.m.H., [Ipencenarens

Ucnonkoma Coro3a nenuarpoB Poccum.

. bapanoB Auekcanap AJjekcanapoBuy- akagemuk PAH, mnpodeccop, a.m.H., [loderHsrit

IIpencenarens Mcnonkoma Coro3za menuarpoB Poccum. Harpaner: Opnen Tpynooro KpacHoro
3namenn, Oppaen Ilouera, Opnen «3a 3acimyru nepen OteuectBom» IV crenenn, Opaen «3a

3acinyru nepeg OreuectBom» I crenenu.

. Bamakman3e Haro /:kym0epoBHa- 1.M.H., Kadenpa daxynsrerckoil neauarpuu [1O OI'BOY

BO PHUMY wumenu H.U. ITuporosa, MuctutyT neauarpuun u oxpansl 310poBbs aeteil [IKb PAH,

yied Coro3a neauarpoB Poccun.

. ApTeMbeBa CBeti1aHa BpOHI/ICJIaBOBHa -A.M.H., 3aBcayromasa IMCUXOHCBPOJIOIrn4CCKUM

orneneHueM Ne 2 HayyHO-MCCIEIOBATEIbCKOIO KIMHUYECKOTO WHCTUTYTa MEAUMATPUU HMEHU
akagemuka [O.E. Bensrumesa 'bOY BIIO PHUMY um. H.U. [1uporoBa Mun3zapasa Poccun.

. ApxunoBa FEaena HwukosaeBna - k.m.H., @OHKI] nerckoil remaroyiiorud, OHKOJIOTUU U

nMMyHosnoruu uM. JImurpus Porauesa.

. bacapruna Eaena HwuxosnaeBHa -1.M.H., 3aBenyromas OTIACICHHEM KapAWOJIOTUHU, TIIABHBIN

HayuyHbli coTpyaHuK DI'AY "Hayunbiil nentp 310poBbs gereir”" M3 PO, unen Coro3a neauarpos

Poccumn.

. 3axapoBa Exarepuna IOpbeBHa -1.M.H., 3aBeayrouias JgadOpaTopueil HaCIeICTBEHHbIX

oonesneir obmena @OI'BHY "Menuko-reHeTHYeCKU HAaydHbId LEHTP UM. aKaJeMUKa
H.IT.boukoBa", wien Poccuiickoro oOmiecTBa MEIUIIMHCKAX TE€HETHUKOB, YJIEH EBPOICHCKOTO
o0IiecTBa 1Mo U3y4eHUI0 HACEACTBEeHHBIX Ooe3Heil ooMeHa BemectB (SSIEM).

Knwmunkos Cepreii AHaToJibeBUY- J.M.H., B.H.C., BpPau-HEBPOJOr 5 HEBPOIOTHYECKOTO
ornenenuss ®I'BHY HIIH, unen Poccuiickoro o01iecTB HEBPOIOTOB U MEIUIIMHCKUX T€HETHKOB,
Movement Disorder Society, European Huntington"s Disease Network (Euro-HD Network).
Benyuuii cienpanuct no Oosne3nu I'entunrrona uccnegonaresbekoro neHTpa REGISTRY Euro-
HD Network (na 6a3ze HIIH). [Ipeacenarens poccuiickoit Accounanuu mo 6oprde ¢ 0051e3HbI0
['enTHHITOHA.

KotaykoBa Haraabs IlaBiioBHA-/1.M.H., Bpay-KOHCYJIBTAHT, AeTcKkuil kapauoinor ['BY3 «/lerckas
ropojckasi KiuHudeckas OonbpHHIAa UM. 3.A. banuiseBoir I3 . MockBbl», npodeccop Kadenpsl
rociutanbHoi nenuatpun Ne 1 memuarpuueckoro ¢akynasrera ['bOY BIIO PHUMY um. H.U.
[Tuporosga.

JlapuonoBa Banentuna MHWabumanmuyna- a.m.H., OPI'BHY "HHCTUTYT 3KCnEpUMEHTAIBHOU

MeauiuHe!", yieH Poccuiickoro o0mecTBa MEIUIIMHCKUX T€HETHKOB.



13. Muxaiisioa CBeryiana BuranbeBHa -1.M.H., 3aBenytomas otaeinennemM PI'BY «Poccuiickas
Jerckas Knunnueckas boapaumna» M3 PO.

14. Cemsaaukuna Ajia HukonaeBHa- J.M.H., IH.C. OTACICHUS KIMHHUYECKOM TreHeTUKH DI'BY
«MockoBckuit HUW neauarpuun u nerckoid xupypruu Munsnpasa Poccuny, uinen Accouumanuu
MEJIMITUHCKUX TeHEeTUKOB (AMI)

ABTOpBI TONTBEPKIAIOT OTCYTCTBHE (UHAHCOBOW TOMNEPIKKH/KOH(IIMKTA HHTEPECOB, KOTOPBIH
HE00X0IMMO 00OHAPOI0BATh.



IIpunoxkenne A2. MeronoJiorusi pa3padoTKku
KJINHUYECKHUX PeKOMEHIAIMT

Hacrosimue pexoMeHmanuu NpeIHa3HAauYeHbl ISl NMPUMEHEHUS MEIWLIHMHCKUMHU OpPraHU3aLUsSMUA U
yUpexACHUSIMU  (enepalbHbIX, TEPPUTOPHAIBHBIX ¥ MYHUIUNAIBHBIX OPraHoOB yIPABIICHUS
3[paBOOXPAHEHUEM, CUCTEM 00sI3aTEIBHOTO M TOOPOBOJIBLHOTO MEIUIIMHCKOTO CTPAaXOBaHUs, APYTUMU
MEAMIMHCKAMU OPraHU3alMSIMH  Pa3IMYHBIX OPraHU3alMOHHO-NIPABOBBIX (OPM JESTENBHOCTH,

HANPaBIICHHOW HA OKa3aHUE MEIUIUHCKOU MTOMOUIH.

Hacrosimiye pexoMeHJaluy yCTaHaBIMBAKOT BUbl, 00b€M W HHIUKATOPBl KauyeCcTBa MEIULIMHCKOU
nomoiu nanueHtaM npu bIl um Oputm paccmorpenst B pamkax III Bceepoccuiickuii HayuyHo-
MPaKTUYECKU KOHTpecca ¢ MEXIyHaponHbIM yuactueM «Opdannsie Oome3nm» (31.05.2018 -
02.06.2018) n na XXI Konrpecce nenunarpoB Poccun ¢ MeXAyHapOOHBIM y4acTHEM «AKTyallbHbIE

npobsiemsl nexuarpun» 15-17 gespans 2019 .

Knuandeckue pekoMeHIauu CO3/IaHbl HA OCHOBAaHWH CHCTEMAaTHYECKOTO 0030pa juTeparypsl 1992-
2019 rr. Medline (Pubmed version), Embase (Dialog version) m Cochrane Library databases, ¢
UCIIOJIb30BaHUEM co3faHHbIX mpoTokosioB (Bembi B., Cerini E., Danesino C. et al. Management and
treatment of glycogenosis type II. Neurology 71(Suppl 2) December 2, 2008. 12 — 36, Barba-Romero
M.A., Barrot E., Bautista-Lorite J. et al. Clinical guidelines for late-onset Pompe disease. Rev Neurol
2012; 54 (8): 497-507, Cupler E., Berger K., Leshner R. et al. Consensus treatment recommendations
for late-onset Pompe Disease. Muscle and Nerve. 2012. 319-333.) coBpeMEHHBIX MEXIYHAPOAHBIX
KJIMHAYECKUX PEKOMCHIAIMK 10 JUArHOCTHKE, JICUCHUIO M BEJCHUIO MAIMEHTOB ¢ META0OIMYEeCKUMU

OOJIE3HAMM.

bonesns [lomiie oTHOCHTCS K PCAKUM HACJICACTBCHHBIM 336OJI€B21HI/I$IM, YTO HMCKJIYa€cT BO3MOXKXHOCTD
IMPOBCACHUSA OOJIBIITUX KOIOPTHBIX M PpaHAOMU3HUPOBAHHBIX KOHTPOJIMPOBAHHBIX I/ICCJ'IGJIOBaHI/Iﬁ n 11
CO3J1aHuA IMPOTOKOJIOB AUAIHOCTHUKH KW TCPAIIMN HCIOJb3YIOTCS JIMIIb TECMATUYCCKUC HCCICOOBAHUA

OKCIICPTOB, OHY6J'II/IKOB3HHI>IQ B IIOCJICAHUEC IBA NCCATHUIICTHA.

OHGHK& Kady€CTBa AOKa3aTCJIbCTB MW CHJIbI peKOMCH,Z[aHI/Iﬁ IMPUMCHCHHUA MCIUIHUHCKUX TEXHOJIOT UM

IPOBO/IMIIACH B COOTBETCTBUM C YHU(DUIIUPOBAHHOM LIKAJION, MpUBEAEHHON B Tabnumax 1-3.

Heaepasi aynuTopyus JAHHBIX KIMHUYECKUX PEKOMEHIALUM:

. Bpauu o0mieli BpaueOHOM NMpaKkTUKK (CEeMEMHbIE Bpayun);
. Bpaun- neguarpsi;

. Bpaun-tepanesTsr;

. Bpauu-reneruku;

. Bpauu-nmabopartopHbie TCHETHKH,

. Bpaun-kapauosoru;

. Bpauu-nerckue kapanoiaory;

. Bpauu- Hesposory;

. Bpauu- pentrenonoru;
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. Bpaun pyHKIIMOHATBHOM TUATrHOCTHUKHY;



11. Bpauu-oTOpUHOIAPUHTOJIOTH;

12. MenuiHCKue TICUXO0JI0TH;

13. Ctynentsl Menuiuackux BY30B;

14. OGyuaromuecs B OpAMHATYPE U HHTEPHATYpE.

Tabampma 1. [llkama oueHKHM ypoOBHEM JOCTOBEpHOCTH JokazarenbcTB (YIJI) nns meronos

JUarHOoCTHUKHU (I[I/IaFHOCTI/I‘{eCKI/IX BMeI_HaTCJ'IBCTB)

yan Pacwmdposka
1 CuctemaTtnyeckme 0630pbl MCCNeAoOBaHWUI C KOHTponeM pedepeHCHbIM MeToAOoM WM CUCTeEMaTUyeckumin 063o0p
PaHAOMMU3NPOBAHHbBIX KJIMHUYECKMX UCCIeL0BaHNI C MPUMEHEHWEM MeTa-aHanm3a
2 OTaenbHble MCCNefoBaHUs C KOHTPosieM pedepeHCHbIM MEeTOA0M WU OTAesSbHble PaHAOMU3MPOBAHHbIE KIWHUYECKUE
nccnenoBaHMs U cucTeMaTudeckme o630pbl MccnefoBaHWi Noboro AuMsanHa, 3a UCKIYEHWEM paHAOMU3MPOBAHHbLIX
KIIMHUYECKMX UCCNefOoBaHWIA, C MPUMEHEHMEM MeTa-aHanmsa
3 WccnepoBaHmst 6e3 mnocnenoBaTeNbHOro KOHTPOAsS pedepeHCHbIM MeToAOM WAW  UCCeAoBaHUs C pedepeHCHbIM
METOAOM, He SB/AILWMMCS HE3aBUCMMbIM OT MWCC/IeAyeMoro MeToda WM HepaHAOMU3MPOBAHHble CpPaBHUTEsIbHbIE
nccnenoBaHus, B TOM YUCie KOFOPTHbIE UCCel0BaHUs
4 HecpaBHUTENbHbIE UCCNEAOBAHUS, ONUCaAHNE KIIMHNMYECKOro ciyYas
5 NMeeTcsa nuwb 060CHOBaHWE MexaHU3Ma AeNCTBUS UM MHEHUE SKCNepToB
Ta6muma 2. Illkana omeHku ypoBHEH moctoBepHOCTH mAokaszarenbeTB (YIJ) s meTomoB
npoUIaKTHKH, JedeHus u peadunutanuu (mpoduiakTUuecKux, Je4eOHbIX, PeadMIUTAIIMOHHBIX
BMeIHaTeJII)CTB)
yaan Pacwumdcdposka
1 CucremaTtnyeckuin 063op PKU ¢ npumeHeHneM MeTa-aHanmsa
2 OtanenbHble PKU n cuctematnyeckmne o630pbl nccnenoBaHuii nioboro avsanHa, 3a uckntoveHmeMm PKW, ¢ npumeHeHuem
MeTa-aHanusa
3 HepaHAOMU3MpPOBaHHbIE CPAaBHUTENbHbIE UCC/IEA0BAHUS, B T.4. KOrTOPTHblE UCCNef0BaHuUS
4 HecpaBHUTENbHbIE WCCNEAOBaHUSA, OMUCAHME KIMHUYECKOro C/lyYyast WM Cepuu Cy4vyaeB, WCCNedoBaHusa <«ciydait-
KOHTPOJIb>»
5 MMeeTca nuwb 060CHOBaHWE MexaHu3Ma AEVICTBVIFI BMeLwWwaTeNbCTBa (,CLOKHVIHVIHeCKVIe VICCﬂe,D,OBaHVIﬂ) nin MHeHune

3KCMNepToB

Tab6muma 3. [lkama oueHKHM ypoBHEH yOeauTenbHOCTH pexkoMmeHmanuii (YYP) mis metomoB

NpoUIAKTUKN, JUATHOCTUKH, JICUCHUS U peadunuranuu (MpodIaKTUIECKUX, ITUArHOCTUYECKUX,

Je4eOHBIX, peaOUIUTAIIMOHHBIX BMEIIATEIHCTB)

YYP Pacwuudposka

A CunbHasa pekoMeHaaumsa (Bce paccMaTpuBaeMble KpUTEpUN 3PHEKTUBHOCTU (MCXOAbI) SABASKOTCS BaXHbIMKU, BCe
NCCnefoBaHMs MMEKT BbICOKOE WAW YAOBNETBOPUTENbHOE METOAOSIOrMYEeCcKOoe KayecTBO, WX BbIBOAbI MO
WHTEPECYIOLLMM UCXOAaM SBMSIKOTCS COr1acoOBaHHbIMM)

B YcnoBHasa pekoMeHzauums (He BCe paccMaTpuBaeMble KpUTepun 3pdeKTUBHOCTU (MCXO0Abl) SIBASIIOTCS BaXXHbIMU,

HEe BCe uccnegoBaHunda WUMEKT BbICOKOE WM YyAOBNIETBOPUTESIbHOE METOAO0JI0NMYeCKoe KadecCTBO n/vnn mnx
BblBOAbl MO MHTEPECYHOLWMM NCXO04aM HE ABNIAKOTCA COI'J'IaCOBaHHbIMVI)




Cnabasa pekoMeHAauust (OTCYTCTBME AOKa3aTeNbCTB HaZNexallero kayectsa (Bce paccMaTpyBaeMble KpUTEpUn
apPeKkTUBHOCTM (MCXOAbl) SBAAKTCS HEBaXKHbIMU, BCE WCCIEAO0BaHMUS WMEKT HMU3KOe MeTOAO0sI0rnyeckoe
KauyecTBO M UX BbIBOAbI MO MHTEPECYIOLWMM NCXOAaM HEe SABMSIKOTCS COr1acoBaHHbIMMN)

IMopsiiok 00HOBJIEHNSI KIIMHUYECKUX PEKOMEH/IalHid.

MexaHu3m OOHOBIICHHUS KIMHMYECKUX PEKOMEHJAIMK TpelycMaTpuBaeT WX CHCTEMaTHYECKYIO
aKTyaJu3alfio — HE pPeXe YeM OAMH pa3 B TPH TO/a, a TAKXKE IMPHU TMOSBICHUH HOBBIX JAHHBIX C
MO3WIIMU JI0Ka3aTeIbHON MEIUIIMHBI TI0 BOMPOCAM JWATHOCTHKH, JICUCHUs, MPO(UIAKTHKA U
peaduIuTaly KOHKPETHBIX 3a00JIeBaHUM, HAJTUIMH 00OCHOBAHHBIX JIONOTHCHUI/3aMeUaHU K paHee

yTBepxk1€HHBIM KP, HO He wame 1 pa3a B 6 mecsues.



IIpunoxkenune A3. CnpaBo4yHbIe MaTEPHAJIbI,
BKJIIOYasl COOTBETCTBHE NOKA3AHUI K IPUMEHEHUIO H
MPOTUBOIOKA3AHUI, CIOCO00B MPUMEHEHHUA U 103
JIEKAPCTBEHHBIX MPENaparoB, MHCTPYKIIMH 110
MPUMEHECHHIO JIEKAPCTBEHHOIO Npenapara

[Ipuka3z MunuctepcTBa 3npaBooxpanenus PO "OO0 yreepxaenuu [lopsnka okazaHusi MEIUIIMHCKOM
MTOMOTIIH OONBHBIM C BPOXKJICHHBIMU U (MJIM) HACIEeICTBEHHBIMU 3a00neBanusMu'" ot 15 Hosops 2012 1
N 917n).



Ipuaoxkenue b. AJropurMbl JeiicCTBUA Bpaya
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Ipuwioxenue B. Unpopmanus 1 manmeHTa

BoJae3nn [lomme

bonesnr I[lomme 310 omna u3 50 HacneACTBEHHBIX OOJNE€3HEH, KOTOpPBIE OTHOCSATCA K TPYIINE
JAU30COMHBIX OoJie3Hel HakoIuleHus. B nmu3zocomax (opraHesuibl KJIETKH) MPOMCXOAUT pacuieryieHue
KPYMHBIX MOJIEKYJl (MaKpOMOJIEKYJ) TaKUX KaK UPbI, OCJIKHU, INIMKO3aMUHOIIIMKAHbI, HUKOreH. [Ipu
pa3HbIX OOJIE3HSIX HapyIIaeTCsl OMpEACNICHHAs CTalus PACUICIUICHHUs] 3TUX Makpomojekya. Yacrtora
6one3nu [lomme (rukorenosa Il-ro tumna) cocrasnsier mpumepno 1 ciayyait Ha 140 000 (kmaccuyeckas
uHpanTuiabHas Gopma) u 1 Ha 60 000 mms B3pocioi popmbl. 3aboaeBaHNE BCTPEUACTCS TPAKTHIECKU

BO BCCX OTHHUUYCCKHX I'pyIIIIax.

bonesns [lomme penkoe HaciencTBEeHHOE 3a00eBaHKE, MPYU KOTOPOM B OPTaHM3ME HE XBaTaeT
ornpezeseHHoro pepMeHTa - anb(da MIKo311a3bl (CMHOHUM KHUCIas ManbTasza). B pesynbrare mytauuu
B reHe GAA, KOTOpbIi KOIHUpYeT 3TOT (PEpMEHT, B KJETKaX HaKalIMBAaeTCs 0cO0O0€ BEeIIeCTBO-
[JIMKOTeH. DTO MPOMCXOAMWT B MBIIIIAX U B cepAne. Eciu He Havarh JiedeHHe, TO MBIIICYHAs] TKaHb
U3MEHSET CTPYKTYpy U HE MOXKET BBINOJHATH CBOIO (QyHKuMio. bonesns Ilomme otHocuTCs K
IPOrPECCUPYIOLIUM HEPBHO- MBIIIEYHBIM 3a0oneBaHusiM. C TeYyeHUEM BPEMEHU CUMITOMBI O0JIE3HU
HapacTaloT, MPUCOEAMHSIETCS TMOPAKEHWE HOBBIX TPYII MBI, MHOTHE MalUeHTHl MEePeCcTaioT
CaMOCTOATEILHO XOJUTh M CTAHOBHUTHCS 3aBHCHMBIMU OT allapaToB HCKYCCTBEHHOW BEHTWJISAIIUU
JIETKUX, TIOCKOJIBKY NMMPOUCXOAUT MOPAKEHUE MBILIL] OTBETCTBEHHBIX 3a JpIXaHue. MI3BeCTHO HECKOIBKO
Pa3IUYHBIX MO TSKECTH M BO3pacTy Hayana GopMm 3a0ojieBaHUA- paHHSS (MIIaJeHYecKas), TMO3IHISA
MIajieH4Yeckass  (merckasi) u  B3pociad. OHM  OTJIMYAKOTCS  CUMIITOMAMM U CKOPOCTBHIO
nporpeccupoBanus. bone3us [lomiie nposiBnsieTcs: B BUAE MbIIIEYHON ¢I1ab0CTH, aTpOPHUH MBILII] TPU
Bcex (opmax 3aboneBanus. s muaneHueckodl (GOpMbl TakkKe XapaKTepHO MOPANKEHHE MBIIIIIBI
cepaua. PasMepsl cepana 3HAYUTENBHO YBETUYMBAIOTCA, MOXET OBICTPO pa3BUBATHCS CepJeUHas

HEOAOCTATOYHOCTh.

JletssM uWHOTZIA CJIOXHO TOBOPHUTb, TaK KaK CTPaJaiOT BCE TPYIIbl MBIIIIbI, PEeYb CTAaHOBHUTCS
HEBHSTHOW, CMa3aHHOW. MpleuHast ciiaboCTh MOXKET TPOSBISATHCA B HEYKIIOKECTH, MAIlUCHTHI
CHOTBIKAIOTCS, UM TPYAHO MOAHUMATHCS MO JiecTHUIle. [loxonka B3pOCibIX MAIMEHTOB C OOJIE3HBIO
[Tomne - cBoeoOpa3Hasi, OHU CTApPaAIOTCS KOMIIEHCUPOBATh JAE(EKT 3a CUET MepeHoca IEeHTPa TSHKECTH.
Uem MeHbIIIE TAIUEHT JBUTACTCS, TEM OOJbIIE BEPOSATHOCTh PA3BUTHS UCKPUBICHUMN MO3BOHOYHUKA U

MOSABJICHUSI KOHTPAKTYP.
HacaenoBanue

Hacnenyetcst 6one3ns [lomne mo aytocomHo- perieccuBHoMy Tuity. bonsHoit BI1 pebeHok Hacnmemgyer
0 OJHOMY HM3MEHEHHOMY IreHy (reéHa ¢ MyTalMed B CBOEW MOCIEJOBATEIbHOCTH) OT KaXKIO0ro W3
ponuteneil. B ceMbsix rme pomurenu SBISAIOTCS HocuTensMmu Oone3nu I[lomme puck poxkaeHus
oonpHOTO BII pebenka cocrarmsier 25% Ha kaxmyro 6epemeHHOCTh. [loaToOMy eciim B ceMbe pOaMIICs
6onbHOI BII peGeHok 3T0 HE O3HA4YaeT YTo Bce eTH OyayT OoibHBL. ECTh MIaHC pOAUTH 340POBOTO

pebeHka.

Kak ycranaBimBaoT 1MarHo3



Bpaun Ha OCHOBaHMM KIMHMYECKHUX CHMIITOMOB MOTYT 3allo03pUTh OO0JIe3Hb. 3aTeM MPOBOIATCS
1abopaTopHble TECThl U MHCTPYMEHTaJbHOE HccienoBanue. I[lpaktuuecku y Bcex OonbHbBIX BII B
OMOXMMHYECKOM aHaJIU3€ KPOBU MOBBIIIEHA aKTUBHOCTH (PepMEHTOB KpeaTuH(pocPokuHazbl, AJar,
Acar. Ilpu npoBegeHun sreKTpoHEHpoMuorpaduu OMPenesioT TMEPBUYHO MBIIICYHON XapaKTep
HapymieHusi. Ho 3THM CUMIOTOMBI MOTYT BCTpeuaThCsl W MPH APYTUX HACIEIACTBEHHBIX (opmax
MBIIIEYHBIX JaucTpoduil. Jljiss TOYHOrO NOATBEPXKIECHUS JUAarHo3a HEoOXOIMMO OIpe/eseHue
aKTUBHOCTH aib(a MIIOKO3HUAa3bl B KpoBU. BO MHOTMX ciydasx TakkKe PeKOMEHIYeTCs MPOBEICHUs

JIHK nuarHOCTHKH eClii aKTUBHOCTH (hepMeHTa ObLTa CHIKCHA.
Jleuenue

Jns neuenus BII pazpaborana cnenuanbHas pepMeHTHAsI 3aMecTUTeNbHas Tepanusi. CMbICH Tepanuu
3aKJII0YAeTCs B TOM, YTO MALUEHTY KaK/IbI€ IBE HEJIEJIN BHYTPUBEHHO BBOAST HEIOCTAIOIIUN (DEPMEHT.
[Ipenapar mist pepMEHTHON 3aMECTUTENIBLHON Tepanuy Ha3bIBaeTcs AJMIoKo3uaasa ainbdpa. B camoit
MpoleIype BHYTPUBEHHOTO BBeACHUS (epMeHTa HET HHYero CJOXKHOro u crpamrHoro. I[lpo

OIIPCACIICHHOM HABBIKC 3TO MOKHO IIPOBOJIWUTH B JIF000M 6OJ'II)HI/III6.

DddekT Tepanmud BO MHOTOM 3aBHCHUT OT TOTO, Korma ObII0 Havaro JiedeHue. Ecmm mpomecc B
MBIIIEYHONW TKAaHU JOIIET JI0 ONPEACNICHHON CTaJud BOCCTAHOBUTH YTPAYCHHYIO (PYHKIIMIO MBIIIIIES
HEBO3MOKHO.

MEIII/IKO-I‘eHeTI/l‘-IeCKaSI KOHCYJIbTalus

CeMbsiM OY€Hb Ba)KHO MOCETUTh Bpaua I'€HETUKA. Y Bpaua I'eHEeTUKAa MOYKHO y3HaTh PUCK
poxnenust 6onbHOro bII peGenka B 1aHHOM ceMbe, IPONTH 00cen0BaHNE POJCTBEHHUKAM €CIIU 3TO

HeoOxoauMo. OOCYIUTh MPEeHATAIbHYIO U MPEUMIUIAHTAIMOHHYIO JUarHOCTHKY.

[IpenaranbHast quarHoctuka npoBoAuTcs Ha 9-11 Henmensix GepemenHoctu. B marepuale, KOTOpBIit
Ha3bIBAE€TCS BOPCHUHBI XOpPHOHA (TO M3 YEro B MOCHEayroeM (hopMHUpyeTcs TareHTa), OnpeaestoT
aKTUBHOCTb (PEPMEHTA M NPOBOAAT TECTHUPOBAHUE JUIsl BbIABICHUS MyTauuil B reHe GAA. Ha
OCHOBAaHHMM TMPOBEJECHHOIO aHalih3a JAeNaloT BBIBOA OOJIEH IUIOA WU 37I0pPOB. CoBpemMeHHBbIE
TEXHOJIOTMM TO3BOJIIFOT MPOBOJUTh W MPEUMIUIAHTAMOHHYIO JHArHOCTHKY. OII0I0TBOpEHUE
POBOAMUTCS B TMPOOWpPKE, 3aTeM OTOMPAIOT TOJBKO T€ OIUIOJAOTBOPECHHBIE SMOPHOHBI HAa CTaIuuU
HECKOJIbKMX OJIaCTOMEPOB, B KOTOPBIX HET CEMEHWHON MyTallMM M MX HUMIUIAHUTUPYIOT B OPTaHHU3M

Marepu. [Ipu maHHOM mporieype eCTh CBOM PUCKH, KOTOPBIE MOXKET Pa3bSICHUTH Bpad r€HETHUK.

bone3ns Ilomne He BXOIUT B MEPCUYCHDb Op(i)aHHBIX 3360J'I6B21HHI>1, JICHCHUC KOTOPBIX HPOBOAUTCA 3a

CUET CPEICTB PErHOHATBHBIX OIOKETOB, OHAKO, MAIIMEHTHI UMEIOT BO3MOXKHOCTD JICUUThCS B Poccum.
IHomomb ceMbH

He 3aObiBaiiTe: OT ceMbU 3aBUCHUT YCIIEX JICUCHHS] HE B MEHbBIIEH cTeneHu, yeM OoT Bpada. HyxHo
coOnroaTh PEKOMEHJAIMU, HU TPU KAKUX YCIOBHUSAX HE TEpsATh Hajexay. W nmaxe ecnu Bbl He
noOeaute OO0JIE3Hb MOJHOCTBIO, W3MEHUTh >KM3Hb K JIydllleMy, cliejaTb POJHOTO BaM YeEJOBEKa

CHAaCTJIIMBBIM B BalllUX CHJIAX.



Ipuaoxkenue I'l-I'N. IlIkajabl OLleHKH, BONPOCHUKHU U
JApyrue OueHOYHbIC HHCTPYMEHTHI COCTOSIHUS
MANUCHTA, IPUBEJACHHbIC B KIMHUYCCKUX
pPeKoOMeHIalusAX

Ipuioxenue I'l. OcaoBubie cumnToMbl MbBII

KnnHunyeckmnin cumntom YacToTa
CuHapoM «Bsanoro pebeHka», 6bICTpoe nporpeccMpoBaHne MbllevyHon cnabocTn, akcuanbHas [0 96%
TMNOTOHUS, CHUXXEHWE MOTOPHOW aKTUBHOCTM, CNaboCTb MUMUYECKUX MbllL, apednekcus B no3aHewn

cTaann 3aboneBaHns, NKPOHOXHbIE MbILLbI MAOTHbIE NPUY Nasbnauum

Kapavomeranuvs, kapamoMmonaTusa u/wunm cepaeyvyHas HefoCTaToOuHOCTb 0o 95%
enaTomeranus [0 82%
Makpornoccus 0o 62%
TpyAHOCTM Npu BCKapMAMBaHUM U HU3Kas npubaBka B Bece no 50%
YacTble pecnupaTopHble MHMEKLUN, pECNMPATOPHbIA ANCTPECC U CHUXXEHME AblXaTeslbHOW (PYHKLUN 30-40%
MoBbIlWEeHNE YPOBHS KpeaTUHKUHAa3bI 100%
BbICTpoe 1 HeyKNOHHOe nporpeccupoBaHme 3aboneBaHus 100%

Ipuaoxkenue I'2. OCHOBHbIE KIMHUYECKHUE
cumnrombl BITITH

MpusHak YacroTa

Mporpeccupytollast MbilleyHass cnaboCTb C NMPEUMYLLECTBEHHBLIM MOPa)XeHUEM MPOKCUMasbHbIX OTAE/OB, 30-90%
CHMXXEHME MOTOPHOM aKTUBHOCTM, C/laboCTb B HOrax 6onblue, YeM B pyKax, rmnepTpodus MKPOHOXHbIX
MbilL, BOBJiIeYEeHMEe napacnuHanbHbiX Mbliwy (y AeTel nocrtaplle), rMNOTOHUS, CHUXKEHUE CYXOXWUITbHbIX
pednekcoB, NONOXUTENbHbIE NMpYeMbl [0Bepca, MMonaTMyeckas noxoaka

HapylueHns AbixaHus, YacTble pecnnpaTopHble MHMEKUMK, AbiXxaTeNbHas HeA0CTaTOYHOCTb, AUCMAHO3 Npu 25-40%
dun3nyeckon Harpyske, o6CTpyKTMBHOE anHO3 BO BPEMS CHa, OPTOMHO3

MoBbIWEeHWEe YPOBHS KpeaTUHKUHAa3bI 100%
YMepeHHasa renatoMeranus 0o 16%
Kapanomeranus, kapavmomMmonaTtusa (MeHee BbipaXeHHasl, YyeM npu aebrote A0 1 roga XU3Hu) 0-12%
Makpornoccus 0o 4%
COHNMBOCTb, YTOMNSEMOCTb 0o 8%
Nopnos, kndos u/mnm ckonmos 9-25%

HopmanbHoe ncuxopeyeBoe pasBUTME, COXPAHHbIN UHTENNEeKT 96%




Ipuaoxkenue I'3. BoinmoiHeHHE ABUTaTeJIbHbIX TECTOB

npu bBIIIIH

MpeabsaBnsiemoe 3afgaHue BbinonHser 6e3 Tpyaa BbinonHser c He MoOXKeT
TpyaoMm BbIMOJ/IHUTDb

MoAHATb pyKX HaA ronoBoK 55 % 29 % 16 %

[MpuHAaTL BEpTUKasbHOE rMosiIoXXeHmne n3 14 % 45 % 41 %

NONOXEHNS HaKIOHMBLUNCL Briepes

BcTaTb € HU3KOro cryna 12 % 53 % 35 %

BctaTb 6€3 noMowWm pyK M3 MOMOXEHMUS Niexa Ha 8 % 37 % 55 %

cnuHe

MoAnpbIrHYTb Ha MecTe 6 % 29 % 65 %

Xoabba BBEPX/BHMU3 MO NECTHULE 2 % 57 % 41 %

MOAHATbL HOMM B MOMIOXEHUUN Nexa 2% 43 % 55 %

[MoaHATBLCA € KOpTOYek 2 % 22 % 76 %

Ipuaoxkenue I'4. OcHoBHBIE 32a00/1eBAHUSA IS
aupdepenuuanbHoro nuarsosa bITINH

Tvin HapyweHus

AwnarHos

OCHOBHbIE CX0>XXUe CUMMNTOMbI

MblweyHble ancTpodun

MosSICHO-KOHEYHOCTHas! MblleYyHas AucTpodusa

Mporpeccupytowas cnabocTtb MbllL,

OuctpoduHonatum (Mnogmctpodus JoweHHa, bekkepa) nosicos HVDKHUX KOHEYHOCTEN,
MuopunbpunnspHas muonaTtus KpbINOBMAHbIE  fIONATKX,  Kpamnw,
MunoToHMueckasa guctpodus 2 Tmna nosblweHne KK
MneyenonaToyHO-MLEBAs MMOANCTPODUS
bone3Hb [JaHOHa
X-cuenneHHasa MmuonaTus
JlvuenonaTo4YHOKOHEYHOCTHAs MblleyvHas auctpodus

BocnanutenbHas muonatus Monummnosnt MocTeneHHO pa3BuBaloLasncs

MWO3UT C BKIKOYEHUAMU

cnabocTb Mbiwl, nosbiweHne KK

BpoxaeHHble Muonatum

HemanvHoBas MuonaTus

Bone3Hb LIEHTPanbHOro CTEPXHS U MyJbTUCTEPXHEBAs
MuonaTum

LleHTpoHyK/leapHas M1onaTus

MuonaTus C rMannHOBLIMU TeNbLUaMn

Mpoune BpOXAEHHbIE MUOMATUN

MblweyHas cnabocTb, TMMNOTOHUS NpU
HOpMasibHOM nnm yMEpeHHO
nosbilWeHHOM ypoBHe KK, Hannunu
CKEeNEeTHbIX HapyLeHun

MeTtabonunyeckne MmuonaTum

nunkoreHosbl IIla, IV V n VII TMnos

fMNoToHMA, renaTomMeranus y neren,

MunTOXOHAPUasbHbIE MUOMATUN cnabocTb  MbiWL,  YTOMJISEMOCTb,
>Xnposble MmonaTtun cnabocTtb MbILUL, CHUXEeHue
YCTOMYNBOCTU K Harpyskam,
nosbiweHne KK
BonesHn MoToHeNpoHa CnuHanbHblie MbilweyHble atpoduu, Tmn I n 111 CnabocTtb MblILULL, HapyLweHune

BynbbocnnHanbHaa ammotpodus (6onesHb KeHHeam)
BokoBor aMnoTpodryeckmin cknepos

AblXaHus, aTpodurs MblLL, BO3MOXHO
nosbiweHne KK

BonesHn HepBHO-MbILIEYHOM
nepesauu

MwnacteHnsa rpaBuc
BpoxaeHHble MMacTeHn4Yyeckne CMHAPOMbI
CuHapom JlambepTta-UToHa

HapyweHua  abixaHuss,  cnabocTb

MbILWL, YTOMNAEMOCTb

AcmMnToMHOE noBbllWLEHNE

BTopuyHasi MmonaTtus, BK/OYasl 1IeKapCTBEHHYHO

MoBblweHne KK

IHouwiaoxkenaue I'5. Mouautonuur nmammenrta ¢ bII




* Ananmm3 kpoBH nomkeH Bkirouath: ACT, AJIT,

H}IF‘, KK (MB-q)paKﬁm{), anbOyMHH CBHIBOPOTKH,

Bce naumeHTbl BospacT <5 ner Bo3pac
Ha MomeHT Kaxgble Kaxxable Kaxgble Kaxxabl¢
Hadana O3T 3 mec 6 mMec 12 mec 6 mec

KnuHuuyeckui ctatyc naumeHTta

PocT, Bec, OKpY>XHOCTb FroJIOBbl Yy AeTei

A1, TeMmnepaTtypa Tena

AHanus kposBu*

AHanus Mmoum **

PeHTreHorpacdu1s opraHoB rpyAHON KJIETKHU

Kr

IxoKr

AyavomMmeTpus

OueHKa OCTPOTbl 3peHus

OueHKa KOrHUTUBHOIO cTaTtyca

AeHcuToMeTpua

OueHKa IMHeiHoro pocra

OueHka ®B

OueHKa MOTOPHOro craTtyca no wkasaMm M Tecty 6MWT***

OueHKa KauecTBa XXU3HHU

OnpocHuk SF-36

MPOTPOMOMHOBOE BpPEMSI, YACTHUHOE TPOMOOTIIACTUHOBOE BpeMsi, 001NN OMInpyOUH, CHIBOPOTOUHBIN

KpPEaTUHMH.

** AHanmu3 MOYM JOJKEH BKIIIOYATh: KpeaTUHUH MOo4H, Oerok, CKD

*#* Jcnonp3yeMble MIKaJbl:

[Mxana Anp6epra MoTopHOTO pazButusa miajaeHies (AIMS) (ITpunoxenue ['6)

Cwuita MBIIIIL TTI0 IIKaJIe KOMUTEeTa MeAUIMHCKuX uccienoanuil (Ilpunoxenue I 7)



6MWT — Tect 6-MunyTHOM X0A605I (6 minutes walking test, GOMWT) (IIpunoxenne I'8) [1]

ﬂ]l}l MOHUMOPpUHZA COCMOAHUA NAYUEHNO8E, HCIXOO}IWMXC}Z HA namozeHemu4eckou mepanuu,
peKOMeHOOGCZHO ux Habnooenue me peoaitce 00HO20 pasa 6 200 6 cneyuantusupoBearniblx yenmpdax, 6
Komopbolx MooaHcem Oblmb  okazan odvem Meduuuncmﬁ nomowiu 6 coomeenmcmeuu c OAHHbIMU

KIUHUYEeCKUM pekomendauu;mu.

Ipunoxenue I'6. Illkana Ajab0epra MOTOPHOIO
pPa3BUTHA MJIAICHIIEB

Ha3Banue Ha pycckom sizbike: [llkana AnbOepra MOTOPHOTO pa3BUTHS MIIAJICHIIEB
OpurunansHoe Ha3BaHue (ecmu ecTh): Alberta Infant Motor Scale (AIMS)

Ncrounuk (opuuumanbHblii calT pa3padoTunkoB, myonukanus ¢ Baauaanueit): Piper MC, Pinnell LE,
Darrah J, Maguire T, Byrne PJ. Construction and validation of the Alberta Infant Motor Scale (AIMS).
Can J Public Health. 1992;83:S46-50.

Tun (mog4epKHyTh):

OiKaJida OINCHKH

HHICKC
BOIIPOCHUK

pyroe

Ha3nauenue: motopHas mkana st miaagaeHueB Anboeptsl (AIMS), mkana HabmogaTeIbHON OLEHKH,
Obla pa3paboTaHa Il U3MEPEHUs OOIIETr0 JBUTATENBLHOTO CO3PEBAaHUS Yy JETEH OT POXKACHUS 0

CaMOCTOSITEIIbHON XOABOBI.

Conepxanue (mabnon): OCHOBBIBasCh Ha JHUTEpaType, 58 HAaBBIKOB ObUIM CTEHEPUPOBAHBI U
pacmpeneneHbl MO YeThIpeM TMO3MIMSIM: JieKa, Jeka, cuas ©u crosd. Kaxmomy H3 HaBBIKOB

IIPUCBANBACTCA OHpGI[GJ'IGHHLIfI Oast

Kirou (muTepnperanius): 0amabl CyMMHUPYIOTCSI M IIPOBOAMUTCS 00IIasi OIIEHKAa MOTOPHOTO Pa3BUTHS U

OTKJIOHEHHE/COOTBETCTBHE HOPMAIBHOMY Pa3BUTHIO B MEPIIEHTHIISIX
IIIkana Anb0epTa MOTOPHOTO PAa3BUTHA MJIAICHLIEB
YHUCII0/MECSII/TO

damunus, UM JlaTa uccnenoBaHus: / /




NnenTudukanoHHbii  HOMEp

Jlata poxaeHwus:

/ /

Hccnenosarens XPpOHOJIOTHICCKHUI BO3PACT: / /
MecTto nmpoBeeHUs UCCIEA0BaHUS CKOppEKTUPOBAaHHBIN BO3PACT: / /
MpeawecTsyowme [MyHKTbI, 3acymTaHHble B Bann no wkane
3aCyYUTaAHHbIE MYHKTbI KOKHe»
[MonoXeHne Ha XNBOTE
[MonoxeHne Ha crnuHe
Mocaaka
BcraBaHue
OO6muit 6amt: MIEePIICHTUIIb:

[IpumMeuanus/peKoMeH1aliu:

HIKAJIA OHEHKN MOTOPHOI'O PA3BUTUSA Y MJIAJIEHLIEB

N2 nccnegoBaHus

Mono>xxeHue Ha XXuBoTe

Mono>xeHne nexxa Ha xusote (1)
dusmonornyeckas dnekcus.

| , - "'H_H\ [MoBopauvBaeT roaoBy A7 OTBeAEeHusl, Hoca oT
e il { - NOBEPXHOCTU.
T -y e /
b -’_; by Y
— Mono)xeHune nexxa Ha xxusoTte (2)
R f" CUMMeTpUYHO NOAHMMAET roaoBy noa yrnom 450,
il E— He cnocobeH yaepxuBaTb rofioBy Ha OAHOW JIMHUU C
\ TYNOBULLEM.
3y - ..“-\__,.:-""F-/ Y
e # r.
. - L1
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Mono>xeHne Ha XXMBOTE C ONOpoM
JIoKTM HaxomdaTcs no3aau nned. bes noaaepxku
noAHMMaeT rosioBy nojA yrnom 459,
. 4 i
i & AL
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- Onopa Ha npeansieybs (1)
MoaHnuMaeT n yaepxusaeT ronosy noa yrnom 6onee
3 { 450, JIOKTM Ha OA4HOM NMHUM C nnedamu. [pyaHas
At KNeTka pa3MeLLaeTcs no LeHTpy.
- 2
:.—": & - ..-'
\ -
<A

MoaBMIKHOCTb B NOJIOXKEHMW HA XKUBOTE
MogHumaeT ronosy noa yrom no 900,
HekoHTponmpyeMble NOMNbITKM NepeHoca Beca.

Onopa Ha npeansaeybs (2)
JIOKTM  HaxoasaTca  nepej  niedyamMn.  AKTUBHOe
noaTarmeaHue noadbopoaka C BbITSFMBAHUEM LLEN.




Mono>xeHue Ha cnuHe

Mono>xeHne nexxa Ha cnuHe (1)
dusnonornyeckas @rnekcms.

MoBOpOT  ronoBbl;  MOAHOCUT  POT K
BecnopsaoyHble ABMXKEHUS pyKaMu U HOraMu.

pyKe.

Mono>xeHne nexxa Ha cnuHe (2)

[ToBOPOT ronoBbl K cpeaHen NuHuM. HeobasaTenbHbil
ACUMMETPUYHBIA  LWEWHbIA  TOHUYECKUMA  pednekc
(ALUTP).

Mono>xeHne nexka Ha cnuHe (3)

[onoBa Ha 04HOW JIMHUK C TYNTOBULLIEM.

[Buraet pykamu, HO He crnocobeH MOAHECTU PyKU K
cpeaHen NUHUK.

Mono>keHne nexxa Ha cnuHe (4)
AKTMBHOCTb crubatenei wenm C MOATATMBAHUEM
noabopoaka. MNMoAHOCUT PyKK K CpeaHen NUHUN.

NMoaHeceHue pyK K KOJIGHAM
I'Io,qmrldsaHme noabopoaka. [octaer pykamum Ao
KoNeHen. AKTUBHOCTb OPHOLLHbIX MbILLL,.

Mocapka

Mocaaka c noaAaepIXKoMn
MoAHMMAET U KpaTKOBPEMEHHO YAEPXMBAET rosioBy
Ha OA4HOWM JIMHUW C TY/TIOBULLEM.

Mocapka c onopoit Ha pyku
Yaep>XuBaeT rofioBy Ha OAHOW JIMHWUM C TY/OBULLEM.
KpaTKoBpeMEHHO OMMpaeTcsl Ha pPyKu.

MoaTsarneaHue B cuasyee NoJsioXkeHne
MoaTsarveaeT Noa60pOAOK; ro/10Ba Ha OAHOW JIMHUK C
TYNOBULLEM UNWN BREPEaN.

BctaBaHue

Onopa Ha Horu c noaaep)xkon (1)
Bo3MoXHO rnorepeMeHHoe crnbaHune B
TazobeapeHHOM M KOJIEHHOM CcycTaBax.




Onopa Ha Horu c noaaep xkon (2)
FonoBa Ha OAHOW JIMHUM C TYNOBULLEM.

Beapa

HaxoaAaTCca no3aaun nJied. Pa3Hoo6pa3Hb|e ABWXXEHUA

HOramMu.
_i-‘
Onopa Ha BbITAHYTbIE€ PYKU nep6KaTblBaHMe N3 noNnoXKeHus NMnaBaHue
Ha >XXuMNBoTe B Mono>xxeHue Ha
CcrnuHe 6e3 nosopoTa
NN
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PyKM BbITAHYThHI. nOﬂ,TFIFVIBaHVIe D,BM)KEHME UHUNUUMpyeTcq roJI0BON. I'Ia'rrepH AdKTUBHOCTU pa3rm6aTene171.
noaboposka € NOAbLEMOM FPYAHON KNETKM. TynoBuwle AOBMXETCS Kak  04HO
BokoBon nepeHocC BecCa. uesnoe.
MonbiTKa AOTAHYTbCA A0 npeaMeTa u3 nepeBopOT nepeKaTblaaHue N3 nNoNNIOXKEeHUA Ha

yrnopa Ha npeanseybsa

>KUBOTE B MOJIOXKEHME HA CrMUHE C
NnoBOPOTOM

AKTUBHBI NMEpeHOC Beca C OAHOM CTOPOHbI.
KoHTponupyeMasi nonbITKka AOTSAHYTbCS A0
npeameTa cBO60AHOM PYKOWA.

[MepeBoOpOTHI.
[OBWXEHUS pyK U HOT.
BokoBas ¢rekcusa Tynosuwa.

MoBOpOT TyNOBULLA

Mono)xeHune Ha yeTBepeHbkax (1)

NMoaHeceHne PyK K CTYNMHAM

NepekaTbiBaHME W3 MOJIOXKEHUS1 Ha
cnuHe B NOJIOXKEHMe Ha xusoTte 6e3
nosopoTa

I

!




Horn corHyTbl, OTBeAeHbl
KHapy»XWu. MOACHWUYHBIN
Yaep>X1UBaeT MoJIoXeHUe.

W TOBEPHYTHI
NopLo3.

CnocobeH

yaep>xuvBaTb
CpeaHeM MosoXeHuu. [lpucyTcTByeT
NOZABWXHOCTb B Ta30BOM OTZENE.

HOIM B BokoBoe BblNnpaMneHune

roONoBbI.

TynosuLle ABUXETCH KaK OA4HO Lesoe.

MepekaTbiBaHME U3 MNOJIOXKEHUSNA
Ha CcnuMHe B nMNOJiIo)KeHue Ha
XXMNBOTE C NOBOPOTOM

AKTUBHOE
BbITArMBaHue

Mocaaka 6e3 noaaep>kkun

MoBOpOT TynoBMLA.

BbiTarneaercs,

MpuBeaeHue nonaTtok U pasrubaHue nned. He

6e3 onopbl Ha
PYKH

OoTTajJIkKnBach cnocobeH yaepixaTb MoJIoXKeHue.
Horamu.

Mocaaka c onopoi Ha pykKu Mocapka 6es3 MepeHoc Beca B nonoXeHun cuaa 6es
noaAepKu noaaep»Kun

Tynosuila.

e - Y —
~3) .
BoiTArmeaHne  rpyaHoro  otaena He MOXeT lMepeHoc Beca Bnepea, Hasaj Win B CTOPOHbI.
NO3BOHOYHWKA. [BUXEHWUSA TOMO0BbI, oCTaBaTbCA OAWH He MoXxeT ocTaBaTbCad OAMH B CUAAYEM
He3aBUCKMble oT TY/I0BULLA; B cnasdem NONOXEHUN.
OMNMpaeTcs Ha BbITAHYTbIE PYKWU. NONOXEeHUU
HeorpaHuyeHHoe
BpeMms.
Mocaaka 6e3 onopbl Ha pyku (1) MonbiTka BcraBaHue c noaaepkkoi (3)
AOTAHYTbCA A0
npeamera c
noBopoToM B
MoJI0OXKEHUM
cups
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Pykn He npuxatbl K Teny. CnocobeH Cuaunt beapa HaxoasaTCcs Ha AWHUM nned. AKTUBHbIN
urpatb C UIPYLLKOW. MoxeT CaMOCTOSATENbHO. KOHTPO/b Tynoswuwa. PasHoob6pa3sHble
ocTaBaTbCs OAVH B cuasyem TAHeTCH K OBWXEHNS HOraMmu.
MOJIOXXEHUN. nrpyLike ¢
NnOBOPOTOM




MonoxxeHne nexxa Ha
60Ky Cc onopow

PeuunpokHoe nonsaHue

NMepemeweHne n3 noJsioXkeHusa Ha
yeTBepeHbKax B MOJIOXXeHune cuga win
nonycumpa

PasobwieHHOCTb Hor. PeunnpokHbie LBUXEHUSA [MepemelwaeTca B [aHHOE MOJIOXEHME U U3
HenoaBMXHOCTL  nJiey. PpyK ¥ HOr C MNOBOPOTOM Hero.

MoBopoT B npepenax Tynosuwa. MoXeT NpuHMMaTb Cuasyee rnosoxXeHue,

ocu Tena.

PeuunpokHoe MonbiTka AOTAHYTbCA AO Mono>keHne Ha ueTBepeHbkax (2)
nonsaHuve Ha npeaMera M3 ynopa Ha

yeTBepeHbkax (1)

BbITAHYTYHO PYKY

L

Horwm OTBEeLEeHbl 7
NOBEPHYTbI KHapYy>Xw.
MOACHWYHBLIM ~ NOpAO3;
nepeHoc Beca C OAHOM

TaHeTcs K npeameTty
BbITSHYTOW pyKoW. [loBopoT
TynosuLia.

Benpa BbIpOBHEHBI
MOSICHNYHOIo oTAena.

noa Tas3oM. YnaouweHue

CTOPOHbl Ha Apyryw c
60koBOW dnekcnen
Tynosumwia.
MoaunduumpoBaHHoe MepemewexHune us MepemeweHne w3 MOJNIOXKEHUA CUAA Ha
noJsioXkeHme Ha MnoJI0XKeHUs cuas B yeTBEepeHbku
yeTBepeHbKax MOJI0XKEHUE Ha XXUBOTe
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MepemellaeTcs B MepemellaeTcs n3 AKTMBHO  nNogHWMMaeT  Ta3,  fAroauvupl "
AaHHoe nonoxeHue. nosioXeHns  cuas,  4tobbl HEHarpyXeHHyt Hory, 4T1obbl BCTaTb Ha
Bo3MOXHO neyb Ha XXWUBOT. YeTBEpPEHbKMN.
NpoABMXEHMe Bnepes. MNoaTtarneaetcs pykamu,
HOMM HEeaKTUBHbI.
CamMocTosiTenbHOe MepBble warun BcraBaHue n3
cTosiHue moandULMPOBaAHHOIO

NMnoJIOXKEHUA Ha KOPTOo4YKax
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B TeuyeHMe KOPOTKOro Xoaunt CaMOCTOATENbHO; MepeMellaeTcs U3 NOMOXEHUS Ha
BpEMEHM cTouT nepeasuraercs 6bICTPO KOPTOUKax B MOJIOXKEHME CTosA C
CaMOCTOATENbHO. MESIKUMW Laramu. KOHTpOnMpyeMoi dnekcmen u
YpaBHOBeLWwNBaeT BbIMpPAM/IEHNEM 6enep "
peakumm B CTYMHSX. KOJIEHEN.
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MonoxeHune Hor OTTanknBaeTcs pykamMn #u MoaTtarneaetcs, 4Tob6bI BCTaTh;
BapbupyeT. MnageHey BbINPAMSAET KOJIEHW. nepeHoCUT BEC C OAHOWN CTOPOHbI
nerko nepemellaeTcs Ha Apyryto

M3 O4HOrO MOJIOXEHUS B
Apyroe.

BcTtaBaHue c onopou
C NOBOpPOTOM

Xo>xpeHne c onopoi 6es
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MOJIOXKEHUSA CTOA.

TynoBuLa.

[ToBopoT Tynosuwa u XoauT c onopoit B 60KOBOM MoxeT BCTaBaTb nnu
Tasa. HanpasseHnn 6e3 NoBopoTa. nepemeLlaTbCs B [aHHoe
nonoxeHwume.
KoHTponupyemoe PeuunnpokHoe noJsizaHue XoxxaeHMe c omnopoA cC
onyckaHue n3 Ha yeTBepeHbkax (2) NOBOPOTOM
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KoHTponunpyemoe MNOCKNIA MOSICHUYHBIA OTAEN. XopuT C onopoi ¢ MOBOPOTOM.
onyckaHue n3 [OBuxeTcs C NnOBOPOTOM

Ouenka pe3yJbTaToB 00c/Ie10BaHUA 0 HIKaJIe AJb0epTa MOTOPHOIO Pa3BUTHS pedeHKa

Bean4uHbl nepueHTUICH
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Ipuaoxenue I'7

Opurunansnoe HazBanue (ecnu ecth): RESEARCH COUNCIL SCALE

Hassanue na pycckom s3bike: bI1



Hctounuk (odunmanbHbiil calt pazpaboTunkoB, nyonukanus ¢ Banuaanueit): van der Ploeg, R.J.O.,
Oosterhuis, H.J.G.H. & Reuvekamp, J. Measuring muscle strength] Neurol (1984) 231: 200.
https://doi.org/10.1007/BF00313939

Tun (Moq4epKHYThH):
LIKaJIa OLIEHKU
MHJIEKC

BOITPOCHHUK

Ipyroe

Ha3znauenue: JlaHHas mikaja mo3BOJISIET OLICHUT:

- CHUJIy HCCJICAYCMBIX MBIIII] HA MOMCHT OCMOTpa I10 6aJ'IJ'IaM;

- JUHAMHUKY BOBJICUCHUS OIPCACICHHBIX MBIIII U LEJIbIX MBIIICYHBIX I'PYIIIL;

- CKOPOCTb IPOrPECCUPOBAHMS MUOIIATUYECKOTO Mpoliecca.

Conepsxanue (1a0JI0H):  IIKaja MPeACTaBIsSeT MBIIICUHYIO CHIIy B Oajiax

Kirou (nHTEpIIpeTanusi): 4eM BBIIIe 0ajil, TEM BBIIIC CHJIA MBIIIIIT

Cuiia MBI IO HIKAJIe OPUTAHCKOTO KOMUTETA MEIUIMHCKUX HCCJICIOBAHUM

Bann OnpepenexHue cunbl

5 HopmanbHas cumna

4 CnocobHOCTb MOAHMMATb KOHEYHOCTb MPOTMB HEGONBLIOrO COMPOTUBIIEHNS
3 CnocobHOCTb MOAHMMATb KOHEYHOCTb, HO HE MPOTUB COMPOTUBNIEHUS

2 [BWM>XEHNS TONbKO B FOPU30HTasIbHOWM MIOCKOCTHM

1 Cnaboe cokpalleHve MblilL,

0 [BW>XeHUsa OTCYTCTBYIOT

Ipuaoxenue I'S. 6MWT — TecT 6-MUHYTHOM XOAbObI

HasBanne Ha pycCKOM SI3BIKE: TECT 6-MHUHYTHOU XOIBOBI

OpurnnansHoe Ha3zBaHue (ecau ecth): The six minute walking test (6MWT)

Hcrounuk (opuimanbHbIi caiT pa3paboTyukoB, myOnukanus ¢ Banuaanuei): Laboratories, A. T. S.
C.o0.P.S. f. C. P. F. (2002). "ATS statement: guidelines for the six-minute walk test." Am J Respir Crit
Care Med 166(1): 111-117.



Tun (Mog4epKHYThH):
HIKaJIa OUEHKHU
UHJIEKC

BOITPOCHUK

ApYyroc
Ha3nauenue: onpezenenne BHIHOCIMBOCTH MAIIMEHTOB C 1ENbIO OLIEHKU 3(P(HEKTUBHOCTH TEPAITUU

Conepxanue (madioH): B Tecte oleHuMBaeTcsl IUCTAHLMS B METpax, MPOMIEHHAs MallMeHTOM 3a 6

MHUHYT 0e3 BBIHY>XICHHBIX OCTaAHOBOK.

Kitou (uHTEpnperanus): NpoBOAUTCA CPaBHEHHE C pe3yJbTarTaMH TECTa, MPOBEACHHOIO paHee (10

Hauajia Teparnuu, Ha (OoHE Tepanuu 1 T1)
6MWT — Ttect 6-muHyTHOM X0AL0BI (6 minutes walking test, 6MWT)

CrnenyeT MOMHUTH, YTO JJI JIAHHOTO TE€CTa MMEIOTCS CIEeAyIolue aOCONIOTHbIE MPOTHUBOMOKA3AHUS:
HecTaOWbHAs CTEHOKApAMs HampsbkeHUs W WHGApKT MHOKapaa, AaBHOCTBIO 10 1 Mecsa.
OtHOocuTenbHBIMU TpoTHBONOKa3aHUsAME siBisgtoTcs: UCC Boime 120/MUH B MOKOE, CHUCTOIMYECKOE
Al >180 mm.pt.cT. U nuacronuyeckoe AJl > 100 mm.pr.ct. CrabuibHasi CTEHOKApAUs HE SIBISETCSA
aOCOJIFOTHBIM IPOTUBONOKA3aHUEM Il TPOBEAEHUS TEeCTa, OJHAKO €ro cjexyeT IpPOBOIUTH C

OCTOpPOXHOCTBIO, HA (1)OHC nmpueMa aHTUAaHTI'MHAJIbHBIX MPCIIapaToB IO ITOKa3aHHUAM.

Eciu manueHT HaXOOUTCA HAa MOCTOSIHHOW KHUCIOPOAHOW MOAJAEPHKKE, CKOPOCTh MOAAYM KHUCIOpoAa
MPY MPOBEJCHUN TECTA JOJKHA COXPAHITHCS B COOTBETCTBUM C MPEANUCAHUEM Bpaya, HA3HAYUBILIETO

Y KOHTPOJIMPYIOILETO TEPAIHIO.
[IpoBenenue Tecta HEOOXOAUMO HEMEJIEHHO MPEKPATUTH B CTy4yae MOSBICHUS:

1. bonu B rpyau;

2. HenepeHOCHUMOM OJIBIIIKHY;

3. Kpamnu B HOrax;

4. Pe3koif HEyCTOWYMBOCTH | MOIIATHIBAHUS ITPH XOH0E;
5. Upe3mepHOro MoTOOTICIICHUS;

6. Pe3koro nsMeHeHus 1iBeTa KOXKHBIX TTOKPOBOB (OJI€IHOCTH).

6MWT npoBoauTCsi B NMOMELIEHUH, XOPOIIO 3HAKOMOM MAaIMEHTY, UMEIOIIEM JOCTATOYHO JIJIMHHBIN
KOPHUJOP C TBEPJIbIM MOKPhITHEM. J[JIMHA MPOXOAMMOIO MYTH JOJKHA COCTaBIATh HE MeHee 30 MeTpoB

C pa3MeTKO! Kax/ble 3 MEeTpa, a TAK)Ke TOUKaAMU [TOBOPOTOB/Pa3BOPOTOB.

[TarreHT moyyaetr HHCTPYKIMIO O HEOOXOJUMOCTH UATH C MAKCHUMAJIBHO BO3MOKHOM CKOPOCTHIO (HO

He OexaTh) B TeUEHUE 6 MUHYT.



B tecte OLICHUBACTCA AWCTAHLUA B MCTpaAXx, HpOfIJICHH&H IIaIIMEHTOM 3a 6 MUHYT 0e3 BBIHYXACHHBIX

OCTaHOBOK.

HMpunoxenue I'9. OnpocHuk kavecrBa xu3Hu SKF-36

Hasanue Ha pycckoM si3bike: ONpOCHUK KauecTBa ku3HU SF-36
OpurunansHoe Ha3zBanue (eciu ecth): "SF-36 Health Status Survey"
HcTounuk (opuIMaNbHbIN CallT pa3pabOTUUKOB, ITyOIHKAIIHS C

Bamunanueii): Ware J.E., Snow K.K., Kosinski M., Gandek B. SF-36 Health Survey. Manual and
interpretation guide //The Health Institute, New England Medical Center. Boston, Mass.-1993.

Tun (mog4epKHyTH):

e IIIKajIa OLIEHKHU
e WHIEKC
e BOIPOCHUK

e Jpyroe (yTOYHUTH):

Ha3nauenue: SF-36 orHocuTCcs K Hecnenu(pUUECKUM OINPOCHUKAM [UJISl OLICHKM KayecTBa KU3HU.
[lepeBon Ha pycckuil s3bIK M ampoOamus METOAUMKHA Oblia mnpoBeneHa «WHCTUTYTOM KIMHUKO-

(bapMakoJIOrMUeCKUX UCCIICAOBAHUI.

Conepxxanmne (mradiaoH): 36 MYyHKTOB ONPOCHHMKA CIPYIIHUPOBAHBI B BOCEMb IMKald: (HU3UUECKOE
(YHKIIMOHUPOBAHHUE, POJIEBas AEATCIbHOCTh, TEJISCHAs 00JIb, 00IIee 3I0POBBE, KU3HECTIOCOOHOCTD,
conuaibHOe (QYHKIITMOHUPOBAHUE, SMOIIMOHAIIBHOE COCTOSIHUE U MCUXUYECKoe 310poBhe. [lokazarenu
Kak10M mkanel BapbupyroT Mexay 0 u 100, rme 100 mpeacrtaBiser MONHOE 340POBbE, BCE IIKAJbI

GbopMUPYIOT J1Ba TTOKA3aTeNs: AyIIEBHOE U (PU3NUYECKOe OIaronoayyue.

Kirou (I/IHTepHpeTaHI/I}I)I PGSYHBTaTBI MMpCACTAaBJIAOTCSA B BUJIAC OLICHOK B doarax mo 8 mKajiaM,

COCTaBJICHHBIX TaKMM 00pa3oM, 4TO OoJiee BBICOKAs OLIEHKAa yKa3bIBaeT Ha Ooyiee BHICOKHI ypOBEHb
KK

OnpocHuk kauecTBa ;ku3Hu SF-36

Iannwvui onpocuux paccmampusaem Bawe omuowenue k Bawemy 300po6bio Ha OAHHbIU MOMEHM U 8
meueHue 4 nocneonux neoenv. Mol xomenu 6w nonyuums 6onee noiHoe npedcmasienue 0 mom, Kaxk Bt
yyecmeyeme ceosi, HACKOIbKO Xopouio Bul cnpasnsiemecs ¢ evinonneHuem no8ceonesHulx 0eucmeutl u

uymo Bvl dymaeme no nosody Bauezo cobcmeenno2o 300p0osusi.

B 0annom onpocHnuke noo cnogom «300posve» noopazymesaemcs Bawe cocmosnue 300po6bsl 8 Yenom.
Takum obpazom, OanHbll MepMUH KAcaemcsi He MOAbKO ACNEKMO8, HEeNOCPeOCHBEEHHO CEA3AHHbIX C

bonesnvo Ilomne, no u Bawezo 061/{4820 camodyecmeust.



Omeemwvme, nodicanylicma, Ha 8ce BONPOCHL, 8bIOUPASL MOJLKO HO_0OHOMY OMEEMY HA KaH#COblll BONPOC.
Tooicanyiicma,  evibupavime  omeemvl,  HAUAYHWUM  0bpazom  coomeemcmaywue  Bawuwm
coocmeennvim  owgywenusm. Eciu Bwvi me ysepenwl, kakou omeem Bam cnedyem evibpameo,
nooxcanylicma, evloepume Hauboniee noOX0OAWUL U3 BO3MON*CHLIX omeemos. Hanpumep: ona omeema
Ha eonpoc 3 Bwi moowceme evibupamv medcoy «0a, CUIbHO 02pAHUYU8Aem», «0d, YACMUYHO
ocpanuuueaem» u «Hem, cogcem He ocpanuuueaemy. OOonaxo, Bvl 603moorcno coscem (bonvuie) ne
Modiceme 8bINOIHAMb HeKomopvle oelicmaus. B noooouwix ciyuasx Bam cnedyem eviopamv yugpy 6

KOJIOHKE «0d, CUIbHO O2DAHUYEH).
1. Bot mo2cnu ovt ouenumo ceoe oouiee cocmosanue 300p08va Kak:
1 = npesocxooHoe
2 = oueHb xXopouiee
3 = xopouee
4 = yoosnemseopumenvhoe
5 = nnoxoe

2. Ilo cpagnenuto ¢ Bawium odouwgum cocmoanuem 300poevs 200 nazao, kak Bt oyenusaeme eco na

OAHHBLUL MOMeHm?

1 = Ha Oanmbll MOMEHmM 3HAYUMENbHO JyHULe, YeMm 200 HA3A0

2 = Ha OaHHbIN MOMEHM 8 HEKOMOPOU CMeneHu Jyduie (HeMHO20 Jyduie), 4em 200 Ha3ao
3 = npakmuyecKku maxoe dxce, KaK 200 HaA3a0

4 = Ha 0aHHbILL MOMEHM HEMHO20 X)yice, YeM 200 Ha3a0

5 = Ha oanHbLL MOMEeHmM 3HAUUMENLHO X)ice, YeMm 200 Ha3ao

3.Bonpocu Hudice Kacaromcsa evinojiHeHus Bamu npuesvlUHbIX NOBCEOHEBHBIX OeliCmEUIl.

02panutmeaem au Bac na oanmuviii momenm Bawe 300p03be 6 6blNOJIHEeHUU YKA3AHHbBIX

oeticmeun? Ecnu 0a, mo nackonvko cunvno?

Ha, cnibHo Ha, 4actnyHo HeTt, coBceM He

orpaHmnynBaeTt orpaHun4nBaeTt orpaHun4ymnBaeT

Aevicteus, Tpebyrowme BbICOKMX 3aTtpart
SHepruu, Takume Kak 6er, MoAbEM TSXKEsbIX
rpeamMeToB, 3aHsITUSI CIOPTUBHbLIMU Harpy3Kamu

AevictBusi, Tpebyomne ymMepeHHbIX 3arpart
SHepruy, Takue Kak [repeaBuxeHne CTona,
TOJIKaHUE rblsiecoca, Urpa B 6OYIMHI WU roJ1bg




lMogvem nan repeHocC NnakeToB C rnpoagyKramu

lNoabem BBEpX Ha HECKOJIbKO 3Taxxel

llogvem BBEpX Ha OANH 3Tax

HarmnbaHus, onyckaHme Ha KOJIEHU WU HAK/TOHbI
BHU3

llporyska newkoM Ha pacctosiHue 6osblie 1,5
KM

lMporynka newkom Ha paccrosHue 500 - 800
MeTpoB

[Iporysika newkKom Ha paccTosiHme cTo METPOB

4.B meuenue nocnednux 4 nedenv cmankueanucy au Bol ¢ kKakumu-auoo u3z ciedyromux

npoonem 6 pabome uiu nOBCEOHEBGHOIl deamenbHoCmu 8 ceA3u ¢ Bawum ghuzuueckum 300posvem?

. PAE] Her
a. Bbl npoBesin MeHbLIe BpeMeHM 3a paboTou nav Apyrumu genamMmm
a Het
b. Bbi cgenann meHbLie, yem xotesm 6bi A
. Aa Her
C. Bbl He cMOr/in BbIMOIHATE paboTy uan Apyrue AenCTBrs onpeaesIeHHOro poga
. Ny Aa Her
d. Bbl CTO/IKHY/IMCb C TPYAHOCTAMM [1pv BbIMOJIHEHNN pPaboTbl UIN APYIuX [EUCTBUHA
(Hanpumep, Bam rnpuLuiock 3atpadynBath AOMOJIHUTE/IbHbIE YCUIINST)

5. B meuenue nociednux 4 nedeinv cmanxkuganucy au Bot ¢ kakumu-nubdo u3 credyrouwux npoonem

8pa6ome UL NOBCEOHEBHOIl 0esAmenbHOCmU 8 cea3u ¢ Bawum IMOUUOHAITBHBIM COCMIOAHUEM

(nanpumep, 6 ceéa3u ¢ doenpeccueil unu mpeeo2oi)?

. Ha Het
a. Bbl npoBesin MeHbLIe BpeMeHM 3a paboTou uav gpyrumm genamm
a Het
b. Bbi caenann meHbLue, yem xorenu 6ol A
., Aa Het
C. Bbl He cmMornm BbIMOSIHUTE paboTy wav Apyrve AeACTBUSI Tak Xe TWaresibHO, KakK
06bI4YHO

6. B meuenue nocieonux 4 nedenv ¢ kakout cmenenu Bawe ¢usuueckoe 300poeve unu

IMOUYUOHAIbHOE COCMOAHUE 3ampyoHAN0 npoeedenue Bamu oocyza c cemwveii, opy3vamu,
coceoamu uau opysumu zpynnamu?

1 = coecem nHem



2 = He3HAYUMENbHO
3 = ymeperHo
4 = 3nHauumenvbHo

5 = 6 evicwell cmenenu

7. Hackonbko unmeHcusHyrw ghuzuueckyrlo 6onv Bvl ucnvimwviéanu 3a nocineduue 4 nedenu?

(nokanuzauusn 001u He umeem 3HAUCHUS)
1 = 6000We He ucnvimvisal
2 = oueHb 1e2KYI0
3 = neekyio
4 = ymepenuyio
5 = cunvnyio

6 = oueHb CUTLHYIO

8. B meuenue nocineonux 4 nedenb 6 Kakoiu cmenenu 001b 3ampyoHsana evinoiHenue Bamu

NPUBLIYHOU padomul (6 mom yucie padomel 6He NOMEULEHUA U 0OMAUHUX 0en)?

(nokanuzauusn 601u He umeem 3HAYEHU)
1 = coscem nem

2 = He3HauumMenIbHO

3 = ymeperHo

4 = 3nauumenvHo

5 = 6 evicuten cmenenu

9. Bonpocel nusice xacaromcea Bawezo camouysecmeus u odweco cocmosanusn 3a_nocieonue 4

nedenu. Ilo xasxccoomy eonpocy oaiime 00uUH oOmeem, HAUIYHUUM O00pPA3OM OMPAIHCAIOUIULL

Bawe camouyecmeue. Kakyro uacmo epemenu 3a nocieonue 4 nedenu:

Bcerpa

Moytn
Bcerga

YHacto

WNHoraa

Penko

Hukoraa

a. Bbl yyBCTBOBa/IN CE6S MOSTHBIM KXN3HU?

b. Bbl HepBHUYann?

C. Bbl HaxoAunInce B TaKOM YHbIHUWU, 4YTO HUYTO HE




MOrJ/10 roAHATL Bam HacTpoeHue?

d. Bbl 4yBCTBOBamM MUP U [TOKOM?

e. Bbi 6b1m rosiHbI SHEprun?

f. Bol uyBcTBOBa/iM Ccebs ynaBlmM AyXOM U

rnoAaB/iEHHbIM ?

g. Bbl yyBcTBOBaau ce6si U3MOTaHHbIM?

h. Bbi 4yBCTBOBan cebsi c4acT/INBbIM HE/I0BEKOM?

i. Bbl yyBCcTBOBasin cebsi ycraBLumm?

10. B meuenue nocneonux 4 nedenv kakyw uvacmo epemenu Bawe ghusuueckoe 300posve unu

IMOUUOHAIbHOE COCHOAHUE 3aMPYOHANTO0 nposedenue Bamu oocyza (nanpumep, noceujenue

opy3eil, pOOCMEEHHUKO8 U m.0.)?

1 = 6ceeoa
2 =yacmo
3 = unoeoa
4 = peoxo

5 = Huxoz2oa

11. Hackonoko BEPHBIM unu HEBEPHBIM agnaemca 0aa Bac kascooe u3z ymeepicoeHuil

Huxce?

A6CO/110THO BEPHO Ckopee He 3Har Ckopee A6CO/1I0THO HEBEPHO
BEPHO HeBepHO

a. Kaxercs, 410 s 6onee
CKJIOHEH K 3abosieBaHUsIM,

yem gpyruve ar4an

b. 4 Tak xe 3g0poB, Kak
Apyrue  3HaKoMmble  MHe

Joam

C. A oxugar  yxXyalleHus

CBO€Ero 340poBbs

d. Moe 3/10pOBbE B

rnpeBoCxXo04HOM COCTOSAHUN




Jannwviti onpocuux  paspewten 0 ucnoavzosanus epynnou 1QOLA (MeocoynapooHulil npoexm

OUEHKU Kadecmea .?fCIxL')’Hu).

Hpunoxenue I'10. 3a00p Omomarepuasia qJist AMATHOCTUKHU B IATHAX KPOBH

KpoBb cobupaeTcs Ha CTaHAapTHYH KapTO4uKy-bunbTp
( N2 903), koTopass npuMeHseTCcs AN CKPUHUHra
HOBOPOXAEHHbIX B  Poccuitckorn  ®epepaumn  mnu
@HaNOrM4Hylo ANs NOSyYEeHUs Cyxoro nsiTHa KpoBu. KpoBb
MOXeT 6bITb, Kak KanunnspHas (M3 nanbua, NsTkK), Tak 1
BeHO3Has. BeHo3Hass KpoBb cobupaeTcs B npobupky,
aKKypaTHO MepeMeLlVBaeTCsl U 3aTeM 6bICTPO C MOMOLLbLO
nMNeTKM HaHocuTcsa Ha dunbTp no 25-50 MkA KpoBWM Ha
Ka)xayl BblaeneHHyto obnactb. Heobxoammo Xxopowo
nponutatb BblAeNleHHY obnactb Ha dunbTpe (puc. 1).
MpeanoyTnTensHo cobupaTtb obpasubl Nocne eabl yepes
40 MMHYT - 1 yac. BO3MOXHO TakxXe OCyLiecTBUTb 3abop
KPOBM WM HaToLLaK.

Ha kapTouke-cdunbTpe ob6s3aTenbHO AO/MKHbI OblITb YETKO
ykasaHbl OO, keM W OTKyda HanpasfeH nauueHT, AaTta
poXAaeHus 1 TenedoH fedallero Bpada (pMCyHoOK 2).
ObpaseL cyxoro nsiTHa KpPOBW BKJIaAbIBAETCS B YWUCTbIA
KOHBepT, Nnb60 B uucTbin dann. KapTouka-puabTp He
[O/DKHA CcompuKacaTbCsl C FPA3HOM MOBEPXHOCTbIO U C
obpasuamu Apyrmx nauneHToB. Heob6xoaMMo NpUAoXUTb K
obpa3uaM MHGMOPMMPOBAHHbIE COrlacua naumeHTa wam
ero  3aKOHHbIX  MpeAcTaBUTeNer Ha  MpoBedeHue
nabopaTopHbIX nccnegoBaHUi
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Kanma 2oneHs NoAHSITRIG NPONHTATe EpyacH ¢ obpatHoh cTopoHM
He kacaaTece oAACTH, NDONHTEHHOR EPORRD

PucyHok 1. Obpaseu npaBW/IbHONO HaHECEHUS KDOBW Ha KapTouKy-
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PucyHok 2. O6pa3sel kKapToukn-dbunbTpa

AJITOPUTM JefiCTBHI MeIMIMHCKOIO MEePCOHAJIA NIPU B3ATHH 00pa310B KPOBH

e BBIMBITH PYKH (TUTUEHUYECKUN YPOBEHbB), HA/IETh MEPUATKH;

e BBIMBITH PYKH MaIrieHTa (MITKy peOoeHkKa, B ciiydae, eCiiu KpoBb OepeTCs U3 MATKH),

e NIPOTEPETh O0OJACTh MPOKAJIBIBAHUS CTEPWIBHOM Cal(eTKOM,

IIPOMOKHYTb  CYXOH CTEPHJIBHOU

cKapupuKaToOpoM;

candeTkoii;

cMoueHHOl 70%  cnupTom,

IMPOKOJIOTb  CTCPUJIBHBIM  OAHOPA30BbLIM

e CHATH IICPBYIO KAIJIFO KPOBU CTCPUJIIBHBIM CYXUM TAMIIOHOM;

e MITKO HAAABUTD JJIS IMOJTYUCHUA BTOpOfI KaIlJIn KpOBH,

e TIPWIOXKHUTH MEPIEHAUKYISIPHO TECT-0aHK K Karie KpOBU U MPOMUTATh €r0 KPOBbIO HACKBO3b;

e AHAJIOTMYHBIM OOpa3oM HAHECTH Ha TECT-ONIaHK 6-8 Kameiab, BHJ MATEH KPOBH JOJKEH OBITh

OJJMHAKOBBIM C 00enx CTOPOH.



e BBICYIIUTH TECT-OJIaHK B TOPU3OHTAIILHOM TMOJIOKEHUH HA YUCTOW 00€3)KUPEHHON MOBEPXHOCTH HE
MeHee 4 4 6e3 MpUMEeHEHHs TEeTJI0BOM 00pa0OTKH U MOMaaHusl MPSMBIX COJTHEUHBIX JTyUeH;
e YMAaKOBaTh TECT-OJJAHKM B UHUCTbI KOHBEPT TakuM oOOpa3oM, YTOObI TMSTHA KPOBU HE

COIPHUKACAJIUCH.
Oco0ennocTu npu HH(QY3UOHHOM Tepanun

Hekotopsle manueHTsl MOTYT MOJy4aTh WH(Y3UOHHYIO TEpaIlvio, MepeTuBaHuEe KOMIIOHEHTOB KPOBH,
YTO MOXKET OKa3aTh BIMSHHE Ha pe3yibTarbl TecToB. Hampumep, npu nepenMBaHuUU IJIa3Mbl KPOBU
MOTYT OBITh TOJYYEHBI JIO)KHO-OTPHUIIATENbHbIE PE3YyJbTaThl, TaK Kak oIlpeaenseMble (epMEHTHI
HAXOMATCs B IJIa3Me U B KJIETKaX KPOBU. PEKOMEHIyeTCsl OCyIIECTBUTD 3a00p KPOBU ISl PEPMEHTHON
u JIHK-nuarnoctuku He 9 panee ueM uepe3 6-7 nHEH mociie neperBaHus M1a3Mbl KpPOBU U uepe3 7-

10 nHe# nocie nepesMBaHusl KOMIIOHEHTOB KPOBHU
He nomyckaercs 3a60p KpoBH

e Cpazy MocJje NpoBeACHUS MAlMeHTy UH(PY3UOHHOW Teparnuy;

e Cpasy IIOCJIE 3aMEHHOTO MepEeINBaHUA KPOBHU.
XpaHeHHe M TPAHCIIOPTHPOBKA OMoMaTepuaJia

OO0pa31iel BHICYIICHHBIX MATEH KPOBU MOXKHO XPAaHUTh B OOBIYHOW Kamepe XomomauiabHUKa mpu +40C
1o ornpaBku. Cpok XpaHEHUs! O MOMEHTa OTIPABKU HE JOJDKEH IMpEBbIATh 7 nHEH. Eciu XpaHuTh
Jo7bplIe U mpu Oojee BBICOKOW TeMIeparype, TO aKTUBHOCTh (PEpMEHTa Jake B HOPME MOXKET

CHMIKATLCA, YTO IMPUBEACT K JIOKHO-ITOJTOXKUTCIIbHBIM PE3YyJIbTaTaM.



