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TepMI/IHbI N orpene/JieHus

@epMeHTHAsl 3aMeCTUTeNbHAsI Tepanus — JiedeHue, 3aKIoualolieecs BO BBeJeHMM Iperapara
(pekoM6MHaHTHOTO hepMeHTa) MalMeHTaM C HacaeICTBeHHbIM HapyIIeHreM MeTabom3ma.

JInzocoMHble 60JIe3HM HAKOIUIEHMsS] — TPyIla HacAeICTBEHHBIX MOHOTEHHBbIX 3a00JIeBaHMUIA,
CBSI3aHHBIX C HapyIieHreM GYHKINYI TU30COM



1. KpaTtkas nHGopmanusa 1o 3a0o1eBaHnIO WIN
COCTOSIHMIO (TPYIIIIbI 32a00/I€BaHMIT MJIM COCTOSTHMIA)



1.1 OnpeneneHue 3a00j1eBaHUS UM COCTOTHUS
(rpymnbl 3a00/1eBaHMi MJIV COCTOSTHMIA)

Imukorenos II tuma, uau 6omesusb ITomme (BIT), OTHOCUTCS K PeIKUM HaC/IeICTBEHHBIM OO0JIE3HSIM
HakorieHust (OMIM # 232300), cBsI3aHHBIM C AeduiiMToM GepMeHTa KUCI0 MaabTasbl (KUCIONM
anbda-raoko3uaassl, KAT) B mn3zocomax. [IpeumyiecTBeHHOE HAKOTUIEHNE TTIMKOTeHa OTMEUEHO
B CKeJIeTHBIX MBIIIIAX, HO B Pa3HON CTElMeHU MOXET OOHApYKMBAaThCS U B OPYTUX OpraHax U
TKaHSIX, BKJII0UYasl CePLEYHYI0 MBIIIIY, [IeueHb, HEPBHYIO CUCTEMY, [TIaIKyI0 MYCKy/IaTypy U T.II. B
JIUTEpaType MCIIONb3YIOTCS CJIeyloliyie OOILIeNpPUHAThIE CMHOHMMbBI BIl: 60/ie3Hb HaKOIUIEHUS
rnukoreHa II Tuma (GSD-II); nebuunt kucioit manbrassl (AMD); rukorenos 11 Tumna [1].



1.2 OTuonorus u naTtoreHes 3a00jieBaHUs WIN _
COCTOSIHMSI (TPYIIIBI 3200/I€BaHMUIT MJIV COCTOSTHMIA)

BIT o6ycimoBjeHa HEMOCTATOYHOCThIO (hepMeHTa KMCIoi anbda-rmorosumasbl (KAT), KOTOpPbIit
OTHOCUTCSI K TpyIIe Jn30COMHbIX ruaponasd. ['en GAA, komupywomuii KAI, jmokain3oBaH Ha
IMHHOM Tutede 17 xpomocomsbl (17g25.2-q25.3), coctouT 13 20 5K30HOB 1 MMeeT pazmep okoso 20
000 map HykiIeoTumoB. MmeHTuduuypoBaHo 6onee 580 MyTauuii reHa ¥ MX UYMCIO MOCTOSIHHO
pacrer [2]. XoTs HeKkoTopble MyTanuu TreHa GAA BCTpeuyaroTCsl MPEMMYLIECTBEHHO B
ompeneJIeHHOM STHUYECKOV IPYIIIe, [JIs1 OOIbIIMHCTBA MOMYJSIIi OTCYTCTBYIOT TaK Ha3bIBaeMble
«MaskKOpHBIE», COCTaBJSIONIME CKOAbKO-HMOYAb 3HAUMMYIO IOJI0 BCEX MyTalMii MOMYISIUU U
MOTOMY IIesiecoo6pasHble JJisl TPUIIETbHOTO BBISIBIEHUSI.

Myranunu GAA, IpUBOIAT K pasHOi cremenu medpuuurta GepmeHTa. MinageHueckas ¢gopma BIT
(MBII) pasBuBaeTcsi IpU 3HAYMUTEIBHOM CHVKEHUM WU TIOJTHOM OTCYTCTBUM aKTUBHOCTU KAT, BIT
¢ mo3gHuM HavasioMm (BIIIIH) - mnpu MeHee BbIpakeHHOM JaeduiiuTe akTUBHOCTU KAT,
06YyC/IOBJIEHHOM «MSITKMMM» MyTauusiMu reHa GAA [1,3,4].

OTnokeHMe WIM YTUIM3AUMs IMKOTeHa 3aBUCAT OT ITOTPEOHOCTM OpraHus3Ma B IVIIOKO3e€.
Broxumuueckue mpeBpaiieHus TIMKOTeHA B ITeUeHM CIIOCOOCTBYIOT MOAAePKaHNI0 HOPMATbHOTO
YPOBHSI TJIIOKO3bl B KPOBM. B CKeJIETHBIX MBIIILIAX TIPU MeTaboiu3Me TIMKOreHa 00pasyercs
ITI0K030-6-docdaT yyacTBYIOIINII B MPOIECCEe OKMUCIEHUS] Y TIPOAYKLIMM SHEPrUu, He0OX0AMO
IIJIS1 HOpMaJIbHOJ paboThI MBIIII] (€€ COKpaleHus U pacciabnenns). OTCYTCTBME MY 3HAUMMBbIIA
mebuuut KA mpuBOOAMT K MacCMBHOMY HAKOIUIEHMIO TJIMKOTE€HA B JIM30COME U HapylIIeHUIO
dyukmu kietok. [Ipu BII, He3aBMCMMO OT GOPMBI, IVIMKOT€H MOKET HaKaIlIMBAThLCS ITPAKTUUIECKA
B JIIOOBIX TKAHSX, HO TIPU 3TOM MMEETCSI IPEMMYIIECTBEHHOe CKOIUIEHME IJIMKOTeHa B Pa3HBIX
opraHax ¥ TKaHSX, KOTOpOe yKe 3aBUCUT OT ¢dopMbl 6Gomesumu. Tak, mpu MBIl ramkorex
HaKaryiMBaeTCs B CKeJIeTHOM MYCKyJaType, CEpAeYHOl MBbIIIle, TTeYeHy, MbIIIIAaxX s3bika. Pexe
AHOMAaJIbHbIE OTJIOKEHUSI TJIMKOT€HA MOTYT BCTPEYAThCS B MBIIIEYHOM CI0€ COCYAUCTON CTEHKH,
ompemenssi pasBUTHME aHEBPU3M M MajabopMallMii, a Takke — B KJIeTKaxX IEHTPaJbHON U
niepudepnueckoit HepBHOI cuctemsl [1,3,12]. TIpu BIITH, B ominume ot MBII, 6onbliie Bcero
CTpajaeT CKeJlleTHasi MYCKy/lIaTypa, B TO BpeMsl, KaK MOpaXeHMe OCTaJIbHbIX OPTaHOB U TKaHeil
BCTpeuaeTCsl 3HAUMTETbHO Peske U IO TSOKeCTU TopaxkeHUs He comoctaBumo ¢ MBIT [5,6]. BII
XapaKTepu3yeTcsl HEYKJIOHHO IMPOrpeccUpymllyM TeyeHueM C pasHbIMM BapuaHTaMu
mporpeccupoBanus. JJuarHoctuka BIT, He3aBuCMMO OT (POpPMBbI, OCHOBAHA Ha OLIEHKEe KIMHUYECKUX
CUMIITOMOB, TaHHBIX MHCTPYMEHTAIbHBIX 1 JITA00PATOPHBIX 00CIeA0BAHMIA.



1.3 dnimaeMuosorusa 3a601eBaHUsI UIU COCTOSIHUS
(rpymmnbl 3a00/1eBaHMT MJIV COCTOSTHMIA)

Tounas yactrora BIT HensBecTHa. [0 TaHHBIM pa3HbIX aBTOPOB YacTOTa OOJMI€3HMU, B 3aBUCUMOCTHU
OT CTPaHbI ¥ STHUYECKOV IIPMHALJIEXKHOCTY, BapbMPYIOT B Auanasoxe ot 1:40.000 no 1:300.000 [7-
11]. Hampumep, B wkHOM Kurtae u Ha TaiiBaHe dYacTOTa K/IAaCCMYECKON MJIaJeHYeCcKoi
(vadauTUIBHOI) hopmb BIT coctasmsier 1:40.000-50.000, SIBISISICH CAMBIM YaCThIM IJTMKOT€HO30M.
[Ipu paccMoTpeHMM JaHHbBIX 10 TaiiBaHIO OTHENIbHO, YacTOTa 3a60eBaeMocT coctaBmia 1:33134
[10,11]. ITo pe3ynpTaTaM CKpMHMHIA HOBOPOXIEHHBIX MO cyxoMy IsITHY KpoBu (CIIK) B ABcTpun
vacrora BIT cocraBmia 1:8.684 [9]. B Tommangmuu yvactora mimkoreHosa Il tuma y muiageHIeB
cocrassier 1:138.000, a dopmbsl BII ¢ mo3gumum Havanom - 1:57.000 [8].



1.4 Oco6eHHOCTY KOAMPOBaHUS 3a00/IeBaHUS VI

COCTOSTHMSA (IPYIIIbI 3a00/1eBaHMIL MM COCTOSTHUI)

1o MexxayHapOAoHOM CTaTU4YeCKol Kiacuduranum
O0oJ1e3HeV U IMPo0IeM, CBI3aHHBIX CO 3JOPOBhEM

CornacHo MKB10, 3abojeBaHMe OTHOCUTCSI K Kiaaccy IV, 6o/e3HSIM SHIOKPUHHON CUCTEMBI,
PacCTpOiiCTBY MUTAHMS M HapylleHnio o6MeHa BellecT, E74.0 - 60/1€3HM HAKOIUIEHMS IIMKOreHa
(6one3ns [Tomrte).



1.5 Knaccudukanys 3a6omeBaHNsI UV COCTOSTHUS
(rpyuisl 3a00/1eBaHUN VI COCTOSIHUN)

BIl oTHOCMTCS K INIMKOT€HO3aM - TpyIMIle pegKuX HaCIeICTBEHHBIX O0Oje3Heil HapyIIeHUs
MeTaboaM3Ma IIMKOTeHa, CBSI3aHHBIX C M3MEHEHMEeM HeCKOTbKUX (PepMEeHTOB, BOBJIEUEHHBIX B
CUHTe3 M paclaj [JIMKoreHa. KiauMHuJecKkue IMOSBAeHMUSI OOJIe3HM CBSI3aHbI C IATOJOTMYECKUM
HaKOIJIEHMEM IVIMKOT€Ha U IPOIYKTOB €ro MeTabonu3Ma B KieTKax. CeromHsl BhIAEISIOT BOCEMb
OCHOBHBIX TUIIOB INIMKOreHO30B. bIT oTHOCKTCS K mKoreHo3y Il Tumna - MinMKoreHo3y, CBSI3aHHOMY
C HEeIOCTAaTOYHOCTbIO JIM30COMHOV a-1,4 TI/IIOKO3MIa3bl, TPUBOASIE K WU3OBITOYHOMY
HaKOIVIEHNKO IJIMKOTI'eHa Hopmaanoﬁ XMMUUEeCKOM CTPYKTYpPbI B CepAalie, CKeJEeTHbIX MbIIIIAX,
revyeHu, Mo3re.

Bcex mainenToB c BII, He3aBUCUMMO OT BpeMeHM Hauaja, OT/inuyaeT HEYKIOHHO MTPOTpeCccUpyroIunii
xXapakTep TedyeHus Oome3Hu. IIpomosoKaiolneecss OTIOKEHME TIJIMKOTeHAa B TKAaHSIX-MUIIEHSIX
HapymiaeT uX (QYHKUMIO ¥, B KOHEYHOM WTOTe, MPUBOAUT K HEOOPATUMBIM CTPYKTYPHBIM
M3MeHeHMsM TKaHei 1 rubenu 6ombHOro BII. BIT XapakTepu3yeTcs OIMOPraHHO MaToIOTHel, HO
B 3aBUCMMOCTM OT BpeMeHM MaHudecTa yacToTa BOBJIEUEeHUS] TeX MM MHBIX OPraHOB U CUCTEM
Takke Oymer pasHoii. TTonbiTky knaccudukanym BII 1o JaHHBIM JIUTEPATYPhI B 3aBUCUMOCTY OT
BO3pacTa Hayvasa, C BbIJeleHneM MJIaJieHuecKoi (opmbl ¢ 1eGI0TOM Ha MepBOM Tofy XU3HU (C
oA pasie/ieHMeM Ha PaHHIOK, O3THIO MIaJeHuecKyio popmy, hbopmy ¢/6e3 KapaMoMUOTIaTUN U
T.I1.), IETCKYI0, IOBEHMUIIBHYIO U B3POCTYIO (hopMbI 60e3HM He HANUIM eqUHOMYITHON MOAIePKKU
CTIeMaTNCTOB.

C yueToM enmHOro nartoreHesa BII, BbIIESIOT TOMBKO JBA BapyaHTa B 3aBMUCYMOCTM OT BpeMeHM
manudecra cumntTomos [1,3,12]:

Miamenueckas (MHpanTmUabHas) BIT (MBIT) MmanudecTupyomas B repyuof, HOBOPOKIAEHHOCTH MU
miazeHuyeckoM Bospacrte u BII ¢ mosgHaum Havanom (BIIITH).



1.6 KimHnyeckass KapTyHa 3a00/ieBaHUS UIN _
COCTOSIHUA (IPYyIIIbI 3a00/IeBAaHUV VIV COCTOSIHUN)

Kaxkgast 13 BbIIeIeHHbIX Cl)OpM MMeeT CBOM OCOOEHHOCTU K/IIMHUKA, aJITOPUTMOB OMATHOCTUKU U
TAKTUKM BeJeHWI ITIallMeHTOB.

MBIT xapakTepu3yeTcsl TsDKEJIbIM IPOTPECCHMPYIOINMM TedeHueM U ObICTPbIM pa3sBUTHEM
TTOJIIOPTAaHHO MAaTOJIOTUY - MBIIIIEUHO TUIIOTOHNUY U CIaB0CTH, CEpAeYHOM HeJOCTATOUHOCTHIO B
pesyibTaTe TUIEPTPOGMUECKOI KapAMOMMUOIIATUM, IbIXaTeJbHON HEZOCTaTOYHOCTHIO Ha (oHe
wrabocty guadparMbl M MeKpeOepHBIX MBbINII, HAPYIIeHUSIMM TUTaHUS (TPYOIHOCTU IIpU
BCKapMJIMBAaHUM) M3-3a JIAOOCTM JIMIIEBOI MYCKY/JIATypbl M YBEJIMUEHUS SI3bIKA, YBEIMUEHVEM
neyeHn. CmepTb npu MBIl uyaille Bcero HacTymaeT Ha I€pPBOM TOAY SKM3HU OT CepAedyHO-
IbIXaTebHO HEeJOCTaTOYHOCTH.

BITIIH ormuuaetcss or MBIl 6Gosee MSTKMMM KIVMHUYECKUMMM TIPOSIBIEHUSIMM ¥ TEUEHUEM,
OTCYTCTBMEM ITOJIMOPTAaHHOV MMAaTOOTUM (TTOpakeHMe Cephia KpaiiHe peaKo) 1 6ojiee MO3THUMU
OCJIOXKHEHUSIMU CO CTOPOHBI [IbIXaTeIbHOI CUCTEMBI B Pe3y/IbTaTe C1ab0oCTM MBIIII AvadparmMmel 1
Mekpe6epHOit MyCKyIaTypbl. OOBIYHO TAI[MEHTHI MTOTUOAIOT OT IbIXaTeTbHOM HEJOCTATOYHOCTU U
MHQEKIVOHHBIX JIETOYHBIX OCIOXKHeHUi. Bpemst rubenu mauyeHToB mpu BIIIIH 3aBucut or
MOMEHTa Havasla M MOC/IeIyINIero Xxapakrepa TeueHusi 60/e3HM M MOXKET HACTYIIUTh B IETCTBE,
IOHOLIIECKOM, B3pOCJIOM WM TPEKIOHHOM Bo3pacre. Bormee moppo6HO KIMHMYECKas KapTMHA
BbIZIe/IeHHbIX (OPM pacCMOTpeHa HIDKe.

Knuandeckue mposiBiieHus MiiazeH4deckoir Gopmel 6ome3un [Tomrte

Bo Bcex wiyuasx mpu romo3peHun Ha MBIl 06s13aTe/IbHBIM SIBJISIETCS YTOUHEHMEe CeMeiiHOTO
aHaMHe3a (BBISIBJIEHME PAaHHMX CMepTeil B ceMbe, TMOeNn JmeTeit B paHHEM JEeTCKOM BO3pacTe,
HEOOBIYHBIX MBILIIEUHbIX MTPOSIBIEHNIT, MMOTIATUN), C YU€TOM Pa3BUTHUS ITOJIMOPTAHHON MTaTONOTUK
M0Ka3aHO paclIMpeHHoe JIabopaTOpPHOe U MHCTPYMEHTAIbHOe 00CIeloBaHMme.

IMepBbie npusHaku U cumnToMbl MBII MOSBASIOTCS yke Ha 2-3 Mecsiax >Xu3Hu. [Ipu ocMoTpe Ha
neAyaTpUYeckoM IpueMe o6GpamjaeT BHMMAHME MbIIIEYHAss TUIIOTOHMSI M IPOTrpeccupyoniast
MbIIIeYHast C1aboCThb. JIMIIo peGeHKa MPUoOpeTaeT XapaKTepHbIi BUI: POT MPUOTKPBIT, MOIOCTb
pTa 3arojHeHa YBeIMUYEHHBIM SI3bIKOM (y 1/3 MuafmeHIleB), MMMMKa ociabieHa. MaThb 4acTo
SKaJIyeTCsT Ha TO, UTO peGeHOK CTaj IUIOXO OpaTh IPyAb M OTCTaeT B Bece, OBICTPO yCTaeT Mpu
COCaHMM, TUIOXO TJIOTaeT. JlambHENIINII OCMOTD BBISIBJISIET IJIOTHOCTH MBI, 0OHAPYXKMBAIOTCS
MPU3HAKY IbIXATENbHON ¥ CEPAeYHOIl HeJOCTATOUHOCTU: OJIETHOCTb KOXW, I€HTPAJIbHBIN U
aKpOLMAaHO3, TUIIePrup03, CTOHYIEee ObIXaHye, yuacTye BCIIOMOTaTelIbHOM MYCKY/IAaTyphbl B aKTe
IbIXaHusl, medopMalus IPYAHOI KJIETKM IO TUITY «CEepAEUHOro ropOa», pacuiMpeHyue TPaHuIL
OTHOCUTETbHOI CepIeYHO TYIOCTH, ocaabieHne mepudepryecKkoil myabcalun, TeraToMeranms,
HepM(bepmquKme OTEeKMN. AYCKYJIbTaTI/IBHO B JIEI'KUX JKeCTKOe ObIXaHle, 4aCTOo - IIPOBOOHbIE XPUIIbI,
ociabneHne AbIXaHUSI CJIeBa, TAXUITHOY; TOHBI CepAla IIyxKe, CUCTOIMYECKUI LIyM Haf, BCei
06/IaCThI0 CepAlla, HapylleHWe pUTMa Ccephaua (Taxukapous, OpaguKapous, >KemygouKoBast
aputmus). g knaccudeckori MBIT xapakTepHO pa3BUTHE aTeleKTa30B JIETKUX Y MIaJleHIEeB, B
OCHOBHOM, - B HWXKHEl [0jie JIeBOro Jierkoro. IledeHp yBenmueHa. PeHTreHosormyeckoe
MCCIeIOBaHYe TPYIHO KIETKU BBISBIISIET KapauomMeranuio. [Ipu 6onee mozgHem nebiorte MBI - B
aHaMHe3e YacThle PecnupaTopHbie MHDEeKIUN.

HeBposornueckuii ocMOTp 06HAPYKMBAET BhIPAXKEHHYIO 3a€P3KKY (D131UeCcKOro pasBUTHUS B BUIE
HapymeHus GOpMMPOBAHMSI MOTOPHBIX HAaBBIKOB: CHIKEHA CIIOHTAHHAs ¥ IIPOM3BOJIbHAS
IBUTATEIbHAS aKTUBHOCTDH, peOEHOK He IEePsKUT TOJIOBY, HE ITepeBOPaUMBAETCSI CAaMOCTOSITEIBHO,
He cuanuT. CnaboCTh MPOKCUMAIbHBIX MBIIII B TIOJIOKEHUM JIEXKa MpUIaeT pebeHKY XapaKTePHYIO
"To3y JISATYIIKU', TIpM TIOMbITKE TONHSITh €ro 3a pPyKM TojoBa OTKUAbIBaeTcs Hasad. Ilpu
yoepskaHuM pebeHKa Ha pyKe - TUIIMYHBINA BUA, "BSUIOr0 pebeHKa'. Bo3Mo)kHa 1361MpaTeabHas
runepTpodus 1 NanblaTOPHAs IVIOTHOCTb MBIIIIL HUKHUX KOHEUHOCTe. CyXOsKmIbHbIe PedieKCh
B [e6I0Te MOTYT ObITh COXpPaHEHbI, HO 0 Mepe MpOorpeccupoBaHus 3abojieBaHUsI yracamr. B
IMpunoxxkenun I' 1 mpexncraBiaeHsl oCHOBHbIe cumnToMbl MIIB [1,3,12,14]. JJocTaTOYHO 4YacTo K
ONMCAHHBIM BbIIIIE€ M3MEHEHUSIM PUCOeINHSIOTCS Hecrelduueckye HapyleHus B BUAe 00Iero
HeOMOTaHMsI, Pa3IpakKUTeIbHOCTY pebGeHKa, ITOBBINIEHHOM ITOTIMBOCTM, PBOTHI M 3allOpOB.
Penkym, HO HACTOPAKMBAIOUIMM IIPM3HAKOM IIOJIMOPTaHHON MATOMOTUM SIBJISIETCS CHUKeHMe



oryxa. B pe3dynbraTe HapylleHUsi pe3opOIuMM CIIMHHOMO3TOBOHM JKMAKOCTM Pa3BUBAETCS
ruaponedanus.

Knmunueckue mposiByiennst 6one3uu ITomme ¢ mosmaum HavanoMm (BITITH)

Mnanmenueckast ¢opma BII  oTamMuaeTcs OTHOCUTEIbHOW TOMOTE€HHOCTBIO  KIMHUYECKUX
MPOSIBJIEHNI, Yero Hesb3sl cka3aTb 0 BIIIIH, 4To cyuiecTBeHHO 3aTpyLHSIET OUArHOCTUKY 3TOM
(opmbl rmkorenosa Il Tuna. ITpy ogMHAKOBOM ITaTOTeHe3e MJIaJeHUecKoii 1 mo3mHeit ¢gopm BIT
KJIVMHUYECKUII CIIeKTP U TSKeCTb MOPaKeHMsI pa3HbIX OPraHOB M CUCTEM 3aBUCST OT BO3pacTa
rnanyeHTa. Ilocie OTHOCUMTENIbHO OJarOTNOyYHOrO pPasBUTHMS pebeHKa B MJjaJeHyecTBe, IIpuU
Hammuny BIIITH, 3abosneBaHMe MoxkeT MaHMGeCTMPOBaTh B JI060M Bo3pacte. HesaBucumo oT
BpeMeHM Hauaja BIIIIH, y pm#ereil wiau  B3pOCibIX, 3abojeBaHMe HOCUT HEYKIOHHO
MPOTpPeCcCUpyoNINii XapakTep, a BbIPaKeHHOCTb MBIIIEYHBIX M MHBIX TMPOSIBJIEHMII MOTYT He
KOPPeIMpoBaTh C TEMIIOM ITPOTPECCUPOBAHMS OOIE3HM.

ITpu maundecre BITIIH B 1eTCKOM BO3pacTe, HO MOC/Ie TIEPBOTO T'O/Ia KM3HM (MHOTIA B IUTEpAType
oty ¢dopmy BIIIIH Ha3bIBAlOT IOBEHMJIbHONM, [JISI TOTO, YTOOBI MOTYEPKHYTb, UTO OOJIE3Hb
MaHMdeCcTUpoBaia B AETCTBe, HO IMOC/Ie MePBOro rofa JXU3HM), 0OHAPYKMBAETCSI MUOTIATHYECKII
CUHIPOM, yMepeHHasi opraHoMeranus. Habmomaercs: 3amepkka GOPMUPOBAHMUS IBUTATETHHBIX
HaBBIKOB. BOBJjleueHMEe B IMATOJIOTMUYECKUII TPOIECC CEPIEeYHON MbIIIIIbI BapuabeslbHO, dalle
pa3BMBAETCS JbIXaTebHASI HEOCTATOYHOCTD B pe3ysbTaTe ¢iabocT AradparmMbl M MeXpeOepHbIX
MBbIIIIII.

IIpu ocmoTtpe manueHta ¢ BIMIIH c mebioToM B JEeTCKOM BO3pacTe OTMeEUeHbI KIMHUYECKUE
cumntombl (IIpunoxkenue ['2), mpeacTaBJIeHHOCTb KOTOPBIX MOXET YMEHBIIAThCSI C BO3PAacTOM
pebeHKa, 3a UCK/II0OYeHMEM MTOPAKEHUsT CKeIEeTHOI U bIXaTeJIbHOI MYCKyIaTypsI [1, 15,16].

CnemyeT OTMETUTb, 4TO Ipu BII ¢ me6ioTOM B JeTCKOM BO3pacTe B 95% ciayuyaeB OTMedaeTcs
yMepeHHOe TIOBbIlIIIeHMe YPOBHS ChIBOPOTOUHOM KpeaTuHkmHasbl (KK) (B 2-10 pa3), a
3HaunTenbHoe nosbimeHue (2000 En/J1 u Boimie) xapakrepHo s MBIL. 1o maHHBIM IUTEpaTyphI
aKTMBHOCTh ChIBOpOTOUHOII KK 06paTHO mpomopiMoHadbHa Bo3pacty (p = -0,71, p <0,001),
IuTenbHOCTY 6ome3Hu ( p = -0,45, p <0,001) n Hasmuwmio aTpodun mbim ( p =-0,53, p <0,001)[15].

PoayuTenu 4acTO HeNMpaBMIbHO OILIEHMBAIOT COCTOsSHME pe6GeHKa, CuMTas ero 'JIEeHUBBIM' U He
obpaImamTes K CrenuaaucTy. B mocmepyiomem y pebeHKa pa3BMBAeTCsl HapylleHWe OCaHKMU,
TIOSIB/ISIETCSI TUIIEPIOPA03, CKOINO3, TIOXOAKA CTAHOBUTCS BIIEPEBAJIKY (YTMHAs MOXOAKa). MbIIII]
HOT ¥ Ta30BOTO TOSICA TTOPAKAIOTCS OOJIbIlle, YeM MBIIIIbI TUIEYEBOTO Tosica. Y [eTeil 4acTo
pa3BMBAETCS PerMOHApHAs TCeBAOTUTIEPTPOMMS] MBIIIIL, CIIVMHBI, & TAK)Ke CUMIITOMbI PUTUIHOTO
M03BOHOYHMKA. [IporpeccupoBaHme 60e3HM MPUBOAUT K HAPYIIEHUSIM IbIXaHMS, Yalle BCEro B
(bopmMe HOUHBIX TUITOBEHTWUJISILIMIL, YAaCThIX MPOCTYAHBIX 3a00/€BaHMII ¥ aCIMPAIMOHHON
MMHeBMOHMMU. Pe6EHOK MOSKET MPeIbsIB/ISTD KaJI0Obl HA TOJIOBHYIO 60/Tb, B TIOBEIEHUY OTMEYAETCS
6hICTpa$I YTOMJIIEMOCTb U CHVDKEHME yCTOﬁ‘—II/IBOCTI/I K IMPUBBIYHBIM HArpyskam, B OCHOBHOM, - K
Gery M ApyruM aKTUBHBIM urpaMm. Cna6ocTb MMMMUYECKMX MBbIIIII, YMEpPeHHbIN ITO03 (4acTo
acMMMeTPUYHbIIT) yBeJlMYeHMe SI3bIKa, CHIDKeHME CYXOKMIbHBIX pedieKCOB U OCTeOIeHMs TakKe
IOJDKHBI HACTOPOKUTH B IUIaHe Hamnuus y pebenka BIIIIH. VY mereit, B oTiMume OT MJafeHIIEeB,
npu BIIMIH kapayMomuonaTusi BCTpeUvaeTCsl 3HAYUTENbHO peXe U IPaKTUYeCKM HUKOraa
3ab0yeBaHMe He TIPOSIBIISIETCS TIATOIOTHEN CO CTOPOHBI Ceplia.

BIIITH xapakTepu3yeTcsi TeTepOreHHOCTbI0 KIMHMUUECKUX TIPOSIBIEHMI, pasHbIM BO3pPacTOM
I10SIBJIEHVSI TTIePBbIX OYeBYHbBIX IIPY3HAKOB ¥ CMMIITOMOB, Pa3HOJ CKOPOCTBIO IIPOrPeCcCHpOBaHNS
601e3HM ¥ BBIPAXKEHHOCTHIO C1a60CTM MBIIIIIL. [Ipy OgHAKOBOM reHOTHMITe BpeMs Havyasia 601e3HU
MOXXeT OTIMYATbCS Ha [OeCATUIeTUs WM pasauyarbCs II0 BCeM IIepeuyyCIeHHBIM Bbllle
IIPOSIBJICHVSIM.

PeTpocneKTMBHbBIN aHaAM3 >kayj00 maiueHToB ¢ BIINIH rmokasan, YTO mepBble IPOSIBIEHMUS WK
MIPU3HAKYM 60JIe3HY, KOTOpbIe CYOBEKTMBHO HE PACCMATPUBAIUCH MAIMEHTOM KaK OTKIOHEHUE OT
HOPMBI, B 77% ciyuaeB Kacajauch TPYAHOCTEH NP 3aHATUSIX CIIOPTOM (MalMeHThI IJIOX0 Oerau,
He MOIVIM TIOATSHYTbCS Ha TYpHUKe), 28% OBICTPO yCTaBaiu IMpU Xombbe 1o jectHuie, 20%
MCTIBITBIBAIM 3aTPYIHEHUS TIPY BCTABAHUM C HU3KOTO CTya, 17% ycraBany mpyu 06bIYHOM XOIbbe
u 11% He MOI/IM BCTATh U3 TIOJIOKEHMS JIeXKa Ha CIMHe 6e3 TOMOIH PyK [6,17-23].

TakuMm 006pasoM, IpyU IOJ03peHUM Ha 6ojie3Hb IlomIle y B3pOCIOro maiMeHTa Heo6XOaMMO
JI€TAJIbHO BBISICHUTH 0COOEHHOCTH IBUTATEILHOTO Pa3BUTHUS B JETCKOM ¥ IOHOLIECKOM BO3PaCTe.



CnaboCTb MBI SIBJISETCSI OCHOBHOI 3Kayto060ii y B3pocbixX MaiyeHToB BITITH. CrabocTh MBI
KOHEUHOCTEI SIBJISIETCSI OCHOBHOI Jka10607i maieHToB ¢ BIIITH, o6Hapy:kuBaemoii B 93% ciyuaeB
[22-23]. Tlo maTTepHy pacrpeeneHus MbIIIEYHON JIAaOOCTU OTMEYAEeTCS] HEeCKOJIbKO MEHbILas
BapuabebHOCTh MEXY TallieHTaMu. B 60bIIMHCTBE ClyuaeB MaKCMMalbHas C1aboCTh KacaeTcs
rnapacryHaabHBIX MBIIIL, M MBI TIepelHei CTeHKM XXMBOTA, MbIIIIL] IPOKCUMMAaIbHbIX OTIEJI0B HOT
M MBI, TiedeBoro mosica. CnabocTh MPOKCMMAIbHBIX OTOEI0B IIpeolb/iagaeT Haf, CHUKeHMeM
CUJIBI B IMCTAJIbHBIX MBIIIIAX (€C/I TakoBasi HabomaeTcst). boee Toro, B cyiyyae OOHAPYKeHMs
1aboCTM MBI, KOHEYHOCTe M ee OLEeHKM uepe3 Tof I0C/e IepBOro OCMOTpa IalyeHTa,
MIPOTpeCcCUpyIolee CHIKEHME MBIIIEYHOM CUIbI OTMEUEHO OOoJbIlle IJIsT HOT, 4eM HJis pyK. B
CcpelHeM, CyuJjia MBIIILL HOT najgaeT Ha 7,1%, a pyk - Ha 4% [22-23]. [1o xapakTepy paclpeneneHust
MBIIIEYHOI C1ab0OCTM pas3Hble aBTOPbI OTMEUAIOTCS CIeAyIollue 3aKOHOMepHoCTM. OTmmcaHo
60JIpIlIee CMMMETPUYHOE BOBJI€UEHME OTBOMSIIMX MBIIIL Oelep M STOOMI] IIPUM OTHOCUTEbHOI
COXPaHHOCTY MBIIII] crubaTeieit 6empa, OTHOCUTEIbHAS COXPAHHOCTb MBIIIII] 6e1ep 0 CPaBHEHNIO
C MBIIIIIAMM Ta30BOTrO ITOsica M (J1abOCThIO MBIIIL, pasrubaTeneii 6empa. Ha paHHMX cTammusx
60/Ie3HM M3MEHEHMsI B MBbIIIIAX MOTYT IMPOSIBJISTBCS TOJBKO ITOXOAKOI BIIEPEBAJIKY I10 TUITY
"YTUHO TOXOAKMU" C TUIIEPIIOPA030M IMOSICHUYHOrO oTAesia. CaboCTh MBI TIEYeBOro Tosica
yalie BCEro OOGHAPYKMBAeTCS MpPU TeCTUPOBaHMMU M HOcUT AudbdysHbIil xapakrep. IlanyeHTs
MOTYT He TIPeIbSIBJISITh Kajo0 Ha M3MeHeHMe CUJIbI MBIIII ITPeATIIeunit ¥ KUCTY Jaxke Ha IaJIeKO
3allefIInX CTaAusix OOJie3HM, KOrga IPU3HAKM IePBUUYHO-MBIIIEUHOTO ITOPaKeHMs I10 TUITY
"MMOIATUA [IOSICOB" CTAHOBATCS OUeBUAHBIMM. JJOCTATOUHO YaCcTO ¢1ab0CTh M M3MeHeHMe oobeMa
(aTpodui) MBIIIIL TJIEUEBOTO IOSICA MOTYT OBITH ACMMMETPUUYHBIMM, UTO MOSKET IPOSIBJIITHCS B
OTCTaBaHMM JIOTIATKM OT TPYAHON KIeTKM (KPbUIOBMUIHO JIOMIATKMU) TOABKO C OAHOV CTOPOHBI MJIU
3HAUMUTENbHOI acMMMeTpUM JaHHOTO CMMIITOMA.

Kak y>ke roBOpmIOChH BbIllIe, TapaCHAIbHbIE MBIIILIBI M MBIIIIIbI [TIepeJHeli CTEHKM XKMBOTa MOTYT
MOpakaTbCsI HA CaMbIX paHHUX cTagusx BIIITH, 4To NpMBOAMT K OBICTPOII YTOMIISIEMOCTH,
CHVDKEHMIO TTIePeHOCUMOCTY CTaHAAPTHBIX Harpy30K Kak Ha paHHUX, TaK M Pa3BePHYTHIX CTAUSIX
6ome3Hn. BaxkHbIM SIBISIETCS] OOHApy)XeHMe HapylleHUs IbIXaTeJbHOV (QYHKUIMM BCIEICTBUE
craboctu Mbi, guadparmbel U MexXpebepHbix Mbimil. JIo 1/3 B3pocibix manueHToB ¢ BITITH
MMeIOT HapyLIeHMsI CO CTOPOHBI AbIXaTeIbHO CUCTEMBL.

IIpu ocMoOTpe peKOMeHAYeTCS TeCTMpPOBAaHME MBI Pa3HbIX I'PYIN C BBITIOTHEHMEM ITPOCTHIX
3amanuii (Ilpunoxenue I' 3), MO pe3yabTaTaM KOTOPBIX MOKHO CO 3HAUUTEIBbHOV BEPOSITHOCTBIO
060CHOBATh HEOOXOAMMOCTD 0OCIeIOBaHM [TalMieHTa Ha Haimnume BITITH.



2. IuarHoCcTUKa 3a001€eBaHMS UIN COCTOSIHUS
I'PYIIIbI 3200/IeBaHUI UJIM COCTOSTHMIT)
MeAUIMHCKME IIOKa3aHus ¥ MIPOTUBOIMOKAa3aHUS K
IMIPUMEHEHNIO METOd0B JMAarHOCTUKU

Hunarno3s BII yCTaHaB/IMBaeTCAd Ha OCHOBAHMM COBOKYITHOCTU:

dHaAMHECTUYECKMX OAaHHBbIX, KIMHWYECKNX OAaHHBIX, Pe3y/IbTaTOB HaGOpaTOpHOI‘O ucciaenqoBaHuA
(6I/IOXI/IMI/I‘IECKOFO Y MOJIEKYJIIDHO-T€HETUYEeCKOT0 aHanM3a).



2.1 J)Kano0b1 M1 aHaAaMHe3

IIpu cbope avamHe3a u #anob pekomeHO08aHO 06pamume GHUMAHUE HA Ccledyrujue xanobsl u
aHamHecmuueckie coOblmust:

B n1iro6om 8o3pacme

* omseoujeHHbLl cemeliHblll aHamHe3 (Cxo0Hble Cyuau 3a601e8aHus y pooHslx Opamees U cecmep);
* (JIU3KOPOOCMBEHHbLIl Opax.

Mnadenyst nepgwlx Mecsye8 Hu3Hu

® 3adepicka NCUXOMOMOPHO20 Pa38UMUS;

* gsJl0e cocaHue, na1oxas npubaska e eece;

o OpiowHoU mun JbIxaHusl;

® 00blUIKA;

® ygesuueHUe pasmepos 3bIKa (MAKpPo2J10CCusl);
® npoezpeccupyrujuii xapakmep meueHusl.

Jlns demeii cmapuiezo 8o3pacma

* maxuxapousi;

® (OHeBHAs1 COHIUBOCMY;

* YMOMJISIEMOCMb;

* yacmele npocmyoHvie 3a001e8aHUS;

* MblieyHas cabocms;

e pyoOHOCIMU Npu nNodseme No JieCmHuUye;

® HenepeHoCUMOCMb (U3UUECKUX HAZPY30K;
® U3MeHeHUe NOXOOKU;

o ampogus Mol KOHeUHOCmell.

s n00pocmKo8 u 83poCivix

® ympeHHsA 20/108HAS 60JIb;

* maxuxapousi;

*  YMOMAAEMOCD;

* MblieyHas cabocms;

* npozpeccupylowjuii xapakmep meueHus;

* ampogus Mblulu;

e pyoOHOCIMU Npu nodseme No JieCmHuuye;

® HenepeHoCUMOCMb (u3uUeckux Hazpy3ok;
® U3MeHeHUe NOX0OKU.

JKanobvl u anamHe3 makie oOnuUCAaHbvl 8 pasaeﬂe KJIUHUYECKAs KapmuHa».



2.2 ®dusuxKajJbHOe 00cjIegoBaHue

IIpu ocmompe Heob6xodumo 06pamume 6HUMAHUE HA OCHOBHbIE (U3UKAIbHbIE NPosieieHus BIT:
Mnaderuypt nep8six Mecsyes Hu3Hu

® CUMNMOMOKOMMNJIEKC «85171020 p€6€HKa»;
° 3aaep)fc1<a NCUXoMomopHOo20 pa3sumust;
e 2unomumusi,

® Mdakpoenaoccus,

® HapyuleHue pumma ObIXAHUSL.

Zemu, nodpocmxku, 83pocivie

* npozpeccupyrowas MoluleuHas cnabocms ¢ NpeumyuwjeCmeeHHsIM NopaxceHuem npPoKCUMANbHBIX
omaoeios;

* CHUCeHUEe MOMOPHOL aKMUBHOCMU;

® CHUX(EHUE CYXOXCUNBHBIX PedaeKcos;

* nosoxumensHsie npuemsl Tosepca;

* Muonamuueckast noxooka;

e cnabocmob moluiy, nepedHeti CMeHKU Hueoma;

* c1abocmb NApacnUHANbHBIX MblUY (10p003, KU(O3, CKONUO03);

e cn1abocmb s1200UUHBIX MbIUY, U MPYOHOCMb YOEPHAHUS pABHOBECUs. NPU 8CMABAHUL

® COXPAHHOCMb CUJIBL YEMBLPEX2NABBIX MblULY, NPU C1AGOCMU MblUlY, OpYy2UuX 0mdenos

e cnabocms czubameneti weu;

e cnabocme duagppazmol, 00blUIKA;

e C1abocmb MblY A3bIKA;

* C1a60CMb MUMUUECKUX MbIUL, 0COOEHHO ACUMMEMPUYHASL;

IModpo6HO danHble Pu3uKaIbHO20 00CN1e008AHUS ONUCAHBL 8 pa3deie «KAUHUUECKAs. KapMUHA».



2.3 JIabopaTOpHbIe TMArHOCTUYECKHUE
UCCIeA0BaAHUSA

e PexomeHAyeTcs C Liefbl0 TOATBEPXKAEHMS [OMarHO3a BCeM MalyeHTaM C KIMHUYECKUMMU
cuMrToMam xapakrepHbimu 1151 BIT onipenenenme aktuBHocTy KAT [15,24].

VpoBeHb I0CTOBEPHOCTH I0KA3aTeIbCTB — 5 (YPOBEHb YOeIUTETIbHOCTM pekomeHanii C).

Kommenrapuit: AxkmusHocms KA MoxwHO onpedensms 8  pasUUHbIX — OUOMamepuaiax
(kynemueupyemoix pubpobracmax, MoluieuHoM 6uonmame, nepugepuueckux aumpoyumax u op.), Ho 8
Hacmosiujee 8peMsi ONMUMAIbHBIM s6J15emcs onpedesieHue akmueHocmu KAI 8 namHax 8vlcyuleHHOT
Kpo8U C NOMOUWbI0 MAHOeMHOLl Mdacc-chekmpomempuu. dmom mecm couemaem 8 cebe 8bICOKYIO
Yy8CmMeumebHoCMy ¢ NPOCIMOMOLl  8bINONHEHUS. U B803MOMCHOCINBI0 NPUMEHAMb Ol CKPUHUH2A
6osbui020 uucna nayueHmos. Onpedenerue akmusHocmu KAI' e CIIK sensemcsi onmumanbHuiM
CKPUHUH208bIM MECMOM, «30710MbIM CIAHOAPMOM», N0380ASIOUUM MATOUHBA3UBHO, ObICMPO U MOUHO
onpedenums deuyum akmusHocmu ¢epmeHma.

Y nayuenmos ¢ BII 8bi5168/1910m 3HAUUMEIbHOE CHUMCEHUe akmueHocmu ¢epmenma (meHee 10% om
Hopmbt). OOHaKo, HE0OX0OUMO C OCMOPOMHOCMbI0 OMHOCUMCA K UHIMepnpemayuu pe3ynsmamos
OUOXUMUUECKO20 Mecmupo8amus, NOCKOIbKY ONUCAMbL AjleNiU NCe800Hed0CmamouHocmu, Komopboie
MO2ym eusimy HA AKMU8HOCMb (pepmenma in vitro. IIo pekomeHOAUUSM MeHOyHapoOHOUl epynnbl
Kcnepmos, dnst nodmeepioeHus ouazHo3a BIT nocie 8vis18/1€HUS CHUMEHUS AKMUBHOCMU (hepmeHma 8
obpasuye Kposu, Heo6Xo0UM0 nposecmu NOBMOPHOe onpedesieHue akmueHocmu gepmeHma e opyzom
obpasye 6uomamepuanda (npednoumumenbHoO MollleuHAasi MKAHb, KYJAbMypa KOXCHbulX (uOpodaacmos)
wiu noomeepoums 6uoxumuueckuii duazHo3 memodamu JHK-0uazHocmuku.

e PekomeHAyeTCcsI BCeM IallMeHTaM CO CHMWKEHHOW akTuBHOCTbI0O KAI mpoBeneHue
MOJIEKYIIPHO-TEHETUYECKOr0 aHanu3a reHa GAA, ¢ 1enplo noaTeBepxaeHus amarHosa bIl Ha
MOJIEKY/IIPDHO-TEHETUUECKOM  YpPOBHE, BO3MOXXHOCTM TPOBEAEHMM TIIpeHaTaabHOIl U
MPeUMIUIAHTAI[MOHHOM IUAarHOCTUKY B ceMbe [15,24].

VpoBeHb IOCTOBEPHOCTH I0KA3aTeIbCTB — 5 (YPOBEHb YOeIUTETbHOCTH pekomeHanii C).

KommeHTapuii: HonsliuHcmeo nayueHmos s6asmcs KOMnayHo-zemeposuzomamu (m.e. Hecym ose
pasHsle namozeHHole mymayuu 2eHa GAA). ITockoneky 6 2eHe GAA onucavo 6onsbuioe HUCNO
YHUKQIBHBIX  Mymayutl, noaumop@uamos u 3amMeH HesCHOU 3Hau4umocmu, Mozym 603HUKHYMb
mpyoHocmu npu 8slsi6NeHUU paHee He ONUCAHHbIX U3MeHeHULl HYK1eomuoHol nociedosamebHocmu
[2].  Mymayuu zena GAA, npusodsujue k pazeumuio BIIT, mozym 6bimb 8bis1671eHbl NPU UCCTIE008AHUSIX
memodamu  Cek8eHUpO8aHUs. HOB020 NOKOJIeHUst (AHANU3 3K30Md, 2eHoMd, mapzemHozo
CeKB8EHUPOBAHUS).

Memodvt MonekynapHO-2eHemMuUUeckoz0 aHaiuda mozym Ovlmb N0JI€3Hbl 8 Kauecnmee donosHUMENbHO20
mecma npu noomeepxdaroujeti duazHocmuke BII, ecnu HedocmyneH Ouo0s0zuHecKUll mamepuan
npobauoa, a maxxce ons NPeHamMansHol U NPEeUMNJIAHMAYUOHHOT OUAzHOCMUKU.

¢ PekomeHayeTcst BceM nanyeHTaMm ¢ BIT mpoBefeHne 6MOXMMIUECKOTO 00IeTePareBTUYeCKOro
aHa/mM3a KpOBM C OIpeIeieHeM YPOBHSI ChIBOPOTOUHOV KpeaTuHdocdokmHasbl (KDK),
nakraTaeruaporenassl (JIIAT), amannHammHorpaHcdepassl (AJIT), acnapraTaMmmuHoOTpaHCcepasbl
(ACT), ¢ Ue/bIO BbISIBJIEHMS TOPAKEHMSI MBIIIEUHOM TKaHU (HA MOMEHT ITOCTAaHOBKY AMAarHo3a u
ecM He TIPOBOJIWJIOCH B TIpefliecTByoonue 6 mecsies) [15].

VpoBeHb TOCTOBEPHOCTH TOKA3aTeIbCTB — 5 (YPOBEHb YOeIUTEIbHOCTHY pekomMeHaanuii C).

KommenTapuii: IIpu BII ¢ debromom 8 demckom 8o3pacme 8 95% cayuaes ommeuaemcs: yMmepeHHoe
nossluieHue yposHs coieopomouroli KOK (8 2-10 pas), a 3HauumensHoe noswviwerue (2000 EJ/JT u
ebluie) xapakmepHo ons MBI 1o daHHbIM UumMmepamypst akmueHocms cvleopomouHoii KOK obpammo
nponopyuoHaivHa eospacmy (p = -0,71, p <0,001), dnumensHocmu 6one3nu (p = -0,45, p <0,001) u
Hanuuuto ampoguu moiuty ( p = -0,53, p <0,001). AJIT u ACT - pepmenmol, Komopble AKMuUeHsl 80 8CEX
KJlemKax opzaxuama, Ho 60Jiblie 8cez0 ux 8 cepdye, neueHu, noukax u moiuyax. Xapakmepoe s BIT
HapywieHue pabomsl NEYeHOUHOU U MblUEUHOU MKAHU npugodum K NOBbIUEHUI0 aKMUBHOCMU
«neueHouHbIX (hepMmeHIos» 8 coleopomke kposu. ACT — 6onee uHpopmamueHslli mapxep, Hexceau AJIT.
Y nayuenmos ¢ uHgpanmunwvHoli popmoti 6onesnu akmueHocms ACT 6 3-10 pa3 npeeviiiaem HOpMY,



AJIT sapvupyem om HOpMbl 00 npesviuieHus: 6 2-7 pas. [Ipu BITITT akmusHocms AJIT nossiuieHa 8 94%
u ACT - 8 95% cnyuaes

¢ PekomeHAyeTcs1 BceM mauyeHTaMm ¢ BII mpoBefeHne 0601Iero (KIMHNYECKOr0) aHaan3a KpOBI
JI7IST OLIEHKM OCHOBHBIX ITAPaMeTPOB KPOBETBOPEHNS U BbISIBJIEHMST BO3MOKHBIX MH(PEKIVIOHHBIX
TPOIIeCCOB (€C/M He MPOBOAMIOCH B MIPeAIIeCTBYIOMMe 2 Mecsiia) [6,15].

VpoBeHb IOCTOBEPHOCTH 0KA3aTeIbCTB — 5 (YPOBEHb YOEIUTETIbHOCTH pekomeHaanii C).

KomMMeHTapum: 8 c843uU ¢ 8bICOKUM PUCKOM PA38UMuUs UHMePKYPEHMHbIX UH(PeKYULl, acnupayuoHHoll
nHesmoHuu y nayueHmos c¢ BIT pexomendyemcs nposedeHue 0aHHO20 UCCE08AHUS He pexce 6 pa3 8
200.

¢ PekomeHayeTcs1 BceM mnauyeHTam c BII uccrnemoBanne ypoBHs N-TepMUHAIbHOTO (hparMeHTa
HaTpuitypeTmnueckoro mnpornentuaa mMosrooro (NT-proBNP) B KpoBu C Le/bl0 BBISIBIEHMS
IUCOYHKIMM MMUOKapha, CepAeyHoil HeLOCTaTOUHOCTM (He MOo3JgHee 3 MecsIieB OT MOMeHTa
IIOCTaHOBKM JMarHosa (ranyeHTaM 10 1 roma) win He Mo3fgHee 6 MecsLeB I10cle IepBoro roga
KU3HM) [25, 26].

VpOBeHb IOCTOBEPHOCTY TOKA3aTEIbCTB — 4 (YPOBEHb yOemuUTeIbHOCTM peKoMeHaanuii C).

KoMmMmeHTapum: yposeHs Hampuiliypemuueckozo nenmudda O00bIUHO 3HAUUMENBHO NOBbIUEH Y
nayueHmos ¢ MFBII, nocKoIbKy 2mo eaxcHeliwuli Guomapkep nopajceHus cepoyd, 8 UACMHOCIMU
3HauumMesnvbHO noswlarwulics npu paseuswetica cepdeuHoli HedocmamouHocmu u OucyHKyuu
npagozo xceayoouxd.



2.4 NucTpyMeHTa/IbHbIE JUAarHOCTU4YeCKue
HUCCIeJOBaHUS

IepeuucneHHole KIUHUKO-UHCMPYMEHMANbHble Memoobl UCC/Ie008aHUS HE0OX00UMbL 011 OUAZHOCMUKU
u JuggeperyuanvHoli duazHOCMUKU Muonamu4ecKux CUHOpomos, eéxkawuas demeii 8 8o3pacme 00 1
200a.

e PekomeHyeTCs1 MpOBeleHMe CTUMYISLUMOHHON 1M uronpdatoii DJHMI Bcem maiueHTaM C
rogo3peHnem Ha BII ¢ mebio auddepeHIManbHOM IMAarHOCTUKY C APYTUMM 3a00/I€eBaHUSIMU U
BBISIBJIEHSI CTETIeHN TTIePBUYHO-MbIIIEUHOTO MopaskeHust ripu BIT [15,27].

VpoBeHb IOCTOBEPHOCTH I0KA3aTeJIbCTB — 5 (YPOBEHb YOEIUTETbHOCTM pekomMeHainii C).

KommeHTapum: daxHsle Memodsl no3gonstom dugdeperyuposams BII om 3a60ne8aHuli, C8s13aHHbIX
HapyuieHuem QyHKyuu deueamesbHbIX 80JI0KOH nepugepuueckux u HepeHO-MblileuHOl nepedauu.

¢ PekomMeHZOBaHO IpoBeneHye 3nekTpokapauorpadum (OKI) m sxokapmmorpadum (3xo-KT)
cepaiia BceM maiyeHTaM c BII ¢ 11esbio BbISIBJIeHNMS TOpaskeHMsI cepAlia (ecii He TPOBOAMIOCH
npealIecTByoIe 6 MecsleB) U Kaxable 7-14 nHeli B nepBble 12-24 Hemenu npy Ha3HAYEHUU
@3T [6,15,27].

VpOBeHb IOCTOBEPHOCTY TOKA3aTEIbCTB — 5 (YPOBEHb yoenuTenbHOCTM peKoMeHaanuii C).

Kommenrapum: JlaHHble Memodsl UCCIe008aHUSL  NO3BOJAIM  8bl8UMDb  KAPOUOMEAUT,
2unepmpogur Muokapoa u HapyweHus pumma cepoya.

¢ PekoMeHIOBaHO BceM IalieHTaM c BIl mpoBemeHue peHTreHorpaduyu OpraHoB TPYIHO
KJIETKM, KapaMOpecnupaTOPHOIO MOHUTOPMHIA, OLEHKM (PYHKIMM BHELIHEro AbIXaHMS MJIS
BBISIBJIEHMSI CTEIIeHM IIOpakeHusi OpOHXO-JeroyHoi cucreMbl  (ecaM He IIPOBOIMIIACH
nocienuue 12 mecsleB) M IYJIbC-OKCMMETPUM, KamHorpadwuu (ecauM He MPOBOAMIACH
rocienHue 6 Mecsies) [6,15,27].

VpOoBeHb IOCTOBEPHOCTH I0KA3aTeNbCTB — 5 (YPOBEHb YOeIUTEeTbHOCTU pekomMeHanuii C).

KOMMEHTapI/lI/IZ OueHKa d)kauuu BHeuUlHe20 ObIXaHUsl 00513amenbHa 8 NOJIOMCEHUU CMOS U Jiexd — C
onpeae/leHueM pa3Huybsl 8 nokasameJisx.

¢ PexkomeHayeTtcsi Y3 opraHOB GPIOLIHO¥ MOOCTM BCeM TaiueHTaM ¢ BII ¢ 11e1bi0 BbISIBJIEHMS
M3MeHEeHMIi pasMepoB ¥ CTPYKTYpPbI IEYEHM eCIu He MPOBOAWIOCH IOoC/IeqHMe 6 MecsieB)
[6,15,27].

YpoBeHb TOCTOBEPHOCTM PEKOMEHIAINN — 5 (YPOBEeHb YOeAUTETbHOCTH foKa3aTenbCeTB C).

KommeHTapum: 8 omuuuu om opyzux 2aukozeH0306 npu BII nabnodaemcs ymepeHHoe yeeaudeHue
pasmepos neueHu.

¢ PeKOMEHAYIOTCS 00si3aTe/IbHbIE eKeroiHbIe 00CIeIOBaHNSI MUHEPAIbHO MJIOTHOCTY KOCTEN
manueHToB ¢ BII oA cBOeBpeMeHHOJ KOppeKIuy II0lydaeMOro JIeUeHMUsI I10 ITOBOIY
OCTeOIeHNM U ocTeornoposa. [6,15,27].

VpoBeHb TOCTOBEPHOCTH TOKA3aTeIbCTB — 5 (YPOBEHb YOeIUTEeIbHOCTH pekomeHaanuii C).

KOMMEHTapI/II/I: Hal,{ueHﬂ’Zbl U useHbl ceMbll O0JIHCHBL ObIMb LlHd)OpMMpOGaHbl 0 8cex nocneocmeusx
Headeke8amHo20 OMHOUWEHUS K I’lp06fl€M€ ocmeonopoa3da.

¢ PeromeHpgyeTcs nanyeHTam ¢ BIT ayayonmorndeckoe ob6cmenoBanye (TOHAIbHAS ayaMoOMeTpsT)
NpY NIEPBUMYHOM OCMOTDE U Janee He pexe 1 pasa B 3 roja C 1elbl0 PAaHHETO BBISIBIEHMUS
HapyuieHui ciayxa [6,15,27].

VpoBeHb IOCTOBEPHOCTH I0KA3aTEJbCTB — 5 (YPOBEHb YOEIUTETbHOCTM pekomeHaanii C).

e PekomeHayeTcs1 BceM mnaiyeHTam c mospHeli BIIIIH mpoBemeHue 6-TM MMHYTHOTO TecCTa C
XOIb0O IJIS1 OLIEHKM BBIHOCAMBOCTHM (KOHTPONIb 3ddekTuBHOCTM P3T) (ecam He MpOBOIMICS
nocnepuue 6 mec.) (Ilpunoxkenne I'8) [17].



VpoBeHBb YOeOUTEeIbHOCTU TOKA3aTe/NIbCTB A (YPOBEHDb JOCTOBEPHOCTU peKoMeHaanuu — 1)

e PekomeHayeTcss BceM mnanyeHtam C BII mpoBemeHme aHanM3 KavecTBa KM3HM IALMEHTOB
cornacHo otieHke OmpocHuK SF-36 (eciu He mpoBoauics nocienHue 6 mec.) (Ilpuioxkenne I'9)
[27,35].

VpoBeHb yoequTeIbHOCTH TOKa3aTe/IbCTB A (YPOBEHb JOCTOBEPHOCTH peKoMeHaanuu — 1)



2.5 uble MarHoCTUYeCcKye uccjaegJoBaHus

Cnoxtxocmos duazvHocmuku BIIIIH onpedensemcs omcymcmeuem Cheyuguueckux KAUHU4ecKux
CUMNIMOMO8, ~ XAPAKMEPHbIX 0711  OONILUWUHCMBA  HEPBHO-MblleUHblX — 00Je3Hell, a makie
PAasHoo0pasuem ux Couemausi, BpemMeHeM NOSBJIEHUS U MAXeCMU 8 npoyecce passumus 6one3Hu.

Hugpdeperyuanvras oJuazvHocmuxka MBII nposodumcs co 68cemu 3a001€8aAHUSIMU, OCHOBHBIM
KJAUHUYECKUM NpOsieJieHUeM KOMOpbiX S61Semcs CUHOpPOM 6571020 pebeHKka. IlepeueHb OCHOBHbIX
3a6onesaruii exodsujuii 8 duggepenyuansvHolli duazqHos npu BITHII npedcmasnen 6 Ipunoxcerue I'4.



3. JleueHne, BK/IIOYaAsi MeAVMKAaMEHTO3HYIO U
HeMeOVKaMeHTO3HYIO Tepalnu, JMeToTepanuio,
00e300/1MBaHNVe, MeOUIIMHCKME ITOKa3aHus U
IMIPOTUBONOKA3aHMUSA K IPMMEHEHNIO METOIOB
JIeUeHUS

Jleuenne BIl Br/IOYaeT Kak IaToreHeTuuyeckoe jeuyeHue HasHadeHue D3T, Tak U IpoBeleHME
CUMIITOMAaTUYeCKoVi Tepanuu. BemeHue nauyeHToB ¢ BII npenmnonaraeT MyJbTUAVCLUATIIMHAPHbIN
TIOJIXOZ, C 00S13aTE/IbHBIM yYaCTVEM HEBPOJIOTOB (0COGEHHO, HEPBHO-MBIIIEUHbBIX CIEIMATNCTOB),
TreHeTHKOB, KapaMOJIOroB, MYJIbMOHOJIOIOB, TaCTPO3HTEPOIOroB, (GM3MOTEeparneBTOB U Bpaueit
IPYTUX CITEMaTbHOCTEN, MMEIOIMX OIBIT B JIEUEHUM ITOTO PEAKOTOo 3a00IeBaHNs — IIPU HAJIUUUU
CUMIITOMOB TIOPaKEHMUSI OpPraHOB-MMINEHEI Kak MMHUMYM Heob6Xoayma KOHCY/IbTallys
MMpOodWIBHOTO Bpaya-CIienyaancTa

3.1 IlaToreHeTu4eckoe jieueHue

¢ PekoMeHZOBaHO IpoBeneHMe GhepMeHTHOV 3aMmecTuTenbHOl Tepamyyu (©3T) mammeHTaMm C
YCTaHOBJEHHbIM muarHosoM BIIIIH ¢ 1enbio 3amMedjieHUs] IPOTrpeccUpoBaHMsl OOJIE3HH,
YIYUIIEeHNS] COCTOSIHIE KOCTHO-MBIIIEYHO CMCTEMBI M CTaOMIN3aLy COCTOSTHUS TbIXaTeTbHOIi
CUCTEMBbI, TIOBBIIIEHMSI BbDKMBAEMOCTM U YIAJMHEHMUS Ilepuoda MX >KU3HU [0 HACTYTUIEHUS
HeOoOXOAVMOCTY B BEHTW/ISILIVIY JIETKUX U Kpecie-Komsicke [15,17,28,29].

VpoBeHb I0CTOBEPHOCTH I0KA3aTeIbCTB — 2 (YPOBEHb YOEIUTEIbHOCTM PEeKOMeHaIuii B).

¢ PekomeHAOBaHO TpoBeseHNe (pepMeHTHON 3amecTuTenbHOV Teparmu (O3T) maumueHTam C
YCTAHOBJIEHHBIM AuarHo3oMm MBIl ¢ 1iefabl0 3aMeJjieHusI TPOTPeCcCUpPOBaHMS OOJIE3HM,
YAYUIIEHMSI COCTOSTHME KOCTHO-MBIIIEYHO CUCTEMBI M CTAaOMIM3ALIMY COCTOSTHUS TbIXaTeTbHOI
CUCTEMBI, TIOBBIIIIEHNST BBKMBAEMOCTHU U Y IMHEeHUs Tiepuosia ux skmsum 15,17, 29, 30].

VpOBEeHb IOCTOBEPHOCTH IOKA3ATENbCTB — 3 (YPOBEHb YOEIUTETbHOCTM PeKOMeHAAInii B).

Kommenrapun: EduHcmeeHHbiM npenapamom O0as namozeHemuueckoli @3T 6onesHu Ilomne
A8715emcs anenkosudasa anvpa, npenapam 3apezucmpuposad 8 Poccutickoii @edepayuu. ITpenapam
anenioko3udaza anvpa (Koo ATX:A16AB07), pekomMOUHAHMHbIL ¢hepmeHm, CcuHmesupyemolii
KJIeMOYHOLl JUHUel, NONYueHHOU U3 SUYHUKO8 KUMAUCKUX XOMAUK08. AJsenokosudasa anvpa
80CnosnHsiem —akmueHocmy  Ju3ocomansHoli KAI, umo npueodum K cmabunusayuu uiu
80CcCmMaHos8neHU (GYHKYUU cepoeuHoli U CKelemHslX Mbly (8K0UAST OblxamesbHble MbIUILbL).
IIpenapam xopouio nepeHocumcsi, He umeem GblpaXEHHbIX NOOGOUHBIX APpexmos. IlokasaH 0ns
donzospemerHoli @3T y nayueHmos ¢ noomeepioeHHsIM OuazHo30m 6one3Hu ITomne 6cex 803pacmos.

Ha OauHolli momeHm apgekmusHocms u 06e30nacHoCms  a/InKo3udassl alvpa oyeHeHa 8
KJAUHUYECKUX UCCIedo8aHusx Kak y odemell, maxk u y 83pOoCibiX NAyueHmos. 3aKOHUeHHble U
onyonuKoeaHHwle ucciedosanus no aeueHuto BIT 6binu nposedeHst ¢ yuacmuem 6osiee 500 nauueHmos.
Be3onacHocmb u xopowas nepeHOCUMOCMb mepanuu ajieiioko3udasoli ansga noomeepideHa 6onee
uem 10 200amu KauHuueckozo onsima y 6onee uem 1 800 nayueHmos

IIpenapam evinyckaemcs 80 (nakoHax, KOJU4ecmeo Juopuausama 8 Komopsix IK8UBAEHMHO 50 M2
akmusHozo seuwjecmaa. Beodumcs 8/é kanenvHo 8 do3uposke 20 me/kz 8eca nayueHma. Panxee Hauano
mepanuu OueHs BAXCHO, MAK KAK No38ojsem 000UMbcs Haubojiee JYUWUX KAUHUUECKUX UCX0008.
ZokazaHo, umo npumererue @3T npu maadeHueckoli popme 00JIe3HU YMeEHbUIAEM PUCK CMepmU Hd
99%, a puck cmepmu uiu He006X00UMOCMU 8 UHBA3UBHOU BeHMUIAYUU JieeKux — Ha 92% [30].

CeoespeMeHHOe HA3HAUEHUe mepanuu aa2ioKo3udasoli anvpa ewvi3vieaem o0pamHoe paseumue
Kapouomuonamuu y nayueHmos ¢ maadeHueckoti ¢popmoti BII, ynyuwaem nokazamenu MbluleUHOL
Cubl, 08U2AMENBHOU AKMUBHOCMU U CIMAOUAU3UPYEM COCMOsHUe 0bIXameasHoll cucmemsl y demeti u
83pocibix nayuenmos. Tepanus anenoko3udasoli ansga nayueHmos ¢ nosoHell gopmoii GonesHu
3amednsem npozpeccuposavue 007€3HU, YAYUWAS COCMOSHUE KOCIMHO-MbIUEYHOL CUCmemsl U
cmadunu3upys cocmosiHue OblxameybHOl CUCmeMbl, NOBbIUIAEN BbIHUBAEMOCMb NAYUEHIN08 U
yonuHsem nepuod ux Xu3Hu 00 HACMYNJeHus HeoOX00uMoCmu 8 8eHMUIAYUU JieeKUX U Kpecie-
konsacke . Ipenapam eeodumcs 8/6 kaneavHo 6 do3upoeke 20 mez/ke geca. pa3z 68 dee Hedenu. B



Jumepamype umeromcs: eOUHUYHble ONUCAHUS OPY2020 PEXCUMA 003UPOBAHUS (86edeHUs O0Jiee 8bICOKOL
003bl hepmenma u 6osiee uacmo Ons NAYUEHMOB8 C PAHHUMU Qopmamu 3abonesarus)). OOHaKo,
NOCKONILKY  UCCNedo8aHus He Nposoouiucy YpoeeHb 00Ka3amenbHOCmu 68edeHus BblCOKOL 003bl
Moxcem Oblmb PAcyeHeH Kak IKCnepmHoe MHeHue.

¢ PexkomeHgoBaHo Tpy Havase ®3T y manyeHToB ¢ BII mpoBemeHye IepBbIX 3X MHQY3UiT B
cTalyoHape, IOCKOAbKY BO3MOXHO BO3HMKHOBEHME peakiMii Ha BBeJeHMe Ipemnapara.
Heob6xomymo mpoBeneHrie MOHUTOPUHTA BUTAIbHBIX QyHKUMI (UCC, AIl, caTypaiiys) BO BpeMs
npoBepeHus nudysum [15,29,30].

VpOBeHb IOCTOBEPHOCTY TOKA3aTEIbCTB — 5 (YPOBEHD yoemuTenbHOCTM peKoMeHaanuii C).

KommenTapum: Begedenue @3T nposodumcsi pezyisipHO Npu HAAUYUU NOKA3AHULl 6 cayuae
OCJIO#HEHHO20 meueHus. 00JIe3HU - 8 YCNI08USX KPY2JIOCYMOuH020 CMayuoHapd, 8 cmaduibHoM
COCMOSIHUU — 8 cCmayuoHape 0He8H020 npebvleanus unu ambynramopo 1 pas e 2 Hedenu. Heo6x00umo
yuumsi8ame caedyioujue ocobeHnocmu npoeederuss ®3T npu MBII: He kopmums pebeHKka 3a 3-4 uaca
00 nposedeHus uM@ysuu (npedynpexcdeHue acnupayuu, 603MOx3cHOe hposedeHue pPeaHUMAyUOHHbIX
Meponpusimutii);PaseedeHue npenapama é MuHuUMaivHom obseme; BeedeHue npenapama npu nepeix
UHQDY3UsX O0JIHHO NpoBOOUMCST 8 UEeHMPAibHbIll 8eHO3HbILI Kamemep WIU - Npu 66edeHUU 8
nepugepuueckuii 6eHo3Hblli Kamemep HeobXodumo umems 0ea docmyna, 8 OdjbHeliuiem
pekomeHdyemcs. yCmaHoeka UH@Y3UuoHHOU nopm-cucmemsl; MHGYy3uu ¢ 02paHuueHHoll cKOpocmyio
(nosviuierue Ha 0,5-1mn/u kaxcdvie 30-60 MuH), yuumsléas 8bICOKUL puck dekomneHcayuu cepoeuHoti
HedocmamouHocmu Ha (oHe zunepgonemuu;

3.2 CuMnTomMmaTueckoe JiedeHue

ITo cumnmomamuueckoti mepanuu BIT Hem paHOOMU3UPOBAHHBIX KOHMPOAUPYEMbIX UCCIE008AHUII.
Bce npueedetHble Huxde peKoMeHOauuUUu Ompaicaiom 3KCnepmHoe MHeHuUe Cneyudniucmos U3 pasHbix
cmpan. IIpenapamol, yayuwiaowue mMemadonausm muokapoa, hpenapamol 015 JieueHus: cepoeuHoll
HedocmamouHoCcmu, aHmMuapummu4eckue npenapamosl HA3HA4arm 6 c00Meemcmaull ¢ KAUHUUeCKuUMuU
pekomeHOayusMu, paspabomartsimu 01 coomeecmayioujeti namonoeuu. [3,15,29,30].

° PeKOMEHI[yeTCH s Bcex mauueHTOB ¢ BIl BakuuHauus I10 VHOVBUAYAJIbHOMY rpad)MKy,
KOTOpas BK/IKYaAeT B cebss TTOMMMO BaKIIMH, BK/IIOYEHHbBIX B HalMOHAJbHbINI KaJIeHOJapb
TIPpMBUBOK, CE30HHYIO BaKUMHY OT I'PUIITIA, TIHEBMOKOKKOBYIO BaKIIMHY [15]

VpoBeHb TOCTOBEPHOCTHM TOKA3aTeNbCTB — 5 (YPOBEHb YOEIUTETbHOCTY pekoMeHaanuii C).
KommenTapumn: /JuazHo3 BII He 58/155emcs npomugonokasaquem 0711 NposedeHus: Npususox.

¢ PexomeHpayercst 1151 BcexX NMauueHTOB ¢ BII ¢ menb0 MMHMMM3AUMM PUCKA PeCIMUPATOPHBIX
OC/IO’KHEHUIT M JIBIXaTeNbHOJ HeIOCTATOYHOCTM JieueHue JII0ObIX MHGEeKUMl JbIXxaTeTbHbIX
IyTeil HaJlo HAUMHATh B MakKCUMMalIbHO PaHHMe CPOKM M MaKCMMaJIbHO arpeccuBHo [15,31].

VpOBEeHb JIOCTOBEPHOCTH I0KA3aTENbCTB — 5 (YPOBEHb YOeIUTEeTbHOCTU pekomMeHanuii C).

e PekomeHayeTcs1 Ha3HaueHue nanueHtam ¢ bBIl mnpemaparoB ButammHa D, Kanbius,
6udochoHaToB Mo TeM cxeMaM, PpEKOMEH[IOBAaHHBIM ISl OOIIeit MOmymsuuu st
TpefoTBpaleHns pa3BUTHS ocTeornopo3a [15,17,27,31].

VpoBeHb IOCTOBEPHOCTH I0KA3aTeJbCTB — 5 (YPOBEHb YOEIUTETbHOCTM pekomeHanii C).

KommenTapum: CHuxceHue MUHepaabHOl NnaomHocmu Kocmeli si8slemcst uacmoii Haxookol y
nayuermos ¢ BII u no daHHwiM nociedHux uccnedoganuli docmueaem ypoeHs 67% cayuaes [32].
OcmeoneHust u ocmeonopo3 obHapyxcusaromcsi kak npu MBII, mak u y demeti u 83pocasix ¢ BIIIIH.
Heycmotiuugocms npu xo00wbbe, CI0#HOCMb NOOOEPHAHUS PABHOBECUs 8 pe3yJbiname MblUleUHOU
cnrabocmu, 8 COUeMaHuUU ¢ 0CMeonopo3oM yepoxcaenm paseumuem nepeiomos Kocmeti U N0360HOUHUKA.
Bce nayuenmst ¢ BIIIIH, He3asucumo om cmeneHu 00e308uxeHHOCMU (Hanpumep, Hyxoaowuecs 6
Kpecne-kamaske) 00JHbl ObimMb 00YUeHbl 8CeM Mepam NnpedocmopoxcHocmu 078 NpoGuaakmuku
naodeHus u nepeiomos 8 0blimy.

¢ PekomeHpayercsi mnainyeHTaM C BIl KOHCyIbTalMM CJIEIYIOIIMX CIIEIMaIUCTOB: BpauoOM-
HEeBPOJIOTOM (eCIM He IPOBOAMIIOCH NToCIenHKe 3 Mecsia Ajisi Aeteit 1o 1 roga u He pexxe 1 pasa
B IOJ, 1151 TAL[MEeHTOB cTapiie 1 roga) win vaiie Ipy HaauIum nokasanmi [15,17,27].



VpoBeHBb yoeaUTeIbHOCTH T0Ka3aTeabCTB C (YPOBEHB JOCTOBEPHOCTY PEKOMEHJAnuUM — 5)

¢ PexomeHpyercsa nauyeHtam ¢ BII KOHCyabTaluy CIefylIINX CIIEeNaaiCcToB He pexxe 1 pasa B
3 Mecsdua WM yYalle MpY HaaudMy IOKa3aHuii: BpauyoOM-IeauaTpoM/TeparieBToM (ecin He
MPOBOAMIACH TTOCTeHNe 3 Mecsiia) [15,17,27].

VpoBeHb yoeauTeIbHOCTH T0Ka3aTelbCTB C (YPOBEHD JOCTOBEPHOCTY PEKOMEHJaum — 5)

3.3 UHoe 1eueHne

¢ PexomeHpayercsi mnaumeHTam ¢ BIl BKIlOUeHMe B palMoOH CIelMaIu3MPOBAHHBIX
BbICOKOKAQJIOPUITHBIX ¥ BbICOKOOETKOBBIX CMeCeil [Jisi TOAAep>KaHusl MbIIIEYHO Macchl,
aHTUPeIIIOKCHBIX CMecel B 1eisax MpoduaakTUky acrupauyu [15].

VpOBeHb IOCTOBEPHOCTH I0KA3aTENbCTB — 5 (YPOBEHb YOeIUTETbHOCTH PekomMeHanuii C).

e PekomeHpayercss mnauveHTaMm ¢ BIl mpu nosiBIeHMM CIOXKHOCTEN C TIJIOTaHMEM 30HIOBOE
KOpMJIeHMe, WM COBMeLIeHMe I1epPOpaJbHOrO0 UM 30HAOBOTO MNUTAaHUSI IIPU COXpPaHEHUU
aeKBATHOTO ITIOTAHMSI ¥ OTCYTCTBUM TTOTIepxuBanms [15].

VpoBeHb IOCTOBEPHOCTH I0KA3aTeJIbCTB — 5 (YPOBEHb YOEIUTETbHOCTM pekomMeHanii C).

e PeromeHnpyeTcs nauyeHTaM c BII HasopyoneHanbHOe 30HI0BOE KOPMJIEHME TPV COXpaHEeHUN
pedutiokca 1 BBICOKOM pucke acnmpauym [15].

VpoBeHb IOCTOBEPHOCTY TOKA3aTEIbCTB — 5 (YPOBEHb yoemuTenbHOCTM pekoMeHaanuii C).



4. MeaunHcKas peaouanTanms, MegUIMHCKUe
IMOKa3aHUs U IIPOTUBOIIOKA3aHUS K IIPUMEHEHUIO
METOI0B peaoVInTanumn

B 3asucumocmu om 8edywjux KAUHUYecKUx cumnmomos nayuermam ¢ BIT moxcem Gblmb HA3HAUEHDI
pasnuuHsle peabunumayuoHHsle NPoPaMMol.

- OpanvHas cmumyaayusi, coCanue cocku, 2UMHACMUKA O0JHbI NPOB0OUMbCS 8CeM hayueHmam s
n00depicanus HOPMAIbHO20 PA3BUMUS HABBIKOG 2JI0MAHUS U YCIMHOLL peul.

- Ilpu npoeedeHuu peabUNUMAYUOHHBIX Meponpusmuill u3bezams upe3MepHbIX (MAKCUMALbHDIX)
Hazpy3ok. PeeynapHo:  (Qusuomepanesmuueckue npoyedypsl, maccax, JIOK, J0zonedus,
pecnupamopHas mepanust  (OblxamenvHas —2UMHACMUKA), O0OYyueHUe CaMOOOCTYHUBAHUW U
UCNONB308AHUI0  8CNOMO2AMEJIbHBIX  NPUChOCobNieHuli (3asucum om go3pacma pebenka). Ilo
NOKA3AHUSIM - 3AHAMUSL C 71020ne00M, CypOON2OM.

- HeuHsasueHas KUCa0pooHas noddepika (co30aHue NOJI0ONUMENbH020 0asieHUs) - Npu paseumuu
2unoKkcemuu, 06CMpPYKMuUBHOM CUHOPOME.

- O6yueHue podumeneli ucnonb308aHut0 Hebyaatizepa, omcocd.

Bonvuwoe 3HaueHue umeem npasunsHulli 00pa3 #uU3HU ¢ AJeK8AMHbIM pachpedesieHuem Hazpy3ox,
3aHamuti 1euebHoli u3KyabMypoli 00 KOHMpOoJieM UHGPOPMUPOBAHHO20 UHCMPYKMOPA.

Cnedyem Hacmoiiuugo pekomMeHO08amMe NAyueHmy ¢ HapyuleHuem hnoxooKu U paeHosecus
N0Jb308AMBC BCIOMO2AMENBHBIMU NPeOMemamu - mpocmoio, X00yHKAMU, a npu Heo6xodumocmu
UCNO/IB308AMb MeXaHUUecKUe cpedcmea nepedeudiceHust (Kpecao-Kamaiky u np.).

¢ PekoMeHIOBaHO MPOBeIeHME CIeOYIOIINX PeadIMTALMOHHBIX MEpPOIPUITHIA HalMieHTaM C
BIT: dusmoTepaneBTHUUecKre MPOIEeAypbl, Maccax, JIOK, oromenysi, pecriupaTopHasi Tepamnms
(mpIxaTenbHasi ~ TMMHACTMKa), OOyuYeHMe  CaMOOOCIYKMBAaHMIO M MCIIOJIb30BaHUIO
BCIIOMOTaTeTbHbBIX MPUCIIOCOOIEHNH (3aBUCUT OT Bo3pacra pebeHka). [15,17,27,31].

VpOBeHb IOCTOBEPHOCTH I0KA3aTENbCTB — 5 (YPOBEHb YOeIUTETbHOCTH pekoMeHzanuii C).

Kommenrapun: Ilayuenmam ¢ BII Heobxoduma noddepicka MAaxcumanbHoz0 YpoeHs (yHKYuUl
CKeleMHO-MblULeYH020 annapama 071 npedomepawjeHus U MUHUMUIAYUU 8MOPUUHDBIX OCJIOMCHEHUL
(pazeumue KOHMPAKMyp, MbllleUHbIX ampoguii, KomneHcamopHoli depopmayuu cKenema,
ocmeoneHuu, ocmeonoposa). IIpu nposedeHuu peadUAUMAYUOHHBIX Meponpusmuil u3bezams
upe3mepHbulX (MAKCUMANbHBIX) HAazpy30K. ITTo nokasaHusm UenecoobpasHsl 3aHsmus C J1020nedoM,
8PaAUOM-0MOPUHONAPUH2ONIOM (CYPOON020M).



5. ITpodmunakTuKa U AUCIIaHCEPHOE HAO/II0AeHMe,
MeIMIMHCKNE IIOKa3aHUA U IPOTUBOIIOKAa3aHMUA K
IMIPUMEHEHNIO MEeTOLO0B MPOPMIAKTUKN

¢ PekomeHyeTCs1 KOHCY/IbTAllMsI Bpaua-TeHeTHKa Mmocjie yCTaHOBAeHMs auarHosa BIl maijueHTy
WX ero o(uIMaJbHBIM MPEICTABUTEISIM, C IebI0 pPa3bsSICHEHMII TeHeTUUEeCKOro pPUICKa,
06CY>KIeHNSI BO3MOXXHOCTE MPeHaTabHOM U MPeUMIUIAaHTAI[MOHHOM AuarHocTuku. [15,33,34].

VpOBeHb IOCTOBEPHOCTY TOKA3aTEIbCTB — 5 (YPOBEHb yoemuTenbHOCTM peKoMeHaanuii C).

Kommenrapuii: CembsimM ¢ OonvHoimMu BII  dembmu  pekomeHdyemcss MeOuKo-zeHemuueckoe
KOHCY/IbINUposaHue ¢ yeavlo onpedejieHus zeHemuueckozo pucka. Kax u npu opyzux aymocomHo-
peueccusHbix 3abonesanusx, npu BII 0na xawdoli OGepemMeHHOCMU PUCK pOXOeHUs pebeHKd
cocmasnsem 25%. B cemwsx, 20e ectwv 60bHOTU BIT peGeHOK, 803MOMCHO NposedeHuUe NPeHaAMaibHoll u
NpeuUMNIAHmMayuoHHoli duazHocmuku. /[Ins 3mozo podumensim Heob6Xo0uMo obpamumoscs 8
cneyuanu3uposamHole QuazHocmuueckue 1abopamopuu u MeouyuHcKue ueHmpol.

Ipenamanvhas OudazHOCMUKA NPOBOOUMCS  MOJEKYIIPHO-2eHemuueckuMu Uau  OUuoXuMu4ecKuMu
memodamu, nymem uccredosanust JHK, 8videneHHoli uz 6uonmama 8opcuH xopuoxa Ha 9-11 Hedene
b6epemeHHOCMU U/UNU  KJIEMOK AMHUOMUYECKOl xcuokocmu, naodHoli kposu Ha 20-22 Hedene
b6epemeHHOCMU.

Opranmusanmsa oKkasaHUsI MeOULIMHCKOM ITOMOIIU

IToxkasaHus o181 MJIaHOBOM rOCHUTAIU3aLIAN:

e [IpoBemeHMe MOMATHOCTUKM W JIeUeHUs, TpeOywlue KpPYIJIOCYTOUHOTO MEeIUIIMHCKOTO
HabMooeHusI.

® COCTOSIHME, TpeOylollee aKTMBHOIO JIEUeHMSI M KPYIVIOCYTOYHOTO MEAMIIMHCKOTO HaOG/I0meHNs
(Hapacraroas fbixaTeabHass HeAOCTATOYHOCTb, HAPYIIEHMS] pUTMa Cepalia);

* cocTostHME, TpebyIolee MPOBeIeHNs BLICOKOTEXHOIOTMYHBIX METOOB JIEUEHNS

® OTCyTCTBME BO3MOXHOCTM obecrieueHusi @3T B aMOy/IaTOPHBIX M CTAI[MOHAPO3aMeIaloX
YCIOBYSIX;

* HeOoOXOAVMOCTb MTPOBEIEeHNST PA3TMYHBIX BUA0B 3KCIIEPTU3 WM 00C/IeJOBaHMS B MeIUIMHCKOM
OpraHM3aluuy MPU HEBO3MOXKHOCTU TPOBENEHUS UX B aMOYJAaTOPHBIX YCIOBUSIX, TPEOYIOUINX
IMHAMMUYECKOTO HabmomeHuss (B ToM uucie odopmiaeHue 3akioueHus QenepaabHOTO
KOHCUIUYMa).

[TokazaHus Oj11 SKCTPEHHOM TOCIUTANU3aLAN :

OcTpbie 3a6oeBaHMs, 060CTPEHNSI XPOHUUECKUX OOJIe3HeH, OTpaBIeHus] M TPaBMbl, COCTOSTHMS,
Tpe6yIole NHTEeHCUBHOM Teparnuu 1 MepeBoia B peaHMMalIOHHbIe OTHeNeHMUST VUM OTHeTeH s
MHTEHCUBHOI Tepanuu, a TaKKe KPYIIOCYTOUHOTO MEIMIMHCKOTO HAGIIOMeHUM U TIPOBEIeHs
CIeIaNbHbIX BUIOB 06C/IeIOBAHMS U JIEUEHNS.

[TokazaHus K BbIMMCKe MalieHTa U3 CTallMMOHapa:

® OTCYTCTBME YIPO3bI KU3HM HAIVEHTA;

® OTCYTCTBME YTPO3bI Pa3BUTHUSI OCIOKHEHMI, TPEOYIOLIMX HEOTIIOKHOTO JICUeHS

e cTabmaMsaiMs  COCTOSHMS M OCHOBHBIX  K/IMHMKO-JIa0OpaTOPHBIX  ITOKasaTejeit
[1aTOJIOIMUYECKOTO IIPOLecca II0 OCHOBHOMY 3a00/IeBAHMIO;

® OTCYTCTBME HEOGXOOMMOCTM B IOCTOSTHHOM Bpaue€OHOM M KPYIJIOCYTOUHOM MEIUIIMHCKOM
HabJTI0JeH MY 10 OCHOBHOMY 3a00/I€BaHMIO;

¢ HEOOXOAMMOCTY TIepeBoja MaleHTa B APYryI0 MeIUIIMHCKYI0 OPraHu3aInio Ui YUpeKaeHre
COLIMAJILHOT'O 00ecIieyeHnst



6. Opranmsauysi oKasaHus MeIUIIMHCKOM IMTOMOII

Paunnss oOuaevocmuxa BII u HasnauenHue @O3T nosgosnsem yayuuiums NnpozHO3 U 3amedaums
npoepeccupogaHue 3ab608/1aHus. B Hekomopsix cmpaxax paccmampueaemcst 0npoc o ekoueHuu bIT e
npozpammel MAcco8020 CKPUHUH2A HOBOPOxOeHHbIX [13,30].



7. JononHuTeIbHast MHGopMauys (B TOM YMCIe
¢dakTOpBHI, BANSIONIIME HA MCXOJ, 3a00/IeBaHUS U
COCTOSIHUSI)



KpMTepMI/I OL€HKM KauyeCTBa MQ,Z[I/IH,I/IHCKOﬁ

IIOMOIIM

Ne Kputepun kauecrsa OueHKa BbINOJIHEHUNA
1 BbinonHeHo onpeaeneHune aktusHocT KAD c uenbio noaTBepxaeHus auarHosa B B nevikouutax [a/net
. nepudepryeckoil KpoBM WM MATHAX BbICYLIEHHONW KPOBU W/WUAN  MOMEKY/IsipPHO-TreHeTuyeckoe
nccnepoBaHue (BbisBNeHWe MyTauuii B reHe GAA) (Npu NocTaHOBKe AMarHo3a)
2 BbinonHeH  6MOXMMUYECKMIA  aHanM3  KpPOBM  C  OMpeAeneHUeM  YPOBHS  CbIBOPOTOYHOW [a/Het
. kpeatuHdocdhokunHasbl (KDK), nakrataermaporeHassl (J14r), anaHuHamuHoTpaHcdepasbl (ANT),
acnaptatamuHoTpaHcdepasbl (ACT) (Ha MOMEHT MOCTaHOBKW AMarHosa W eciv He MpOoBOAMSIOCH B
npeaLwecTsyowne 6 Mecsles)
3 BbinonHeH o6wmii (KAMHUYECKWUA) aHanu3 KpoBu (ecnn He NpoBOAWSIOCH B MpeAallecTByowme 2 [a/HeT
. Mecsua)
4. MPOBOAMIICS NI KOHTPONb HaTpuitypetuyeckoro nentnaa (NT-proBNP) He nosgHee 3 mecsues oT | [da/HeT
MOMEHTa MOCTaHOBKM AnarHosa (nauveHtam Ao 1 roga) uam He rnosgHee 6 MecsiLes rnocne nepsoro
rozia Xv3Hu
5 BbiNonHEHa 3/71eKTpoKapAnorpadna 1 axokapavorpagus (€cnu He NpoBOAWNOCH MpeAwecTsylowme | [la/HeT
. 6 MecsiueB) M kaxable 7-14 agHeW B nepBble 12-24 Heaenun npu HasHavyeHun ©3T
6 BbINONHEHO oMpejeneHve pasMepoB W CTPYKTYpbl MeYeHu MO  [aHHbIM  ynibTpassykosoro | [a/HeT
. nccneaoBaHns GpIOLLHON MONOCTM (€CaM He NPOBOAMIOCH MocneAHNe 6 MecsiLeB)
7. BbinonHeHo obcnefoBaHWs MUHEPanbHOW MNOTHOCTM KOCTEN C NPUMEHEHUEM AeHCUTOMEeTpun (ecnm [a/Het
He NpoBOAMNOCh B NocneaHve 12 mecsues)
8. BbinosiHeHO ayauonornyeckoe obcnenoBaHne (ToHanbHas ayaMomMeTpusi) (ecnu He nposBoawunock B | [a/HeT
nocnefHve 3 roga)
9. BbinosiHeHa peHrTeHorpacdusi opraHoB rpyAHOW KieTku (ecnn He nposogunacb nocneauve 12 | [Oa/HeT
MecsiLeB)
10 BbinonHeHa oueHka ¢yHKUMWM BHELWHEero AblXxaHus  (ecnM He npoBOAMIOCE B nocnefHve 12 [a/HeT
. MecsLeB)
11 BbinosiHeHa KapAWOpeCcnMpaTOPHOro MOHUTOPUHIa (eCnv He MPoBOAMAAck nocneaHne 12 MecsueB) [a/Het
12 BbinosiHeHa nyabc-oKCMMeTpusi, kanHorpadus, (ecnm He NposoaMaack nocaefHne 6 mecaues) Ha/net
13 BbinosHeHo onpeseneHne CTUMYNSLUMOHHOW M uronbyaToit IHMIN Ha MOMEHT NOCTaHOBKM AnarHosa [Ha/net
14 BbinosHeHa KOHCYbTaLMsi Bpa4OM-reHeTUKOM Mpu YCTaHOBJIEHWUM JnarHosa [a/Het
15 BbinosiHeHa KOHCyJbTauus BpayoM-KapAMOiIOroM Mpu HaauyMu naTonoruu cepaedvHo-cocyaucTon | [a/Her
. cucTeMmbl
16 BbinosiHEHa KOHCYNbTalUWs BPa4yoOM-OTOI@PUHIONOroM (MpW HaaUuuM MaTonorMn co cTopoHsl JIOP- | [a/HeT
. OpraHoB W/UNv BEPXHUX AblXaTeNbHbIX NyTei)
17 BbiNonHeHa KOHCyNbTauusi Bpa4oM-HEBPOJIOroM (EC/IM HE MPOBOAWOCH nocneaHve 3 mMecsua ans | [a/Her
: netelt go 1 ropa u He pexe 1 pasa B rog ANna nauneHToB cTapule 1 roga)
18 BbINoNHEHA KOHCY/NbTauus BPa4YoM-MysibMOHONOrOM  (MpW  HaAWM4WMW  NaTonorum Co  CTOpoHbl | [a/HeT
. AbIXaTe/IbHON CUCTEMbI)
19 BbinosiHeHa KOHCynbTauusi BpavyoM-neauaTpom/TepaneBToM (ecnu He nposoawnacb nocnegHve 3 | [a/Her
. mecsua)
20 HasHaueHa depmeHTHas 3amecTuTenbHas Tepanus (®3T) naumeHTam C yCTaHOBJIEHHbIM AMArHO30M [a/HeT
. BMNMH
o1 HasHaueHa epmeHTHas 3amecTuTenbHas Tepanus (®3T) naumeHTam C yCTaHOBIEHHbIM AWArHO30M [a/HeT
. MBMN
22 HasHaueHbl npenaparbl BUTaMuHa D, kanbums, 6udochoHaToB y NaUMEHTOB CO CHuxeHuem | [a/HeT
g MAOTHOCTM KOCTHOW TKaHu
23 BbINnonHeH 6-TUMUHYTHbIN TecT ¢ XoAbboW (ecnu He nNpoBoAusCcs nocneaHve 6 mMec.) [a/Het
24 MNpoBeaeH aHanu3 KayecTBa >XWU3HW MaUMEHTOB COrnacHo oueHke OnpocHuk SF-36 (ecnn He [a/Het

npoBoAuNCS nocneaHve 6 mec.)
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IIpunoskeume Al. CocraB padouderi rpyIibl IO
pa3padoTKe ¥ MepecMOTPY KIMHUYECKUX
pexomMeHaaImnn

1. KyueB Cepreii IBaHoBuY - un.-kopp PAMH, n.m.H., nupexkrop ®I'BHY "Mennuko-reHeTuyeckui
Hay4Hblii 1LeHTp uM. akagemuka H.II.boukoBa ", ITIpe3mmeHT Accouyauuu MeaUIIMHCKUX
reHeTukoB (AMI).

2. Hukutuu Cepreit CepreeBuu - 1.M.H., mpodeccop, npencenatenp «O0IIecTBa CIeLaauCTOB
10 HEPBHO-MBIIIIEYHBIM 3a60/I€BAHUSIM».

3. HamazoBa-Bapanosa Jleitiia CeiimypoBHa- akagemuk PAH, mpodeccop, n.m.H., [Ipencenarens
Ncnonkoma Coto3a neguatpoB Poccum.

4. bapaHoB AJjiekcaHAp AekcaHApoBUY- akageMuk PAH, mpodeccop, n.M.H., TlodeTHbIt
IMpencenartens Mcnonkoma Cow3a neamatpoB Poccun. Harpaaei: Opgen TpynmoBoro KpacHoro
3namenu, OppeH Ilouera, Opmen «3a 3actyru mepep, OteuectBom» IV cremenn, OppeH «3a
3acnyru nepen Oreyectsom» III crenenu.

5. Bamakmapze Hato [I>)kymOGepoBHa- 1.M.H., Kadenpa dakyapreTckoii meguatpuu I[1d OTBOY
BO PHUMY umenu H.U. [Tuporosa, MHCTUTYT nefnaTpum 1 oxpaHsl 310poBbs gereli LIKB PAH,
ueH Coro3a neguarpos Poccum.

6. AprembeBa CBeriaHa bBpoHuc/IaBOBHa -/.M.H., 3aBelylollas IICUMXOHEBPOJOTMUECKUM
otneneHueM N2 2 HaydHO-McCCIen0BaTeNbCKOTO KIMHUYECKOTO MHCTUTYTA MeAUaTPUM UMEHU
akagemuka O.E. Benpruiensa 'bOY BITO PHUMY um. H.W. [TuporoBa Munsapasa Poccumn.

7. ApxunnoBa EneHa HwuxomaeBHa - K.M.H., ®HKIl pgeTckoit remMaTOlOTMM, OHKOJIOTUM U
MMMYHOJIOrMM UM. Imutpus Poravesa.

8. bacapruna Enena HukonaeBHa -[1.M.H., 3aBefylollasi OTHeleHMeM KapAMOJOTUM, TJIaBHbIN
Hay4HbIl cOTpygHUK OT'AY "HayuHblii LeHTp 300poBbs geteii” M3 PO, wien Coro3a neguatpos
Poccum.

9.3axapoBa ExkarepmuHa IOppeBHa -I.M.H., 3aBenyolasi JiabopaTopueit HaclIeICTBEHHbBIX
6omesneit obmenHa ®OI'BHY 'MenuKo-reHETMUYECKMIE HAyuHbIii I[eHTP WM. aKaJeMuKa
H.I1.boukoBa", wieH Poccuitckoro oo61iecTBa MeAUIMHCKUMX T€HEeTUKOB, UJI€H eBPOIeiiCKOTo
0011ecTBa IO M3YYEHNIO HACeACTBEHHBIX O0me3Hel ooMeHa BelecTB (SSIEM).

10. KmromaukoB Cepreit AHaToJIbeBMY- [O.M.H., B.H.C., Bpau-HEBPOJIOT 5 HEBPOJIOTMUYECKOTO
otmenenust ®I'BHY HITH, wieH Poccuiickoro o611ecTB HEBPOJIOTOB ¥ MEIUIIMHCKUX T€HETUKOB,
Movement Disorder Society, European Huntington's Disease Network (Euro-HD Network).
Bemymimit crieranuct 1o 6ome3Hnu [eHTUMHITOHA MccIeqoBaTenbckoro entpa REGISTRY Euro-
HD Network (Ha 6ase HIIH). IIpencemarenb poccuiickoit Acconmaiium mo 6opbbe ¢ 60/1e3HbIO
leHTUMHITOHA.

11. KornykoBa Haranbs IlaBioBHa-A.M.H., Bpau-KOHCYJIbTAHT, HeTCKuii Kkapauomnor I'BY3
«JleTckast ropoacKasl KIMHuueckass 6onbHMIa uM. 3.A. Banuisesoii /13 r. MoCKBbI», Iipodeccop
Kadenpsl rocrmTanbHOM negyatpuyu N2 1 megmatpuueckoro daxkyapreta 'BOY BIIO PHUMY
um. H.W. Iluporosa.

12. JlapuonoBa BanentuHa WabmHM4YHA- [.M.H., OI'BHY "UHCTUTYT B3KCIepuMeHTaIbHOM
MeIOUIMHBI", ueH Poccuiickoro ob1iecTBa MeIUIIMHCKIUX TeHeTUKOB.

13. MuxaiinoBa CBetriaHa BuranbeBHa -I.M.H., 3aBenywias orneineHnem ®I'BY «Poccuiickas
Hetckas Knmunueckast bonpuuiia» M3 P®.

14. CemsiukuHa Anna HukomaeBHa- O.M.H., I.H.C. OTHe/JIeHUSI KJIMHUUYECKOI reHeTuku DIBY
«MockoBckuit HUU nenuatpum u petckoit xupyprum Munsapasa Poccumy», wieH Accouyanymu
MeIUILIMHCKUX TeHeTUKOB (AMI)

ABTODBI MOATBEPKAAIOT OTCYTCTBME (PMHAHCOBOI MOALEPKKI/KOH(DIMUKTA UHTEPECOB, KOTOPHIi
Heo6X0IMMO 0OHAPOIOBATh.



ITpunoxxenue A2. MeTomonorusi pa3padoTKu
KJIVMHUYECKMX peKOMeHaauumn

Hacrosiye pekomeHAanuu rnpegHa3HAYeHbl sl TIPUMEHEeHUST MeJUIVHCKUMY OpPraHU3aIusIMu
U yupexneHusiMu (denepanbHbIX, TEPPUTOPUATBHBIX M MYHMIIUIIATbHBIX OPTAaHOB YIIPABIEHUS
3[paBOOXpPaHEHMEM, CUCTEM O00SI3aTeIbHOTO U HOOPOBOJIBHOTO MEIUIIMHCKOTO CTPaXOBaHUS,
IPYTUMU MEAVIMHCKUMM OPraHM3alMsSIMU PA3JIUYHBIX OPTaHM3AIVOHHO-TIPABOBBIX (opm
JeTeTbHOCTH, HATIPABJIEHHOI Ha OKa3aHMe MeIUIIMHCKOI TTOMOIIN.

Hacrosiiye pekoMeHAAIMM YCTAaHABAMBAIOT BUIbI, 00bEM U MHAMKATOPBI KAUeCTBA MeIUIIMHCKOMN
oMoy mauyeHtam npu BIT u 6pUiM paccMoTpeHbl B pamkax III Bcepoccmitckmit HaydHO-
MPaKTUYECKUII KOHTpecca C MEKIyHapomHbIM yuactueMm «OpdanHble 6ome3Hn» (31.05.2018 -
02.06.2018) n Ha XXI KoHrpecce nenuatpoB Poccuy ¢ MexXAyHapOLHBIM y4yacTueM «AKTyalbHbIe
po6eMbl teguaTpum» 15-17 peppains 2019 T.

KnuHnudeckue pekoMeHIALMM CO3MaHbl Ha OCHOBAHMM CHUCTEMAaTHYECKOro 0630pa JIMTepaTypbl
1992-2019 rr. Medline (Pubmed version), Embase (Dialog version) u Cochrane Library databases, ¢
JCIIOTb30BaHNMEM CO3aHHBIX ITPOTOKOIOB (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
MeXAYHAPOIHBIX KIMHUYECKUX PeKOMeHIalMii 10 IMarHoCTuKe, IeUeHMIO U BeJeHMIO MallieHTOB
¢ MeTaboMMUeCKUMM 6OIe3HIMMI.

Bone3sup Ilomrie OTHOCUTCSI K penkKuMM HacleaCTBEeHHbIM 38.60JI€B8HI/IHM, UYTO MCK/IIOYaeT
BO3MOJXHOCTb ITIpOBeOeHUSsI GOJIBIINX KOTOPTHLIX M PAaHAOMM3MPOBAHHbIX KOHTPOJIMPOBAHHLIX
WUCC/eNOBaHUIE U IJiS CO3HaHMUS IMPOTOKOJIOB OMArHOCTMKM W Teparnnm MCIIOJIb3YIOTCS JINIIb
TeMaTn4decCcKme nccjaegoBaHms SKCIIepToB, OHYGIII/IKOBEIHHI)IE B I1oC/IegHME OBa OeCATMIIeTHUS.

OueHKa KavyecTBa OKa3aTeNIbCTB M CWIIbl peKOMEHIal il IpUMeHeHMs] MeIULMHCKUX TEXHOIOT UM
MPOBOJM/IACH B COOTBETCTBUY C YHUGMUIIMPOBAHHOI IIKAIOI, IPUBEIeHHO B Tabnniax 1-3.

LeneBas ayquTOpUs JAHHBIX KIMHUYECKUX PEKOMEHIAIUIA:

1. Bpauu o61ieii Bpaue6HOI PaKTUKY (CeMeiiHbIe Bpaun);
2. Bpaun- nenuatTpsi;
3. Bpauu-TepanesThl;
4. Bpauu-reHeTUKM;
5. Bpaun-ymabopaTopHble T€HETUKN;
6. Bpaun-kapauosnoru;
7. Bpaun-neTckye Kapayonory;
8. Bpaun- HeBpoOnory;
9. Bpaun- peHTreHOJIOT !
10. Bpaun pyHKIMOHATBHOM AMAarHOCTUKMA;
11. Bpaun-0TOpMHOIAPUHTOJIOTH;
12. MenuiHCKMe TICUXOJIOI N
13. CtymeHTbl MeAULIMHCKMX BY30B;
14. O6yuaromyecst B OpAMHATYpe ¥ MHTEpPHATYPeE.

Ta6auma 1. IlIkaja OLEHKM YpOBHEH AOCTOBepHOCTM pnokasartenbcTB (YII) 1jas MeTomoB
IVArHOCTUKM (AMarHOCTUYECKUX BMeIIaTeTbCTB)

van PacumndpoBka

1 CucteMaTuyeckme 0630pbl  UCCNEeAOBaHWA € KOHTpPoneM pedepeHCHbIM  MeToAOM WAW  cucTemMaTuyeckuin  o63op
PaHAOMU3NPOBAHHbBIX KINHUYECKUX l/ICCﬂe,ClOBaHVIﬁ C NpUMEHEHMNEM METa-aHanusa

2 OTaenbHble UCCNefoBaHUS C KOHTPONeM pedepeHCHbIM MeTOAOM WAW  OTAEeNbHble PaHAOMU3UMPOBaHHbIE KIMHUYECKMe

uccnenoBaHua Mo cuctemaTtumyeckue O630pb| vnccneposaHuii  noboro ,CLVISaVIHa, 3a MWCK/IIOYEHNEM pPaHAOMU3NPOBAHHbLIX
KIMMHUYECKNX VICC}'IE,E[OBEHI/IVI, C NpMMEHEHNEM METa-aHanusa

3 WccnefnoBaHus 6e3 nocnefoBaTenbHOr0 KOHTPOAs pedepeHCHbIM MEeTOAOM WW WCCNeAoBaHusi C pedepeHCHbIM METOAOM, He
SABNSIOLLMMCS HE3ABUCUMbIM OT UCCIEAYEMOro METOAA UV HepaHAOMU3MPOBaHHbIE CPAaBHUTESNbHbIE UCCIEA0BaHUS, B TOM YUCne
KOropTHble WCCNenoBaHus




HeCpaBHI/ITEI'IbeIe nccnenoBaHusa, onmcaHue KAMHUYeCKoro cnydas

MMeeTcsa nuwb 060CHOBaHUe MexaHu3Ma ﬂeﬁCTBMﬂ WU MHEHWNE 3KCNepToB

Ta6auma 2. Illkajia OIeHKM YpPOBHEH IOCTOBEPHOCTM MAoKasaTenbcTB (YII) [T METOIOB
MPOGUIAKTUKY, JIeUeHUsT U peabuanTaunum (IpoOUIakKTUIeCKIX, JIeUeOHbIX, peadMIUTalIOHHBIX

BMeIlIaTeIbCTB)
yan Pacwudposka
1 CucremaTtunyeckuii 063op PKU ¢ npyMeHeHneM MeTa-aHanunsa
2 OTtpenbHble PKU u cuctemaTuyeckme 0630pbl MccneaoBaHuii nboro ausaiiHa, 3a uckiatouveHvem PKW, ¢ npuMeHeHnem meTa-
aHanusa
3 HepaHAOMVIBMpOBaHHbIe CpaBHUTENbHbIE NCCNEeA0BaHUA, B T.4. KOFrOPTHbIE NCCNea0BaHUsA
4 HecpaBHUTENbHbIE NCCNEAOBAHMUS, ONUCAHUE KIMHUYECKOrO CyYas Uav Cepun Cnyyvaes, UCCNeAoBaHNS «Cryyaii-KOHTPOb»
5 NmeeTcs nuwb 060CHOBaHME MexaHW3Ma AeNCTBUS BMeLLATeNbCTBa (AOKIMHUYECKMNE UCCNEA0BaHUS) NN MHEHWE SKCNepToB

Ta6auma 3. Illkana OleHKM YpOBHeil ybemutenbHOCTM pekoMeHpmanuit (YYP) s mMeTomoB
MPOGUIAKTUKY, IMATHOCTUKY, JIEUeHUS] U peabuiutauyy (Mpo@uiakTUIeckuX, AMarHoCTUIeCKX,
JIeUeOHBIX, peadMIMTALIMOHHbBIX BMEIIaTeIbCTB)

YypP Pacwudposka

A CunbHas pekoMeHZauus (BCe paccMaTpuBaeMble KpuUTepuu 3PdEKTUBHOCTU (MCXOAbl) ABASIOTCA BaXHbIMM, BCe
nccnefoBaHUs UMEIOT BbICOKOE WU Y/10BJIETBOPUTENbHOE METOAONIONMYECKOe KauyecTBO, NX BbIBOAbI MO UHTEPECYIOLLUM
MCXoAaM SIBMISKOTCSA COrNacoBaHHbIMU)

B YcnoBHas pekoMeHpaums (He Bce paccMmaTpuBaeMble KpuTepumn 3deKTUBHOCTU (MCXOAbI) ABMSAIOTCA BaXHbIMU, HE BCe
nccneaoBaHUsa UMMEKT BbICOKOE WM yAOBNETBOPUTE/IbHOE METOA0/I0TMYEeCKOoe KadecTBo VI/I/II'IVI UX BbIBOAbI MO
WHTEPECYOLWMM NcxoaamM He ABAOTCA COI’ﬂaCOBaHHbIMVI)

C Cnabasi pekoMeHfauus (OTCyTCTBME [OKasaTenbCTB HaAsexallero kavectBa (Bce paccMaTpuBaeMble KpuUTeEpun
Sq)(beKTMBHOCTVI (VICXO,ClbI) SABNAKTCA HEBAXHbIMKU, BCE NCCNeaoBaHMA UMEKT HU3KOE MEeTOA0/IOrMYyecKoe KavyecTtBo U UX
BbIBOAbI N0 MHTEPECYHLWNM NCXOL4aM HE ABAATCA COF}'IaCOBaHHbIMVI)

HOpSIJ.IOK OOHOBJIEHVSI KIMHUYECKUX peKOMeHI[aI.[Mﬁ.

MexaHM3M OOHOBJIEHMSI KIMHMYECKMX PEKOMEHOALIMi MpeaycMaTPUBAET UX CUCTEMAaTUUYECKYIO
aKTyaaM3alyio — He peXke UyeM OAMH pa3 B TPU Tofa, a TaKKe IMPU MOSIBIEHUYM HOBBIX JAHHBIX C
MO3ULNMM [OKA3aTeJbHO MeIUIMHBI [0 BOIPOCAM OMAarHOCTUKY, JIeUeHUs], TTPOPUIAKTUKA U
peabuauTaIMy KOHKPETHBIX 3a00/eBaHMii, HAJIUUMY OOOCHOBAHHBIX JOMOTHEHMIT/3aMeuanmii K
paHee yTBepXaeHHbIM KP, HO He yailie 1 pasa B 6 Mecsi1eB.



IIpnnoxkenmne A3. CripaBo4YHbIEe MaTepyuabl,
BKJ/IIOUasi COOTBETCTBYME ITIOKAa3aHMMI K
IMIPUMEHEeHUIO U MIPOTUBOIIOKAa3aHuii, CII0OCOO0B
IPUMEHEeHMS U 103 JIeKapCTBEHHBIX IIperaparTos,
VHCTPYKIUM I10 IIPUMEHEHUIO JIeKapCTBEHHOI'O
npemnapara

[lprka3 MwuHUCTepcTBAa 3ApaBooxpaHeHus: PO "O6 yrBepkaeHuu Ilopsimka oKa3aHUS
MeIMUIIVHCKOY TIOMOIIY GOJMbHBIM C BPOXKIEHHBIMM ¥ (MJIM) HACIeACTBEHHbIMMU 3a60/IeBaHUSIMU"
oT 15 Host6ps 2012 1. N 917H).



IIpunoxenue b. Airopurmsl JeCTBUIL Bpaya
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IIpunoxenue B. UHGopmanus ajis mauyeHTa

bonesup Ilomme

Bonesup ITomme 310 omHa 3 50 Hac/leNCTBEHHBIX OGOJe3HeN, KOTOpble OTHOCSTCS K TPYIIIIe
JM30COMHBIX 6GONe3Heil HakoIieHMs. B im3ocomax (OpraHe/Ulbl  KJIETKU) ITPOUCKXOIUT
pacuiervieHMe — KPYIHBIX ~ MOJIEKYa — (MakpOMOJEeKyJl)  TakKuMx  Kak  JKUpbL,  Genkwu,
[TIMKO3aMMHOMINKAHbI, TMKoreH. [Ipy pasHbIX OOIe3HSIX HapylIaeTcsl OINpeneseHHas CTaaus
paciierieHus 3TMX MakpoMosiekyi. Yacrtora 6onesun [Tomrte (rimMkoreHosa II-ro Tuma) coctaBisier
npumepHo 1 oryuyait Ha 140 000 (kmaccuueckass mHbaHTMAbHas dopma) u 1 Ha 60 000 mys
B3pociioit hopmbl. 3a60s1eBaHME BCTPEUALTCS MPAKTUYECKY BO BCEX STHUYECKUX TPYIIIAX.

BosnesHb IToMriie pekoe Hac/IeACTBEHHOe 3a601eBaHme, TPy KOTOPOM B OPraHM3Me He XBaTaeT
ompezneneHHOro ¢epMeHTa - anbda IMIOKO3MUIa3bl (CMHOHUM Kucaas Majibrasa). B pesynabrare
myTanuu B TeHe GAA, KOTODPBINi KOOMpYeT 3TOT (depMeHT, B KJIeTKax HaKaIUIMBaeTcsi 0coboe
BEIIeCTBO- I[TIMKOTeH. DTO MPOMCXOOUT B MBIUIIAX M B cepAue. EcayM He HauaThb JieyeHMe, TO
MBIIIIEYHAsT TKAaHb U3MEHSIET CTPYKTYPY ¥ He MOKeT BBITIOTHSITh CBOIO (pyHKUMIO. BonesHs ITomre
OTHOCUTCSI K TIPOTPEeCCUPYIONMM HEPBHO- MbIIIEUHbIM 3ab6oneBanusiM. C TeyeHMEM BpeMeHU
CUMIITOMbBI OOJIE3HM HApacTaloT, MPUCOETUHSIETCS TMOPakeHMe HOBBIX TIPYMI MbIII. MHOrue
MalMeHThbl IIepecTalT CaMOCTOSITEIbHO XOAUTb M CTAaHOBUTHCS 3aBUCMMBIMM OT allapaToB
MCKYCCTBEHHOJM BEHTWISILIMU JIETKUX, ITOCKOJbKY ITPOUCXOOUT MOPaskeHe MBIIIL, OTBETCTBEHHbBIX
3a ApIxaHue. MI3BeCTHO HECKOIbKO Pa3/IMUHBIX 10 TSKECTM M BOo3pacTy Havana hopm 3a6oeBaHmsI-
paHHSs (MJIafieHuecKas), TMO3OHSIS MiajeHuyeckas (meTckas) M B3powiasi. OHM OTIMYAIOTCS
CUMITOMaMM U CKOPOCTBIO MporpeccupoBaHusi. bosme3Hs IloMrie MposSIBISIETCS B BUIe MbIIIEUHO
wrabocty, aTpoduy MBI, TPU Bcex ¢dopmax 3aboneBaHus. ST MaageHUecKoil GopMbl TakKe
XapaKTepHO MOopakeHMe MBIIIIBI cepaua. Pasmepsl cepAlia 3HAUMUTENBHO YBEIUUYMBAIOTCS, MOXKET
OBICTPO Pa3BUBATHCS CepleYHast HeOCTATOUHOCTbD.

,HeTHM MHOrga CJIO0XKHO TOBOPUTH, TaK KaK CTPamaloT BCe I'PYIINTbl MbIIIIbBI, peUb CTAHOBUTCSI
HEeBHSITHOM, CMa3aHHOM. MbilieuHas c1aboCTh MOYKET ITPOSIBJISATHCS B HEYKITIOKECTH, MalMeHThI
CIIOTBIKAIOTCS, M TPYIHO IMOJHMMATHCS TI0 JiecTHuIle. [I0X0aKa B3pOCIbIX MAIMIEHTOB ¢ 60/Ie3HbIO
[Tomrie - cBoeo6GpasHasi, OHM CTAPAIOTCS KOMIIEHCHMPOBATh HedeKT 3a CUYET mepeHoca IeHTpa
TspKecTr. YeM MeHbllle TalieHT ABUTAeTCsl, TeM 6OJbIle BEPOSTHOCTh PA3BUTHSI VICKPUBIIEHUI
[T0O3BOHOYHMKA U TIOSIBJIEHMST KOHTPAKTYP.

HacnemoBanue

Hacnemyercst 6ome3Hp Ilomme 1Mo ayTOCOMHO- peleCcCMBHOMY Tuity. bonbHo# BIT pebeHOK
HacIenyeT Mo OJHOMY M3MEHEHHOMY reHy (TeHa ¢ MyTalueil B CBOeil MOoCaem0BaTebHOCTH) OT
KakIOTO M3 pojuTeseit. B ceMbsx Tme pOmMTeNu SIBJISIOTCS HOcuTensimu 6omesHu Tlomriie puck
pokmenust 60abHOTO BIT peGeHKka cocTaBisieT 25% Ha Kakaylo 6epeMeHHOCTb. [To3ToMy ewiu B
cembe poauics 6osbHOI BIT peGeHOK 3TO He O3HAvyaeT uTO Bce aeTu OyayT 6obHBI. ECTb IIaHC
POIUTD 3I0POBOT0 peGeHKa.

Kak YCTaHaB/IMBAIOT AVArHO3

Bpaun Ha OCHOBaHMM KIMHUYECKUX CMMIITOMOB MOTYT 3aIl0I03PUTh 60JIe3Hb. 3aTeM ITPOBOISITCS
J1abopaTOpHbBIE TECTHI M MHCTPYMEHTAJIbHOE McCIemoBaHMe. [IpakTuecku y Bcex 0601bHbIX BII B
OMOXMMMUYECKOM aHa/M3e KPOBU IIOBBINIEHA AKTUBHOCTb (PEPMEHTOB KpeaTMH)OCHOKMHA3HI,
Anat, Acar. Ilpu mnpoBemeHUM 3E€KTpOHENpoMuorpaduy ONIPEIeNsSIOT MEePBUYHO MbIIIEUHON
xapakTep HapymeHus. Ho 3T¥ CUMMIITOMbBI MOTYT BCTPEUaTbCsl M MPU APYTUX HACIEICTBEHHbIX
dbopmax wblleuHbIX AUCTpOdMii. [IJiT TOYHOTO TIOATBEPXKIOEHMS] [MarHosa HeoOXOmMMO
ompenesieHe aKTMBHOCTh aib(a DIIOKO3MIasbl B KPOBM. BO MHOIMX CIy4asix TaKkKe
pekoMeHyeTcs rpoBenennst IHK n1arHoCTUKY e aKTUBHOCTb (hepMeHTa Obljia CHUKEHa.

Jleuenmne

Onsa nmeuenmst BII paspaboraHa crienyanabHas (GepMeHTHas] 3aMeCcTUTeabHast Teparmsi. CMBbICT
Tepanuy 3aKalovaeTcsi B TOM, YTO MALUMEHTy Kaxable JBe He#enu BHYTPUBEHHO BBOIST
Henocratomuit depment. IlpenapaTt nast GepMeHTHO 3aMeCTUTENbHOV Tepanuyu Ha3bIBAETCS
Anrmoko3ugasa anbda. B camoil mporieaype BHYTPUMBEHHOTO BBeleHUST (hepMeHTa HeT HUYEro
CJIOSKHOTO U CTpAIIHOTrO. [Ipo ompeie/iIeHHOM HaBbIKE 3TO MOXXHO IIPOBOIUTD B JI0O0¥ 6OIbHMUIIE.



ad)(bEKT TepariMmM BO MHOTOM 3aBMCUT OT TOIO, KOraa 6bIO HAyaTo JieueHue. Ecau npomnecc B
MBIILIEUHOV TKaHU JOIIes 40 OHpe,ELEHEHHOﬁ CTaauu BOCCTAHOBUTDL YTPAUEHHYIO beHKLU/IIO MbIIIIIe
HEBO3MOXHO.

Meayko-reHeTu4ecKasi KOHCyJIbTalusI

CeMbsIM OUYeHb BaKHO MTOCETUTH Bpaua TeHeTuKa. Y Bpaua reHeTrKa MOKHO Y3HaTh PUCK
poskaenust 6onbHOro BII peGeHKa B JAaHHOI ceMbe, MPONTH 06CIeq0BaHMe POACTBEHHMKAM eC/n
9T0 Heo6xoaMMO. O6CYIMUTD MPEeHATATBHYIO ¥ TPEUMIUIAHTALIMOHHYIO IUArHOCTHUKY.

[lpeHataynbHasl OMAarHOCTMKA MpoBoAauTcsi Ha 9-11 Hepmensax 6GepemeHHocTHM. B Mmarepuare,
KOTOPBI Ha3bIBAETCSI BOPCUHBI XOPMOHA (TO U3 Uero B MocienyioinemM GopMuUpyeTcs IIaleHTa),
OmpenessiioT aKTUBHOCTh (hepMeHTa ¥ MPOBOJST TECTUPOBAHME [IJIs1 BbISIBJIEHMSI MyTallMii B TeHe
GAA. Ha ocHOBaHMM TIPOBEIEHHOTO aHajau3a [elaloT BbIBOJ, OOJeH IUION WM 300pPOB.
CoBpeMeHHbIe TEeXHOJOTMM TI03BOJISIIOT IPOBOAUTh U TPEMMIUIAHTAIMOHHYIO [MAarHOCTUKY.
OIJIOmOTBOpEHME TIPOBOOUTCS B TPOOGMPKE, 3aTeM OTOMPAIOT TOJNBKO Te€ OIIOAOTBOPEHHBIE
SMODPMOHBI HA CTAAVM HECKOJbKMX OJIACTOMEPOB, B KOTOPbIX HET CeMEeIHOV MyTaluu U UX
MMIUTAaHUTUPYIOT B OpraHu3M maTtepu. [Ipy JaHHOI Mporienype ecTb CBOU PUCKY, KOTOPbIE MOKET
Pa3bSICHUTD Bpau TeHeTHUK.

Bonesus ITomIiie He BXOOAUT B repedyeHb opdaHHbIX 3a60eBaHMA, IeUeHe KOTOPbIX ITPOBOSMTCS
3a CUET CPe[ICTB PErMOHAIbHBIX OIOIKETOB, OMHAKO, MAIlMEHThl MMEIOT BO3MOKHOCTD JIEUNTHCS B
Poccun.

ITomo1up ceMmbu

He 3a6bIBaiiTe: OT ceMbM 3aBUCUT YCIIeX JieueHMs HeE B MeHbIIIeil CTeIIeHHU, 4YeM OT Bpayvad. Hy)KHO
COGJ’II’O,ZL&TI) pekomMmeHOanum, HM Ipmu KaKUX YCIOBUAX HE TEPATb HaOeKOy. W paxe ecnu Bbl He
HO6e,HI/ITe 6071e3Hb IMMOJTHOCTBIO, MBMEHUTDb JKM3Hb K JIyulleMy, COe/aTb POAHOIO BaM 4Ye/I0OBEKa
CYACT/IMBBIM B BallIX CUJIaX.



ITpunoskenue I'l1 -I'N. llIkanbl oieHKM, BOIPOCHUKU
U Jpyryvie OeHOYHbIe MHCTPYMEHTbI COCTOSIHUSI
IMAlVIeHTa, IIPUBeeHHbIe B KIMHUYEeCKUX

peKoOMeHIaLMIX

IIpunokenue I'l. OcHoBHBIEe cuMIITOMBI MBII

KnuHuuecknii cumMntom YacroTta
CuHapoMm «Bsinoro pebeHka», 6bICTpOe MpPOrpeccMpoBaHWe MblleYHO cnabocTn, akcuanbHasi TMMNOTOHUS, A0 96%
CHUXXEHWE MOTOPHOW aKTUMBHOCTWU, cnabocTb MUMUYECKMX MbllL, apednekcus B MO3AHel CTaauu
3aboneBaHns, MKPOHOXHbBIE MbILLbl NOTHbIE NPY Nanbnaunm

Kapavomeranus, kapanoMmmonaTust u/unun cepaevyHas HefoCTaToOuHOCTb A0 95%
FenaTtomeranus 1o 82%
Makpornoccus [0 62%
TpyAHOCTM Npu BCKapMAMBaHWM U HU3Kasa npubaBka B Bece £o 50%
YacTble pecnupaTtopHble MHMEKUNN, pecnnpaTopHbIA ANCTPECC U CHUXEHMWE AblXaTeNbHOW hyHKUUK 30-40%
MoBbIleHNe YPOBHSA KpeaTUHKNHa3bl 100%
BbICTpOEe 1 HeYK/IOHHOE nMporpeccupoBaHune 3aboneBaHus 100%

IIpunoskenue I'2. OCHOBHBIE KIVMHUYECKUE

cuminrTomsl BITITH

MpusHak YacroTa
Mporpeccupyiowas MblweyHass cnabocTb € MNPeVMyLLEeCTBEHHbIM MOPaXEeHWEM MPOKCUMasbHbIX OTAENOB, 30-90%
CHWXEHNEe MOTOPHON aKTUBHOCTW, CnabocTb B Horax Gosblie, YeM B pyKax, runepTpodus MKPOHOXHBIX MbILLL,
BOBJIEUEHME MapacnyuHasbHbiX Mbllwl, (y AeTeil nocrapliue), rMNoTOHUSI, CHUKEHWE CYXOXWUJIbHbIX pedrieKkcos,
MosIoXUTENbHbIE MPpUeMbl fo0Bepca, MMonaTuyeckas noxonka

HapylweHns pablxaHus, 4acTble pecrnupaTopHble WHMEKUUWn, AblXxaTenbHas HeAO0CTaTOYHOCTb, AMCMHO3 Mpu 25-40%
pusmnyeckoit Harpyske, 06CTpyKTUBHOE arnHO3 BO BPEMSi CHa, OPTOMHO3

MoBbILWEHNE YPOBHA KpeaTUHKNHa3bI 100%
YMepeHHasi renatomeranus no 16%
Kapavomeranus, kapavomuonatusi (MeHee BbipaxeHHas, YeM npu aebioTe Ao 1 roaa XusHu) 0-12%
Makpornoccus no 4%
COHNNBOCTb, YTOMISIEMOCTb no 8%
JNopaos, kngos n/vnmn cKonmos 9-25%
HopManbHoe ncuxopeyeBoe pa3BUTUE, COXPaHHbIN UHTENNeKT 96%

IIpnnoskenue I'3. BoinioiHeHM e JBUTraTeIbHBIX

TecToB nnpu BIIITH

Mpeabsasnsaemoe 3anaHue BbinonHsier 6e3 Tpyaa BbinonHsAeT ¢ TpyaoM He MoXxer
BbINOJIHUTb

MoaHATL pyKv HaA ronosom 55 % 29 % 16 %

MpUHATL BEPTUKaNbHOE MONOXEHUE U3 MOMOXKEHUSA 14 % 45 % 41 %

HaKMOHMBLUMCH Brepes

BcTaTb € HM3KOro CTyna 12 % 53 % 35 %

Bctatb 6€3 nomowM pyK M3 MOSIOXKEHUS nexa Ha 8 % 37 % 55 %

crnvHe

MoAnpbIrHYTL Ha MecTe 6 % 29 % 65 %

Xoabba BBEPX/BHM3 NO NECTHULE 2% 57 % 41 %

MoAHATb HOTU B MOJIOXEHUWN Nexa 2% 43 % 55 %

MoAHATLCA C KOpTOoYeK 2% 22 % 76 %




IIpunoxenue I'4. OCHOBHbIe 3a00/IeBaHUSI /IS
nuddepennmaabHoro auaraosa BIIII

Tvn HapyweHus

AwvarHos

OCHOBHbIE€ CX0XXU€ CUMIMTOMbI

MblLlweyHble AucTpodhumn

[MOSICHO-KOHEYHOCTHas MbllleYyHas ,ELMCTpOCbMH
AunctpoduHonaTtum (Mnoanctpodums [oweHHa, Bekkepa)
MuodpunbpunnspHas muonaTtus

MwuoToHnueckas aucTpodus 2 Tuna
I'IneuenonaTquo-nmueBaﬂ MI/IO,CLI/ICTPOCDVIH

BonesHb laHoHa

X-CLleI'IJ'IeHHaﬂ MuonaTusa

JInuenonaToYHOKOHEYHOCTHas MbllleyHas AncTpodus

cnaboctb  MbiwL
KOHeYHoCTel,
nonartkm, Kpamnu,

Mporpeccupytowias
nosicos HKHNX
KpblioBUAHbIE
nosbiweHne KK

BocnanutenbHas muonaTtus

Monumnosnt
MWo3UT € BKIOYEHUAMU

MocTeneHHo pasBuBatLlascs cnaboctb
MblWL, noBbiweHne KK

BpO)K,CleHHbIe mMuonaTtuu

HemanuHoBas MmonaTus

BonesHb LEHTPasbHOro CTEPXHS W MyNbTUCTEPXHEBas
MuonaTum

LleHTpoHyKkneapHas muonatus

MuonaTus € rMannHOBbLIMK TebLaMu

Mpoune BpOXAEHHbIE MUOMATUN

MblweyHas Cﬂa60CTb, rMnoToHNA npu
HOpMasibHOM nm yMepeHHO
nosblleHHOM ypoBHe KK, Hanuuumn
CKENEeTHbIX HapyLeHui

MeTabonuyeckme MvonaTum

nukorenossl I11a, IV V u VII Tunos
MuTOXOHAPWanbHbIE MMONaTUK
Xunposble MMonaTumn

FvnoToHus, renatoMeranus y [AeTew,
cnabocTtb MbiLUL, YTOMJISEMOCTb,
cnaboctb MbiLULY, CHUXeHne
YCTONYMBOCTU K Harpyskam,

nosbiweHne KK

BonesHn MoToHelpoHa

CnvHanbHble MbllweyHble aTpodumn, Tmun I v III
BynbbocnuHanbHas amnoTpodus (6onestb Kentean)
BokoBoit aMnoTpoduyeckmii cknepos

CnabocTb MbilL, HapyLlleHWe AbIXaHus,
aTpodus MblILL, BO3MOXHO MOBbILIEHNE
KK

BonesHun
nepegayun

HEpPBHO-MbILEYHOW

MwuacteHus rpaBuc
BpoxzeHHble MUacTeHUYecKne CUHAPOMbI
CuHppom JlambepTa-WToHa

HapyleHus apixaHus, cnabocTb MbilL,
YTOMIIEMOCTb

AcMnTOMHOE noBblweHne KK

BTopuuHas muonaTtus, BKIOYas NeKapCTBEHHYO

MoBbiweHne KK

IIpunoskenue I'5. MouuTopuur nanmenra c BII

Bce naumeHTbl Bospacr <5 ner Bo3spacrt = 5 ner
Ha momeHT Kaxable Kaxable Kaxxable Kaxapble 6 mec Kaxable 12
Havyana O®3T 3 Mec 6 mec 12 mec Mec
KnuHunueckmin cratyc | X X X
nauuneHTa
PocT, Bec, _OKpY>XHOCTb | X X X X
ronosbl y aAeren
A[l, Temnepartypa Tena X X
AHanus kpoBu* X X X
AHanus moumn ** X X X
PeHTreHorpacdwmsa opraHoB | X X X
rpyAHON KNeTku
3Kr X X X
3xoKr X X X
Ayavometpus X X X
OueHKa OCTPOTbl 3peHus X X
OueHka KOFHUTUBHOIO | X X
cratyca
AeHcutomeTpus X
OueHKa JIMHEWHOro pocTta X
OueHka ®B X X
OueHKa MOTOPHOro craTtyca X X X
no wkanam n Tecty
6MWT* **
OueHKa Ka4yecTBa XXU3HN
OnpocHuk SF-36 X X

* AHanmu3 KpoBu moykeH BkmovyaTh: ACT, AJIT, JIAT, KK (MB-dpakuust), aibO0yMUH ChIBOPOTKHA,

MPOTPOMOVHOBOE

Bpems,

YaCTUYHOE TpOM60l’IJ’IaCTI/IHOBOE

Bpems,

o6yt 6UAMpyouH,



CbIBOPOTOYHBIN KpeaTUHMH.

** AHAJIM3 MOYM JTOJDKEH BKIIIOYATD: KPEATMHUH Moun, 6eoK, CKD

** Vcrionb3yeMble IKaJIbl:

I[Tkana Abb6epTa MOTOPHOTO pa3BuTHs MiuaneHies (AIMS) (ITpunoskenne I'6)

CwuJta MBI 110 IIIKajie KOMUTeTa MeIULIMHCKUX rccneqoBanmii (Ilpunosxkenue I' 7)
6MWT - TecT 6-MMHYTHOII X0[IbOBI (6 minutes walking test, GMWT) (ITpuioskeHue I'8) [1]

JIna  MOHUMOpUH2d COCMOSHUA NAUUEHIM08, HAXOOAWUXCS HA NAmMozeHemuueckoli mepanuu,
pekoMeHo08ano ux HabnodeHue He pexce 00H020 pazd 8 200 6 CNeYUaIU3UpOBAHHBIX UeHmpax, 8
KOMopbIX Moxcem Oblmb OKaA3aH o00seM MeOUUUHCKOU NoMOowu 8 COoOmeemcmeuu ¢ OaHHbIMU
KAUHUYECKUM PEKOMEHOAUUMLUL.

IIpunoskenne I'6. llIkama Anp0epTa MOTOPHOTO
pasBUTHUS MJIaJeHIIeB

HasBaHue Ha pycckoM si3bike: IlIkana AsibGepTa MOTOPHOTO pa3BUTHUSI MIaZIeHIIEB
OpurnHanbHOe Ha3BaHMe (eciu ecTh): Alberta Infant Motor Scale (AIMS)

VictouHuk (opuLIMaNbHbIA caiiT paspabOTUMKOB, MyOaAMKaLMs ¢ Banumaiyeii): Piper MC, Pinnell
LE, Darrah J, Maguire T, Byrne PJ. Construction and validation of the Alberta Infant Motor Scale
(AIMS). Can ] Public Health. 1992;83:546-50.

Tun (mogYepKHYTh):
LIKaJIa OL|eHKU
UHIEKC

BOINPOCHUK

zpyroe

HasnaueHme: mMoTopHasi mKajga s muiageHueB AnbbepTsl (AIMS), mikana Hab6IOIATETbHON
OLleHKM, ObUia pa3paboTaHa AJi1 M3MepeHMs OOILero ABUTaTelIbHOTO CO3peBaHMs Y JeTeil OT
POKIIEHUSI 1O CAMOCTOSITETbHOM XOAbOBI.

Conmep>kanme (urabmoH): OCHOBBIBAsSCb Ha JuTepaType, 58 HaBBIKOB ObUIM CreHEpPUPOBAHbI U
pacmpeqiesieHbl 0 YeTbIpeM ITO3UIMUSIM: Jiexka, Jiexka, CUAsT U CTos. Kakmomy M3 HaBBIKOB
TIPUCBANBAETCS OTIPEeJIeHHbIN 6as

Kmiou (uHTeprperanysi): Ga/ulbl CyMMUPYIOTCSI M TIPOBOAUTCS O0OLIasi OLlEHKAa MOTOPHOTO
pPa3BUTHSI U OTKJIOHEHME/COOTBETCTBYIE HOPMAaTbHOMY PA3BUTHUIO B ITEPLIEHTUIISX

IlIkana Anb6epTa MOTOPHOIO Pa3sBUTUSA MIaJeHIeB

Y10/ MeCs1/TOf,
Damuans, uMs JlaTa uccaeqoBaHus: YA A
VneHTH(hMUKALIMOHHBI  HOMEp Ilata poXmeHUs:
/___/
UccnepoBarenn XpoHonoruueckuii Bo3pact: __ /  /
MecTo npoBefeHMsI UCCIeN0BaHMSsI CKOppeKkTUpOBaHHbIN BO3pacT: _ /  /
MpeawecTsytowme MyHKTbI,  3acyMTaHHble B Bann no wkane

3aCyYUTaHHbIE NYHKTbI «OKHE»

MonoxeHune Ha xunBoTe

MonoxeHune Ha cnvHe

Mocaaka




BcraBaHue

[IpumevaHus/peKOMeHOALN

O61mit 6amt: MepPLEeHTUIb:

IIKAJIA OHEHKH MOTOPHOTI'O PA3BUTUA V MJTAJEHLIEB

N2 nccneposanuns

Mono)xeHune Ha xusoTe

Mono>keHue nexxa Ha xxusoTe (1)

dusmnonornyeckas paexkcus.

MoBopayvBaeT ronoBy [Ans OTBEAEHWA, Hoca OT
NOBEPXHOCTY.

Mono>keHune nexka Ha >xusote (2)

CUMMMETPUYHO NOAHMMAET rofioBy noA yrnom 459,

He cnocobeH yaepxuBaTb rOMOBY Ha OAHOW JIMHUWU C
TY/IOBULLEM.

Mono>keHne Ha >XMBOTE C ONOpPO
JlokTW HaxoAsTcs no3aau nied. be3  noagepxku
noAHUMaEeT rosioBy MoA yriom 459,

#r
-~ Onopa Ha npeanneubsn (1)
MoaHWMaeT n yaepxuBaeT ronosy nod yrnom 6onee 450,
A | JIOKTM Ha OAHON NUHWWM C nneyamu. [pyaHas KneTka
A pa3MellaeTcs no LeHTpy.

<A
MoABMXKHOCTb B MOJIOXKEHUMN HA XKUBOTE
MogHumMaeT ronosy noa yrnom o 900°.
- HekoHTponvpyeMble MOMbITKM NepeHoca Beca.
- -
Onopa Ha npeanneubsa (2)
JIoKTM ~ HaxoAsTcs  nepea  nnedamu.  AKTUBHOEe
MoOATArMBaHue noAabopoaKa C BbITArMBAHWEM LLIEN.
pE—— _

Mono)xeHne Ha cnuHe

Mono>xkeHne nexka Ha cnuHe (1)

dusnonorunyeckas dnekcus.

MoBOPOT roNoBbl; NOAHOCUT POT K pyke. becnopsaaoyHble
ABWMXEHUS pyKaMn n Horamu.

~

Mono>keHue nexa Ha cnuHe (2)
MoBoOpOoT ronoBbl K cpeaHeil nNuHWK. HeobsizaTenbHbIit
ACMMMETPUYHbIN LWelHbIA TOHuYeckuii pednekc (ALLTP).

Mono>keHne nexka Ha cnuHe (3)

lonosa Ha O,CLHOVI JINHUU C TYJIOBULLIEM.

[lBuraeT pykamMu, HO He CrocoBeH MOAHECTU PyKMu K
cpefHent NUHUK.

Mono>keHne nexka Ha cnuHe (4)
AKTMBHOCTb crubaTteneit weu C  MNOATATMBaHWEM
noabopoaka. MoAHOCUT PyKW K CPeAHEN NNHNK.

MoaHeceHne pyK K KOJIEHAM
MNoatarmeanve nopbopoaka. [loctaeT pykamm 1o
KoneHen. AKTUBHOCTb GDPOLLIHbIX MbILIL.

Nocaaka

Mocaaka c noaaep>KKoun
nO[JHMMaeT N KPaTKOBPEMEHHO YAEPXWBAET roJioBy Ha
O/ZIHOW NINHWK C TYNOBULLEM.

Mocaaka c onopoi Ha pykn
YaepXKvWBaeT rofoBy Ha OAHOM JIMHWM C TYJIOBULLEM.
KpaTKoBpeMeHHO OrnupaeTcst Ha pyKu.
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Moprar B cup no.
MoaTsirmBaeT MoAGOPOAOK; rosoBa Ha OAHOM JIMHWUM C
TYNOBULLEM WAW BEPEAN.
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BcraBaHue — Onopa Ha Horu c noaAepx kKo (1)
— Bo3MoXHO nonepemeHHoe crnbaHve B TazobeapeHHOM U
. o KOJIEHHOM CyCTaBax.
.
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Onopa Ha HOru c noaAep)XKoi (2)
[onoBa Ha 0AHOM NMHKK C TynoBuLeM. beapa HaxoasaTcs
p! nosaau nney. PasHoobpasHble ABMKEHNS HOramu.
»
Onopa Ha BbITAHYTbI€ PYKK Mepekar U3 no. Ha n. ine
Y>KMBOTE B MOJIOXKEHNE Ha CruHe 6e3
nosopoTa
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Pyku BbITSHYTbI. MoaTarvBaHve noabopoaka ¢ | [BWXEHWE  MHULMUPYETCSl  rOSI0BOWA. MaTTepH akTUBHOCTU pa3rubaTeneil.
NnoAbEMOM rpyHOIN KneTkn. bokoBoi nepeHoc | TynoBulle ABUXKETCS Kak OAHO Lienoe.
Beca.
MonbiTka AOTAHYTbLCA A0 npeaMeTa U3 MNepeBopot MepekaTtbiBaHMEe W3 MNOJIOXKEHUA Ha
ynopa Ha npeansieybs )KMBOTE B MOJIOKEHME Ha CrnuHe C
noBOpoOTOM

AKTVBHbI MNepeHoC Beca C O[HOW CTOPOHbI.
KoHTponupyeMas nonbiTka AOTAHYTbCH A0
npeameTta cBo60AHONM pyKON.

MepeBopoThI. MoBopoT Tynosuwa
[ABWXEHNS PYK U HOT.
BokoBasi dnekcusa Tynosumwia.

Mono)xeHne Ha yeTBepeHbkax (1)

MNoaHeceHnune PYK K CTYNHAM I'IepeKaTblBarme 3 noNoXeHuUA Ha
CNMHe B NOJIO)KEeHMe Ha XuBoTe 6e3
nosoporta

Horn corHyTbl, OTBEAEHbl W MOBEPHYTbI
KHapy>u. [MOSICHWYHbIA NopAo3. YaepxusaeT
nosnoXeHue.

CnocobeH yaepxwuBaTb HOMM B CpefHeM BokoBoe BbinpsMaeHWe ronosbl. TynosuLie
MONOXEHUN. npl/ICyTCTByeT ABUXKETCA KakK O04HO uenoe.
noABMXHOCTb B Ta30BOM oTAaene.

MepekaTbiBaHMe M3 MNOJIOXKEHUNA AKTUBHOE Mocaaka 6e3 noaaepxxkKn

Ha CnuMHe B MNOJIOXXeHue
XXMBOTE C NOBOPOTOM

Ha BbITArmBaHune




MoBopoT TynosuLa.

BbiTsrmeaetcs,
oTTankuneach
Horamu.

MpuBeaeHne nonaTtok u pasrumbaHve nned. He
cnocobeH YAEPXATb MOJIOXKEHUE.

Mocaaka c onopoit Ha pyku

Mocapnka 6e3
noaAepKn
6e3 onopbl Ha
PYku

MepeHoc Beca B nonoXxeHun cuaa 6es
noaaepXXkKun

3

BbiTarmsaHue  rpyaHoro  otaena | He MoxeT | lepeHoc Beca Bnepea, Ha3aj WKW B CTOPOHbI.
NO3BOHOYHMKA. [IBMXEHUSI TONIOBbI, ocTaBaTbCsl OAMH He MoxeT ocTaBaTbCsd OAMH B  cuasyem
He3aBUCKMble oT TynoBuwa; B cnasyem MOIOKEHNN.
onupaeTcs Ha BbITAHYTbIE PYKWU. MOM0XEHUN
HeorpaHuyeHHoe
BpeMms.
Mocaaka 6e3 onopbl Ha pyku (1) MonbiTka BcraBaHue c noaaep>xkkon (3)
AOTAHYTbCA A0
npeamera c
MoBOpPOTOM B
MOJI0XKEHUM
cupn
~
\
vk % V"0
(= =
. = =
J
3
L
. |
- -
Pykun He npwxaTbl kK Teny. CnocobeH Cuaunt Beapa HaxoAsiTCA Ha NMHUM naed. AKTUBHbIM
urpatb  C  UrPYyLUKOW. MoxeT | caMocTosTenbHO. KOHTPO/b TynoBuLLa. PasHoo6pasHble
ocTtaBaTbCsi  OAMH B cuasiuyem | TsHeTcs K | ABMXXEHWUSt HOraMmu.
MNONOXEHUN. urpyuke c
NoBOPOTOM
Tynosuuia.
MonosxeHne nexxa Ha PeuunpokHoe non Mep L1y us NONOXKEeHUA Ha
6oky c onopo#n yeTBep ax B Mo cuas wam
nonycuas

Pa3obueHHocTb HOT. PeunnpokHbie ABWXEHUS MNepemeljaetca B [JaHHOE MONIOXKEHME U U3
HenoaBumxHOCTb nney. PYK “ HOr C nNOBOPOTOM Hero.

nOBOpOT B npeaenax Tynosuuia. MoxeT NMPUHUMATb CMAAYEE MOJIOXKEHUE.

ocu Tena.

PeumnpokHoe MonbiTka AOTAHYTbCA Ao | Mono>keHue Ha yeTBepeHbkax (2)
nonsaHue Ha npeaMera M3 ynopa Ha

yeTBepeHbkax (1)

BbITAHYTYIO PYKY
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Horu OTBEAEHDbI n TaHeTca K npeaMeTty Eeﬁlpa BbIPOBHEHbI NOA4 Ta30M. ynnoweHune

MOBEPHYTHI KHapy»XW. BbITSIHYTOW pyKoi. [oBopoT MOsSICHWYHOrO oTAeNa.

MosSICHUYHBIA  NOpAo3;
nepeHoc Beca C OAHOM
CTOPOHbl Ha Apyryw ¢
6okoBoM dnekcuen
Tynosuula.

Tynosuwa.




MoauduumnposaHHoe MNepemeweHne u3 | MNepeMeuweHne U3 MNONOXKEHUA cuas Ha
nono>keHune Ha nosoXKeHus cnpa B | uyeTBepeHbkMu
yeTBepeHbKax MoJsIOXKEHUE Ha XKUBOTE
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Mepemewaetcs B Mepemewaerca n3 AKTMBHO  noaHwWMaeT  Tas, Aroanubl 7]
AaHHOe nonoxeHue. nonoXxeHusa cnasa, yTObbI HEHarpy>XeHHy HOry, YyTO6bI BCTaTb Ha
Bo3MoxHO Neyb Ha XUBOT. YETBEPEHDBLKU.
npoAaBMXeHWE Brnepea. Moatarnsaercsa pykamu,
HOM HeaKTUBHbI.
CamMocrosiTenbHoe MNepsble warn BcraBaHue us
CTOsiHMe mMoancbrLUMpOBaHHOIO
MONOXXEeHUA Ha KOPTOoYKax
]
> . " '.
; .
£
.
L]
4
B TeyeHue kopoTkoro | Xoaut CaMOCTOSATENbHO; MepemellaeTcs U3 NoAoXKeHUs Ha
BpeMeHn cTount nepeasuraercsa 6bicTpO KOPTOYKax B MOJIOXKEHMEe CTOos C
CaMOCTOSATESNIbHO. MeNIKUMM aramu. KOHTpoOnMpyemon dnekcmen u
YpaBHoBeLIMBaeT BbINPSAM/IEHUEM 6enep "
peakuuun B CTynHAX. KONEHEWN.
BcraBaHue u3 onopbl | CamocrosTenbHoe CupaeHune Ha KopTouKax
Ha 4yeTbipe xoxxpeHue
KOHEYHOCTHN
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EbICTpO OoTTankKuBaeTcsa XoauT caMOCTOSATENbHO. COXpaHﬂeT nonoXeHue,
nagoHamu, YTO6bI YpaBHOBeLWMBasa peakunmn B
BCTaTb. CTYMHSX " nosioxeHve
TynosuLia.
NMocanka 6e3 onopbl | Moararueaercsa . ana MNMoatarueaerca ans
Ha pykm (2) BCTaBaHUs C ONoOpon BCTaBaHusA / cTouT
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MonoxeHune Hor OTTankuBaeTcs pykamMu u MoaTarveaeTcsi, 4Tobbl BCTaTb;
BapbupyeT. MnaaeHey BbINPAM/IAET KOJIEHU. NepeHoCUT BeC C OAHOW CTOPOHbI
nerxko nepemeLyaeTcs Ha Apyryto
M3 OAHOro NMONOXEHUA B
apyroe.
BcraBaHue c onopoi XoxxaeHue c onopoii 6e3 MonoxxeHune Ha OflHOM o
C NOBOPOTOM nosoporta KoneHe
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MoBopoT TynoBuwa u | XoauT ¢ onopo B 60koBOM | MoxeTt BCTaBaTb wnu




O1eHKa pe3yIbTaTOB 06C/IeqOBaHMS 10 HIKa/Ie AJTbGepTa MOTOPHOrO PasBUTHUS peGeHKa

Tasa. HanpasneHun 6e3 nosopoTa. nepemeLlaTbcs B AaHHoe
NnosioXeHue.
KoHTponupyemoe PeuunpokHoe nonsaHue | XoxxaeHuWe C ofnopou c
onyckaHue Ha yeTBepeHbkKax (2) noBOpoTOM
nonoX>xeHusa crosa
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KoHTponupyemoe M70CKMI NOACHUYHBIN oTAen. | XOoAWT C OMopoW C MOBOPOTOM.
onyckaHue n3 Asnxercs [¢ noBoOpoOTOM

MOJIOXXEHUA CTOA.

TynoBuLa.

BennuuHbl nepueHTMICH
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Bozpacr

IIpunoskenue I'7. Cuiia MBIIILI IO IIKAJI€ KOMUTETa

MEeIMIVHCKUX VICCIeNOBaHMM

HasBaHue Ha pycckom s3bike: BIT

mo ImMmKajge

Bann




OpurnHanbHoe Ha3BaHMe (ecnu ecTb): RESEARCH COUNCIL SCALE

VcTtounnk (opuiMaabHbI CaiiT pa3spabOTYMKOB, MyOAMKaiuMs ¢ Baaupaiueir): van der Ploeg,
R.J.O., Oosterhuis, H.].G.H. & Reuvekamp, J. Measuring muscle strength] Neurol (1984) 231: 200.
https://doi.org/10.1007/BF00313939

Tun (MOgYepKHYTD):

1IKaJa OLLeHKU

MHAEKC

BOIIPOCHUK

Aapyroe

Hasnauenue: [laHHag LIKaja II03BOJSIET OLIEHUTD:

- CUJTY MCCIeIyeMbIX MBIIII] HA MOMEHT OCMOTpa 110 6aiam;

- AVIHAMMKY BOBJI€UEHM S ONpele/IeHHBIX MBIIIILI U 1[eIbIX MbIIIEYHbIX TPYIII;
- CKOPOCTb MPOrpeccupoBaHMsI MUOIIATUUECKOTO ITpoLiecca.

ConmepykaHue (IIA0JI0OH): IIKaja IMPeACTaBJIsSeT MbIIIEYHYIO CUITY B Oalmax
Kirou (MHTEpIIpeTaIys): 4eM BbIIlle 6aJijT, TeM BbIIIEe CIJIa MBIIIII]

Cwia MbIIIL, IO IIKade ﬁpMTaHCKOI'O KOMMTETa MeJUIIMHCKUX UCC/IeSOBaHUI

Bann OnpepeneHne cuibl

5 HopmanbHas cuna

4 CnocobHOCTb MOAHUMATL KOHEYHOCTb NPOTUB HEGOMBLIOIO CONPOTUBIIEHUS
3 CnocobHOCTb NMOAHMMATbL KOHEYHOCTb, HO HE NPOTUB COMPOTUB/IEHUS

2 [IBM>XEHNS TONIbKO B FOPM30HTaIbHOM MJI0CKOCTMN

1 Cnaboe cokpalieHve MbilL

o [BWXEHUA OTCYyTCTBYIOT

IIpunoxxenue I'S. 6MWT - TecT 6-MMHYTHOM
XOIbOBI

Ha3BaH1e Ha PyCCKOM SI3BIKE: TECT 6-MUHYTHO XOIbObI
OpurunHanbHOe Ha3BaHMe (eciu ecTh): The six minute walking test (6MWT)

Vcrounnk (ouimanbHbIi caiiT pa3paboTYMKOB, MybauKanus ¢ Banuaanueir): Laboratories, A. T.
S.C.o0.P.S. f. C. P. F. (2002). "ATS statement: guidelines for the six-minute walk test." Am ] Respir
Crit Care Med 166(1): 111-117.

Twun (MOgYepKHYTD):

LIKaJIa OLLeHKU

UHIEKC

BOIIPOCHMK

Apyroe

HasnaueHne: orpezesieHrie BBIHOCIVBOCTHM MALIMEHTOB C LIeIbI0 OLeHKM 3P GheKTUBHOCTU Teparun

Comepykanue (11abioH): B TecTe oleHMBaeTCs OMCTAHLMS B MeTpaxX, MPOiieHHas MalyeHToOM 3a
6 MUHYT 6€3 BBIHY>KIE€HHBIX OCTAaHOBOK.

Kittou (MHTepripeTalys): MpOBOJUTCS CPABHEHME C Pe3y/IbTaTaMM TeCTa, TPOBEIEHHOTr0 paHee (0
Hauajia Tepanui, Ha GoHe Teparuu 1 TI)



6MWT - TecT 6-MUHYTHOI X0ab0bI (6 minutes walking test, 6MWT)

Cnemyer TMOMHMTB, UTO [JJs JAHHOTO TecTa MMEIOTCS  clefylomiye  abCoTIOTHBIe
TIPOTHUBOTIOKA3aHMSI: HeCTAOMIbHAS CTEHOKAPAVST HANIPSDKeHMST M MHGAPKT MUOKApAa, JaBHOCTHIO
no 1 mecsua. OTHOCUTENbHBIMY MPOTUBOIOKa3aHusIMy ABstoTcs: YCC Boire 120/MuH B MOKOe,
cucromuueckoe AJl >180 mMm.pT.cT. U auactonmmueckoe Al > 100 mm.pr.ct. CrabmibHas
CTeHOKapausl He SIBJISIeTCsT aOCOMIOTHBIM MTPOTUBOTIOKA3aHMEM JJIsl TTPOBEIeHNSI TeCTa, OTHAKO ero
crenyeT TPOBOAMUTH C OCTOPOXKHOCTHIO, HA (DOHe MpuemMa aHTUAHTMHAIbHBIX IMPENnapaToB IO
TOKa3aHMSIM.

Eciu manyeHT HaXOAMTCST Ha TIOCTOSTHHOM KMCIOPOMHOI MO IepyKKe, CKOPOCTb MOIaul KUCI0poaa
MpU TIPOBEIEHUM TeCcTa [O/DKHA COXPAHSIThCSI B COOTBETCTBMM C TIpeNNMCcaHueM Bpaya,
Ha3HAUMBILETO ¥ KOHTPOIMPYIOIIETO TePATINIO.

HpOBeILEHI/Ie TecTa HEO6XO,£[I/IMO HeMeJIEHHO ITPEKPATUTDb B C/iyuyae IMOsSIBJJICHUS !

1. Bonu B rpyau;

2. HerepeHOCHMOTI OJIBIIIKA;

3. Kpam1iu B HOrax;

4. Pe3Koli HEYCTOMUYMBOCTHM U TIOLIAThIBAHMS TP XOZAbOE;

5. Upe3mepHOTO MOTOOTIENIEeHMS;

6. Pe3Kkoro M3MeHeHMs [IBETa KOXKHBIX ITOKPOBOB (6716 THOCTM).

6MWT mnpoBOoOUTCSI B TNOMEIIEHMM, XOPOUIO 3HAaKOMOM MalVeHTy, MMeILeM TOCTaTOYHO
JJIVHHBIN KOPUIOP C TBEPAbIM MOKPbITHEM. [IIMHA MPOXOAMMOrO IyTU AOJIKHA COCTABJSITH HE
MeHee 30 MeTpPOB C pa3MeTKOI KaXk/ple 3 MeTpa, a Takke TOuKaMy ITOBOPOTOB/Pa3BOPOTOB.

[TanMeHT MoyYaeT MHCTPYKIMIO O HEOOXOOMMOCTU UATY C MaKCUMMAaIbHO BO3MOKHOI CKOPOCTHIO
(HO He GexxaTh) B TeUueHue 6 MUHYT.

B Tecte oleHMBaeTCsl ONUCTAHIMS B MeTpax, MPOJileHHas MalMeHTOM 3a 6 MMUHYT 0e3
BBIHY>KI€HHBIX OCTaHOBOK.

IMIpunoxxenue I'9. OnnpocHuk Kavecrsa xu3Hu SF-36

HaszBaHue Ha pyccKoM si3bike: OTIPOCHMK KavyecTBa >ku3Hu SF-36
OpurunHanbHOe Ha3BaHMe (ecu ecTh): "SF-36 Health Status Survey”
VicTouHMK (0UIMATbHBINA CAaliT pa3paboTUMKOB, ITyOIMKALIVS C

Baymparueit): 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 (moOKYepKHYTD):

e IIIKaJIa OLleHKU
® VHIEKC

® BOIPOCHUK

e npyroe (yTOUHUTD):

Hasnauenne: SF-36 OTHOCUTCST K HecrennpuuecKMM OIPOCHMKAM ST OIIEHKM KauyecTBa SKMU3HMU.
ITepeBom Ha PYCCKUiT SI3bIK M aIpobalus MeTOAMKM Oblia IpoBemeHa «VIHCTUTYTOM KIMHMUKO-
(apmaxooTMUeCcKUX UCCIeA0BAHMIN».

Comepykanue (1ra6yoH): 36 MYyHKTOB OIMPOCHMKA CTPYMIIMPOBAaHbI B BOCEMb INKal: (pusndeckoe
(dyHRUMOHMpOBaHMe,  poJieBas  OeSTeNbHOCTb,  TejlecHass  6onb, 00llee  30POBbeE,
SKM3HECTIOCOOHOCTb,  CcolManbHOe  (YHKIMOHMPOBAHME, SMOLMOHAIBHOE COCTOSIHUME U
ncuxmyeckoe 3m0poBbe. IlokasaTenu Kakmon wmikaabl BapbupyloT mMexay 0 m 100, roe 100
TpEeACTaBJIsIeT TOJHOE 30pOBbe, BCe IIKaIbl (QOPMUPYIOT JBa TOKa3aTeNs: [AylIeBHOE WU
usnueckoe Gmaromnonyune.

Kirou (uHTEpripeTarnys): Pe3ynbTaThl MPEICTABISIOTCS B BUIE OIEHOK B Oaj/uiax 1Mo 8 mkajgam,
COCTaBJIEHHBIX TaKMM 00pa3oM, uTO 6oyiee BBICOKasl OILlEHKA yKa3bIBaeT Ha 0ojiee BBICOKMIA



ypoBeHb KK
OnpocHuk kKauectBa xu3Hu SF-36

JanHstli onpocHuK paccmampueaem Baute omHouteHue K Bawemy 300poebio Ha OaHHbIli MOMeEHM U 6
meuenue 4 nocnedHux Hedesv. Mot Xomenu 0bl nosyuums 6oJiee nosHoe npedcmasieHue 0 mom, Kax Bet
yyscmaeyeme cefs, HACKOJILKO XOpoulo Bbl cnpassisemecs ¢ 8biN0JIHEHUEM NOBCeOHE8HbIX Oelicmauli u
umo But dymaeme no nogody Bauiezo co6cmeerHoz20 300p08bsl.

B danHom onpocHuke nod cnosom «300posse» noopasymesaemcs Baue cocmosHue 300p08ss 8 UesloM.
Taxum 06pazom, OAHHBIT MEPMUH KACACICS He MOJIbKO ACNeKmMO08, HenocpedcmeeHHO CEA3aHHbIX C
6onesHvio [Tomne, HO u Bawezo o6ujezo camouyscmausl.

Omeemvbme, noxanyticma, Ha 8ce 80NPOChL, 8bIOUPAST MONBKO N0_0JHOMY_0Meemy Ha Kaxobvlii 60npoc.
Ioxcanyiicma, évibupatime omeemoit, HAUIYYWUM 00pA30M coomaemcmayouiue Bawum co6cmeeHHbIM
owyweHusm. Ecnu Bol He ygepeHsl, Kakoli omeem Bam ciedyem 6vi6pamv, noxcanylicma, gvibepume
Haubosiee No0x00sWUli U3 803MOXCHbIX 0meemos. Hanpumep: ons omeema Ha 6onpoc 3 Bovl Moxceme
8v10Upams mexcdy «0d, CUIbHO 02PAHUHUBAEM», «Od, UACMUUHO 02PAHUYUBAEN» U «HEM, CO8CeM He
ozpanuuusaem». O0Haxo, Bul 803M0xicHO coecem (6onblie) He Modyceme 6blNOJHAML HEKOMopble
deticmeusi. B no0o6HbIx ciyuasx Bam ciedyem evidpames yugpy 8 KosoHKe «0d, CUNbHO 02PaAHUUEH».

1. Bot Moznu 66l oueHums ceoe obuiee cocmosiHue 300P08bsl KaK:
1= npesocxodHoe

2 = oueHb xopouiee

3 = xopowee

4 = ydosnemesopumensHoe

5= nnoxoe

2. ITo cpasHeHuro ¢ Bauium obujum cocmosiHuem 300poess 200 Ha3ad, Kak Bel oueHusaeme ezo
Ha JaHHblii MOMeHm?

1 = Ha daHHbLii MOMEHM 3HAUUMEILHO JIyUlle, yem 200 Ha3ad

2 = Ha OaHHbLTl MOMEHM 8 HEKOMOPOL cmeneHu iyduie (HeMH020 Jyyule), uem 200 Ha3ao
3= npakmuuecku makoe xce, Kak 200 Ha3ao

4 = Ha 0aHHbLLl MOMEHM HEMHO20 XyXce, uem 200 Ha3ao

5= Ha daHHbLil MOMEHN 3HAUUMETILHO XYXHce, uem 200 Ha3ad

3. Bonpocbl Husice Kacarmmcs 6vinojsHeHUus Bamu npuebiuHbix noecedHe8HbIX Odelicmeuti.
Ozpanuuueaem au Bac Ha OdawuHelii_momenm Bauie 300poeve 6 6biNOJHEHUU YKA3AHHbBIX
deticmeuii? Ecnu 0a, mo HacKoabKo CUIbHO?

Aa, cunbHo Aa, yactuuyHo HeT, coBceM He

orpaHu4ymnBaet orpaHu4nBaetr orpaHunymBaeTt

Jevicteus, Tpebyrlyne BbICOKMX 3aTpaT 3Hepruu,
Takne Kak 561’, nogoem TsXKe/lbiX NpeaMeTos,
3aHATUA CrIOPTUBHBIMN Harpyskamu

[evictus,  Tpebyowme  yMepeHHbIX 3artpar
SHepruu, Takume Kak rnepeaByKeHne crona,
TOJIKaHWe rblaecoca, nrpa B 60Y/IMHI MW robg

lMoavem win nepeHoc nakeTos € nNpoayKramm

Moavem BBEpX Ha HECKOJIbKO STaxei

Moabvem BBEPX Ha O4NH 3Tax

HarnbaHusi, onyckaHue Ha KOJIEHU WM HaK/IOHbI
BHU3




lporynka newkom Ha paccrosiHne 6osblue 1,5 kM

lporynka newkoM Ha paccrosHne 500 - 800
MeTpoB

lporynka newkomM Ha paccTosiHne cTo MeTpos

4.B meueHue nociedHux 4 Hedelb CMANKUBANUCH JiU Bol ¢ Kakumu-1u6o u3 ciedyrouux
npo6nem 6 paGome uau NOBCeOHEBHOLl OessmenvbHOCMU 6 c843u ¢ Bawum dusuueckum

3dopoevem?
. Aa Hert
a. Bbl npoBesi MeHbLUE BPEeMEHM 3a paboToi v Apyrumu geaamm
b. Bbi caenann meHbe, yem xotesmn 6ol Aa Her
“ Aa Her
C. Bbl He cMOru BbIMONHATL paboTy Win Apyrue AelcTBus onpeaeseHHOro poga
Ha Her

d. Bbl CTONIKHy/MCb C TPYAHOCTSIMM [IpY  BbIMOJIHEHUU paboTbl UN  APYrux AeAcTBui

(Hanpumep, Bam npuiiocs 3aTpaynBate AOMOJIHUTENIbHbIE yCUITNST)

5. B meueHue nocnedHux 4 Hedesb CMAAKUBaIUCy au Bol ¢ Kakumu-au6o u3 cnedyroujux npoonem
6 pabome unu noécedHe8HOli dessmenbHOCINU 8 €8A3U C Bauium 3mMoyUOHATbHBIM COCINOIHUEM

(Hanpumep, 8 cea3u ¢ denpeccueii Wiu Mmpeeozoii)?

C. Bbl He CMOI/IM BbINOJIHUTL PaboTy MM APyrue AeiCTBUS TaK e TUaTeslbHO, Kak 06bI4YHO

. a Her
a. Bbl nposesin MeHbLe BpeMeHM 3a paboTos uiav ApyrumMn Aenamm A
a Her
b. Bbl caenann MeHbLue, yem xotesn bl 4
Aa Her

6.B meuenue nocnednux 4 uedesv 6 Kakoii cmeneHu Baute ¢usuueckoe 300poeve uu
IMOUUOHAIBHOE COCMOsHUE 3ampyoHsio npoeedeHue Bamu docyza c¢ cemveli, Opy3vamu,

cocedsamu unu opyzumu epynnaviu?
1= cosecem Hem
2 = He3HauUmMenbHoO
3 =ymepeHHo
4 = 3HauumMenvHo

5= 8 gbiculeli cmeneHu

7. Hackonvko uHmeHcusHyilo qusuueckyio 60o1e Bout ucnsimeiéanu 3a nociedHue 4 Hedeau?

(nokanusayus 601u He uMeein 3HAUEHUSL)
1= 80006uie He ucnsiMbIBAN
2 = 0UeHb J1e2Kyio
3 = nezxkyro
4 = ymepeHHyio
5= cunvHyio

6 = 0UeHb CUNIbHYI0

8. B meueHue nocnedHux 4 Hedelv 6 Kakoii cmeneHu 001b 3ampyoHsia evinonHeHue Bamu
npuesluHoli pabomel (6 mom uucjie paboms! 6He nomeuleHus U 0OMaiHux de)?

(nokanusayusn 601u He uMeem 3HAYEHUS)

1= coscem Hem




2 = He3HauUmMeJsbHO

3 =ymepeHHo

4 = 3HaUUMeNbHO

5= 8 evicuieli cmeneHu

9. Bonpocsl Huxce kacaromcs Bauiezo camouyscmeus u obuijezo cocmosHus 3a_nocnedHue 4
Hedenu. ITo kaycdomy eonpocy Oaiime 00uH omeem, HAWIYUWIUM 06pA30M ompaxcarouyuli
Baue camouyecmeue. Kakyo uacmo epemeHu 3a nociednue 4 Hedeau:

Bcerpa Moutn Yacro WHorpa Pegko Hukorga
Bcerja

i

. Bbl YyBCTBOBaIn cebs1 MOSIHbIM XU3HU?

b. Bbi HepsHMy4anu?

o)

. Bbl Haxoannucb B TakOM YHbIHUM, 4YTO HUYTO HE

MOrJ10 MoAHATHL Bam HacTpoeHne?

d. Bbl yyBCTBOBaIM MUP U MOKOH?

€. Bbl 6b1711 1M0/1HBI 3HEPrn?

f. Bol  4yBcTBOBasnM  cebsi  ynaBWwuMM  AyXOM U

noAaB/IEHHbLIM?

g. Bbl YyBCcTBOBaNM ce65 U3MOTAHHbLIM?

=2

. Bbl 4yBCTBOBaMM cebsi cHacCTINBbIM HE/T0BEKOM?

. Bbl yyBcTBOBanu cebs ycraBLinm?

10. B meueHue nocnedHux 4 Hedeiv KaKyi uacims eépemeHu Bauwue chusuueckoe 300poswve unu
IMOUUOHAIbHOE COCMOosAHUEe 3ampyoHsio npoeedeHue Bamu docyza (Hanpumep, noceuijeHue

dpys3eti, poOcmeeHHUK08 U m.d.)?
1= 6cezda
2 =uacmo
3=uHo20a
4 = pedko
5= Hukoz0a

11. Hackonsko BEPHBIM unu HEBEPHBIM siensemcs 015 Bac kaxcdoe u3 ymeepycoeHuii Huice?

Ab6CO/1II0THO BEPHO Ckopee He 3Haro Ckopee A6COMOTHO HEBEPHO
BEPHO HEBEpPHO

o

. Kaxercs, uyto sa 6osnee
CK/IOHEH K 3ab60/1eBaHUsIM,

uem gpyrve ao4am

b. 4 T1ak xe 3g0posB, kak

Apyrne 3HakoMble MHe J1i4n

c. A oxugarw  yxyAweHwus

CBO€ero 340poBbsi

d. Moe 340poBbe B

MpeBOCXO[HOM COCTOSIHUN

JanHplli onpocHUK paspeuieH 014 ucnoavdosarus epynnoti IQOLA (MexcOyHapoOHsLii npoekm oyeHKu
Kauecmea Mu3Hu,).



ITpunokenune I'10. 3a60p 6MomaTepmuasia AJisi IMATHOCTUKY B IIATHAX
KpPOBU

KpoBb cobupaeTcs Ha CTaHAApTHYIO KapTouKy-buIbTp

( N2 903), koTOopasi npuUMeHseTcs [And  CKpPUHUHra -
HOBOPOXAEHHbIX B Poccuitckon deaepaumnm nan aHanormuHyto
[NS NONYYEHUS CYXOro NsiTHa Kposu. KpoBb MOXeET 6biTb, Kak
KanunnspHas (M3 nanbla, NSATKK), Tak W BeHo3Hast. BeHo3Has

KpoBb cobupaeTca B NpobupKy, akKypaTHO nepemeluvBaeTcs
1 3aTeM 6bICTPO C MOMOLLBIO MUMETKU HAHOCUTCS Ha UAbTP
no 25-50 MKN KpPOBM Ha KaXAylo BblAeNeHHyl0 06nacTb. + KANAM ABNKHM NEAHOITE NPONHTATS Kpy=ai ¢ SBpITHOM CTOPaH
Heo6XxoAnMO XOpOLIO MpOnuUTaTh BblAENEHHYI 06M1acTb Ha + He kacafmecs oBAacTH, nponuTaHHGR KpoBs

bunbTpe (puc. 1). MpeanoytuTenbHo cobupaTb 06pasubl
nocne eabl 4yepes 40 MWUHYT - 1 4ac. Bo3MOXHO Takxe

OCYLLeCTBUTb 3a60p KPOBU U HaToLaK.
Ha kapTouke-cdunbTpe o0653aTeNbHO AO/KHbI ObITb  YeTKO
ykasaHbl ®MO, keM u oOTKyAa HampaBleH nauuveHT, AaTa

poxzaeHusa n TenedoH nevallero Bpava (PUCYHOK 2). .
Obpasel cyxoro nsTHa KPOBW BKJAAbIBAETCS B YMCTbIA

KOHBEPT, 160 B YNCTbIN dzamn. KapTouka-@unbTp He AomKHa PucyHok 1. O6pasel MpaBWIbHOrO HaHECeHUsl KPOBM Ha KapTOuKy-
conpukacaTtbCsi C rPsA3HOM MOBEPXHOCTbI W C obpasuamu B o T

APYrvMX MaumMeHToB. HeobxoAMMO MpUAoXuTb K obpasuam TN TN TN TN e
MHGMOPMMPOBaHHbIE COrflacMa MauMeHTa WAM ero 3aKOHHbIX LY 1 v ! Il \
npescTasuTeneit Ha nposeAeHne nabopaTopHbIx \ §\ I\ R I\ I
nccnenoBaHmii I R A L S
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[ Cememmsh crpmmrs. Myraus

bunbtp © PucyHok
2. Obpasel KapTouku-bunbTpa

AJ'II‘OpI/ITM JeViCTBUI MeIUIIMHCKOTO nepcoHa’ia 1pv B3ITUnN oGpasuon KpoBHu

¢ BBIMBITb PyKM (TUTMEHUYECKUI YPOBEHbD), HAZleTh ITepYaTKy;

¢ BBIMBITH PYKMU ITallVeHTa (MIITKY pebeHKa, B cJIyuae, eCyivi KpOBb OepeTcst U3 TISITKN);

* MpoTepeTh 061ACTb MPOKATBIBAHUSI CTEPWIbHON candeTkoit, cMoueHHO 70% crnmprom,
MPOMOKHYTh CyXOi CTEpPWIbHOI Ccaja(peTKoii; - IPOKOJIOTh CTEPWIbHBIM OFHOPAa30BbIM
CcKapuPUKaTOPOM;

e CHSTb IIEPBYIO KAIlII0 KPOBU CTEPUIBHBIM CYyXUM TaMIIOHOM,;

® MSIKO HaJaBUTh [JIs [IOJTyUYeHMsI BTOPOi Kariyi KPOBU;

* TIPWIOKNUTD TIePIIEHIUKY/ISIPHO TECT-0/TaHK K Karie KpOBU U IIPOIUTATH €r0 KPOBBIO HACKBO3b;

* AHAJIOTMYHBIM 06pPA30M HAHECTU Ha TeCT-GJIaHK 6-8 Karesb, BUJ MSITeH KPOBU HOIKEH ObITh
OIMHAKOBBIM C 00€VX CTOPOH.

® BBICYIIUTbH TECT-OJIAHK B TOPM3OHTATBHOM TIOTOKEHNY Ha YMCTOM 006e35K1MPEeHHO ITOBepXHOCTU
He MeHee 4 4 6e3 TpMMeHeHNs TeTUIOBOY 06pabOTKY U TIOTIaSAHMST TIPSIMbBIX COTHEUHBIX JTyUeit;

® YIIAKOBATh TeCT-OJAHKM B UUCTBII KOHBEPT TakuUM 06pa3om, UTOObI TISITHA KPOBU HeE
COIIPUKACAINUCE.

Oco6eHHOCTY TPU MHPY3MOHHO Tepanmmn

Hekoropble TaiMeHTbhl MOTYT IMOJyYaTh MHAY3MOHHYIO Teparuio, rmepeavBaHue KOMIIOHEHTOB
KPOBM, UTO MOXeT OKa3aTb BJMSHME Ha De3ylbTaTbhl TecTOB. Hampummep, mpu nepenuBaHuU
IUT1a3Mbl  KPOBM MOTYT OBITh IIOJYYEHbI JIOKHO-OTPUIIATETbHBIE DE3YJIbTaThl, TaK Kak
omnpepensieMble hepMeHTbI HAXOISTCS B IJIa3Me U B KJIeTKaX KPOBU. PekomMeHyeTcst OCyIecTBUTh
3a60op KpoBu g depmeHTHOI M JHK-muarHocTMky He 9 paHee ueMm uepe3 6-7 [Hei Iocie
repeauBaHM IJIa3Mbl KpOBU 1 uepe3 7-10 gHeli mociie nepearBaHus KOMIOHEHTOB KPOBU

He momyckaercst 3a60p KpOBU

e (pasy MocJje MpoBefeHUs MaleHTy MHPY3MOHHO Tepanuu;
e cpasy [ocjie 3aMeHHOT0 IepelMBaHNs KPOBM.

XpaHeHye ¥ TPaHCIIOPTUPOBKA GroMaTepuasa

O6pasibl BBICYIIEHHbIX ISITEH KPOBM MOKHO XPaHUTb B OOBIUHONM Kamepe XOJOAMIbHMKA TPU
+40C go ornpaBku. CpoK XpaHeHUs 0 MOMEHTa OTIpPaBKyM He IOJIKeH IpeBbiliaTh 7 nHei. Ecin



XPaHUTH JTOJbIIle U TIpU GoJiee BBICOKON TeMIlepaType, TO aKTMBHOCTb (hepMeHTa [aske B HOpMeE
MOYKET CHVSKATBCS, UTO TIPUBEAET K JIOKHO-TTOIOKUTEIbHBIM Pe3yabTaTaM.



