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Cnucok coxkpamieHui

C3 — nponuOHUIKAPHUTHUH;

C5:1 — 3-MeTUIKPOTOHMIKAPHUTHUH;

C50H — 3-ruapokcuu30BaIepUIKAPHUTHH;

I'’X/MC — ra3oBas xpomatorpadus ¢ Macc-ClIEKTPOMETPHECH;

KoA — xo3H3uM A;

MKK — 3-metunkporonmi-KoA kapbokcunasa;

HMKK — HenocTtaTouHOCTh 3-MeTHIKpOTOHMI-KOA KapOOKcHIIashbl;

TMC — TangeMHast Macc-CIeKTPOMETPHSL.



TepMUHBI U onIpeaeIeHUus

Meraboanyeckuii KpU3 — KPUTHUYECKOE, YrpoXaroliee KU3HU COCTOSIHHE,
CIPOBOIIMPOBAHHOE  HEONArompusATHBIMU  (akTopamMu, OOYyCIaBIMBAIOUIMMH  yCHUJICHHE
MPOIIECCOB  KJIETOYHOTO Kara0olM3Ma C HAKOIJICHMEM TOKCHUYHBIX TPOU3BOIHBIX H

MIPOSIBIISIONIEECS OCTPO BO3HUKIIEH HIIe(hamonaTuel, mpucTymnaMu pBOTHI, CyIOPOTaMH.

HeonaTa/bHBIi CKPUHMHT — MIPOBEIECHIE MAaCCOBOI'0 00CIIEIOBAHUSI HOBOPOKACHHBIX
JeTei Ha Hanboliee pacpoOCTPAHCHHBIC BPOXKICHHBIC Y HACIICICTBEHHBIC 3a00JICBaHUS B TEIISIX
MPEIOTBPAIICHUS PA3BUTHS TOKENBIX (GopM 3a00eBaHMA O PA3BUTUS KIMHUYECKUX

CUMIITOMOB KU CBOCBPCMCHHOI'O JICUCHHA.



1. KpaTkast unpopmanus no 3a00,1eBAHUI0 UJIN COCTOSIHUIO (TPYIIIe

3200J1€BaHUI WJIH COCTOSIHUI)

1.1 Onpenenenue 3a00JeBaAHNUS M COCTOSIHUS (IPYIIIbI 32001€BAHNIT MJIM COCTOSIHM)

HenocraTtounocts 3-mMeTuIKpoTOHMI-KOA KapOOKCHIIa3bl — ayTOCOMHO-PEIIECCHBHOE
MeTabonuueckoe 3a0oyieBaHME U3 TPYNNbl OPraHUYECKUX AalUaAypuid, OO0YyCIOBIEHHOE
mytanusmu B renax MCCC1 (MCCA) uamu MCCC2 (MCCB), koaupyroomux COOTBETCTBCHHO
anba- u Oera-cyObEIMHHUIBI MHTOXOHIPUATBHOTO (epMeHTa 3-MeTHIKpOTOHWI-KoA
kapOokcunaszel (MKK). MKK — oxna 13 4eThipex OMOTHH3aBUCHMBIX KapOOKCHIIa3, KOTOpas
KaTtajau3upyer KapOokcuinupoBaHue 3-MeTHUIKpOTOHWI-KOA B 3-MetmnrinytakoHmi-KoA B
MeTtabonu3me JednuHa. HemocTaTrouHOCTh WM OTCYTCTBUE aKTUBHOCTH ¢epmenta MKK
IPUBOJIUT K HApYIIEHUIO pacrnaja JeHIMHA U HAKOIUIEHHWIO €r0 TOKCHYHBIX NPOU3BOJIHBIX B
opranusme [1, 2].

CHUHOHHMMBI: M30JUPOBAHHASI HEJOCTATOYHOCTh 3-METHIKpOTOHUI-KOA kapOokcuiassl,
3-METUIKPOTOHUITIIUIUHYPUSL.

1.2 DTHoJiorHsl M _TAaTOreHe3 3a00JieBaHHUS WMJIH _COCTOSIHHS (IPVIIbLI_3a00JIeBAHUH WM

COCTOSIHMA)

Henocrarounocts 3-metunkporoHmin-KoA kapbOokcunazst (HMKK) — ayrocomno-
pelieccuBHOE 3a00JIeBaHUE, XapaKTepU3ylollleecsi HapylleHHeM MeTabosn3Ma JIeHIMHAa |
00yCIIOBJIEHHOE TOMO3UTOTHBIMH WJIM KOMITayH/-T€TepO3UTrOTHBIMH MyTanusimu renoB MCCC1
(MCCA) wm MCCC2 (MCCB), xomupyrommx anbbha- U  0OeTa-CyObeTUHHIIBI
MHUTOXOHApHaIbHOrO (hepmeHTa 3-meTunkpoToHmn-KoA kap6okcunasel (MKK). 3aboneBanue
O6buto BrepBele omucaHo B 1970 romy y naeBouku 4,5 MecsueB, y KOTOPOH OTMEYalUCh
HapylIeHUE BCKapMJIMBaHUS, MbIIIEYHAs] TUIOTOHMS, 3aJ€pKKa MOTOPHOIO pa3BUTHS,
MBbIlIEYHAss aTpous M BBICOKAas KOHLEHTpauus 3-TUAPOKCHUU30BaJIEPUAHOBOW KUCIOTHI U 3-
METUIKPOTOHUTITIUIIMHA B Moue [3].

MKK npuHaanexuT Kk ceMedcTBy OuoTHH-coaepxanmx kapookcuna3. MKK coctout u3
JIBYX reTepocyobeTMHUI] — anbda u 6eta (o u ), KoTopsie GOpMUPYIOT ToAeKaMep 0636 Becom
845 xJla [2]. Ten MCCC1 (MCCA), koaupyromuii OHOTHH-COAEPIKAIIYIO anb(a-CyObeTnHHITY
MKK, coctout u3 19 5K30HOB U KapTUPOBAH HA ATUHHOM Tuiede 3 XxpomocoMmsl (3q25-q27); ren
MCCC?2, xogupyroumii 6era-cyobenuauity MKK, cocroutr u3 17 3K30HOB M pacIojiokeH Ha
JUIMHHOM Tiede 5 xpomocombl (5q12-ql13) [1]. Anbda-cyObeauHuIla COIEPKHUT JTOMEH
OMOTHMHKApOOKCWIIAa3bl, JIOMEH Oenka-TpaHcmopTepa  OHMOTHMHKAapOOKCHWIIA,  KOBAJICHTHO

CBSI3aHHBIH C OMOTMHOM, W cailiT cBs3bIBaHUS cyOcTparoB (OukapOonara u AT®). bera-



cyObeIMHUIIA COJEPKUT JOMEH KapOOoKcmiITpaHCdepasbl U CBI3bIBACT 3-METHIKPOTOHMI-KOA
[2, 4-6]. Tlpu cHwxenun aktuBHOCcTH MKK BO3HMKaeT HapylleHHE Ha YETBEPTOM 3Tarle
KaTaboyim3Ma JelluHa — He MPOUCXOIUT KapOOKCHIMPOBAHUS 3-METWIKPOTOHMI-KOA B 3-
MeTmiIrnyTakoHI-KoA (puc. 1). AKTUBHOCTH MYTaHTHOTO (epMEHTa HE CTUMYJIUPYETCS
ouotrHOM, uTo OoTnimdyaeT HMKK oT MHOXecTBeHHON KapOOKCHIJIa3HOW HEIOCTATOYHOCTH. B
pe3yJibrate CHUkeHHUs akTUBHOCTH MKK mpomcxoauT HakKOIUIEHHE OpraHMYECKUX KHCIOT B
Moue (3-THAPOKCHHM30BAJICPUAHOBAST KHUCIOTA MU 3-METHWJIKPOTOHWUTIMIMIMH) [2], a Takxke
MOBBILIICHHE KOHIIGHTPAlMM  AlMJIKAPHUTHUHOB KPOBU  (3-THAPOKCUU30BATICPUIKAPHUTHH,
COOTHOUIEHUE 3-TUIPOKCUU30BAEPWIKAPDHUTHHA K MPONUOHWIKAPHUTHHY W HHOraa 3-
METUIKPOTOHWIKApHUTUH) [7]. Oka3piBasi TOKCHYECKOE BO3JEHCTBUE HAa TKaHU, B TEPBYIO
odepelb Ha IEHTPAJBbHYIO HEPBHYIO CHCTEMY U II€Y€Hb, Yy TMAaIMEHTOB pPa3BUBAIOTCS
TUIOTJIMKEMHUS, TUIIEPAMMOHUEMUS, HEIOCTATOYHOCTh CBOOOAHOTO KAapHUTHHA, 3aJEpiKKa
pa3BuTHS, Cyi0poru [6].
L-neiumH
a-KeTornyTapar
2-OKcoM3oKanpoat

l Aleaudpozerasa 2-0KcoKUCAOM ¢ pa3aemeneHHoU yensro

M3oBanepun-KoA

3-I’VI,qp0KCVIM3OBaﬂepMaHOBaﬂ KUCnoTa l W3 pun-KoA dezudp 3a
3-MeTUNKPOTOHMA-KOA

3-rnapoKcMM3oBanepUnKapHUTHH + 3-memunkpomoHun-KoA kapbokcunasa

3-meTtunrayTakoHun-KoA

l 3. y KoA '-'_

3-rngpokcu-3-metunrnytapun-KoA

3-2udpokcu-3-memunznymapun-KoA nuasa

AueTtoaueTar Auetun-KoA

Pucynok 1. Karabonusm L-neitumna. [lpu cHukeHMM aKTUBHOCTH 3-MeTHIKpOTOHMI-KOA
kapookcunazsl (MKK) Bo3HukaerT HapylleHune Ha 4YEeTBEPTOM JTare Karabojau3Ma JieHIuHa
(kpacHass uepTa), HE MPOUCXOJUT KapOOKCHIMPOBAaHUA 3-MeTWIKpoTOHUI-KOA B 3-
MeTHINTyTakoHWI-KoA. B pesynbrare NOBBIIAETCS YPOBEHb 3-TMIPOKCHH30BAJIEPHaHOBOMN
KUCJIOTHl ¥ 3-TUAPOKCHUM30BATIEPHIIKAPHUTHHA B Moue. 3BecTHBI neuuuThl BceX (hepMEHTOB,
YKa3aHHBIX KYpPCHBOM.



Cormacao nmanaeiM ClinVar, B Hacrosiiee BpeMsi M3BECTHO MO MEHbIIEH mepe o 126
natoreHHbix Bapuantax TeHa MCCCl wu 78 mnaroremnpix Bapuantax reHa MCCC2,
accounnpoBanHbix ¢ HMKK.

3a0osieBaHre TeHETUYeCKH U (EHOTUIIMYECKH TeTEepOreHHo. B HacTosiiee BpeMs He
YCTAHOBJICHO KOPPEIALUA MEXKy FreHOTUIIOM U KinHudecko kaptuHot HMKK [7], mockonbky
W3BECTHBIC TMATOTCHHBIC BApUAHTHI HE OBLUTM CBS3aHBl HMCKIIOYUTEIBHO HH C JIETKOM/
O0eccumrnitomHol (opmolt, Hu ¢ Oonee Tskenon dopmoit HMKK [1, 4, 8, 9]. Paznuumii B
denotune mexxay HMKK 1 tumna, BezBanHoit myTtanusmu B reHe MCCCL, m HMKK 2 Tuna,
BbI3BaHHOM MyTanusamu B TeHe MCCC2, rtaxxke He ycraHoBieHo [10], a cremneHs
(deHoTUIIMYEeCKON TsDKECTH BappupyeT cpenu mnanueHToB [9]. IlokazaHo, yTO Aake MOJIHOE
orcytctBue aktuBHoctu (Qepmenta MKK nanexko He Bcerga NPUBOAUT K KIMHUYECKUM
cumrnitomaM [1, 4]. Ilpeanonaraercs, uro Ha ¢enotun HMKK BiIHsSOT HE TOJBKO T'€HOTHITHI
nokycoB MCCC1 u MCCC2, Ho u apyrue Moaupuupyrome reusl 1 (pakTopbl BHEITHEH cpeibl
[11-13].

Bricokuii ypoBeHb 3-THIPOKHH30BAIEPHAHOBON KUCIOTHI B OMOJIOTUYECKUX KHUIKOCTSIX
00BsCHSIETCS THApartanue 3-MeTUIKpoTOHWI-KOA 1o  3-ruapokuuzoBanepmi-KoA mon
JEeICTBHEM KPOTOHA3BI ¢ ocaeayoumm ruaponn3oMm KoA 3¢upos, a BeIcOKas KOHIEHTpaus 3-
METUJIKPOTOHWITJIMIINHA  SIBJIIETCSI  CICACTBUEM KOHBIOTAMU  3-MEeTHIKpOTOHWI-KOA ¢
rnrHoM [14]. VBennuenue koHueHTpauuu anui-KoA-TnoshupoB NpuUBOAUT HE TOJIBKO K
HAKOIUICHHI0O B OMOJIOTMYECKUX >KHMIKOCTSIX anuia-Koa-mpous3BOAHBIX U K METa0OIHYECKOMY
anua03y, HO TaKKE€ K MX CBS3BIBAHUIO C KAPHUTUHOM M BBIBEJEHUIO M3 OpraHM3Ma, TaK Kak
AIWIKApPHUTUHBL  (3-TUAPOKCUU30BAIECPWIKAPHUTUH) HE peadcopOMpyIOTCSs B IMOYEUYHBIX
kaHayblax. CHUKEHUE YPOBHEN CBOOOJHOTO KAPHUTHHA YXYAIIAET TPAHCIIOPT KUPHBIX KUCIIOT
Yyepe3 MUTOXOHAPUANBHYI0O MEMOpaHy W T€HEPAlUI0 SHEPTUU I METa0OIUYECKHX MPOIIECCOB
[15]. Haxomnenue anmi-KoA TtHoapupoB Tarkke yrHeraeT (QyHKIMOHUPOBAHHE IMKIIA
MOYE€BHHOOOpa30BaHUsI, TMPUBOJA K TUIIEpaMMOHUEMHH. [onomaHue, WHQPEKIUH, a TaKKe
WMMYHU3AIUSl  CTUMYJIMPYIOT — TPOIECChl  KaTaboiam3Ma, CIOCOOCTBYIOT — YBEIHYCHHIO
KOHIIEHTPAIlMU aMUHOKHUCIIOT, B TOM YHCIIe JIEHIIMHA, U YCYT'yOJIEHUIO TSHKECTH IMPOIIECCOB MO
LEMH MOJIEKYJISIPHOTO MTaTOTeHEe3a.

1.3 DnuaemMuoJsorus 3a00JeBaHnus WM COCTOSTHNS (FPYIIbI 3200JeBaHNIi HJIH COCTOSTHUI)

HMKK sBnsercs OIHOM M3 CcaMbIX YacTbIX OPraHMYECKUX alUAYpHUH, BBIABIIIEMBIX C
MIOMOILBI0 TaHAEMHOM Macc-CIIEKTPOMETPUU B paMKaxX HEOHATalbHOIO CKpUHUHTra, B EBpore,

CesepHoil AMepuke 1 ABCTpaiuu. B pa3nnyHbIX NOMyJIAIUAX YacToTa 3a00J1€BaHUsl BapbUPYET:



ot 1:2,615 B I'epmannu no 1:68,333 B Kurae [16-23]. B Poccuiickoit @enepanuu dactora
3a00JI€eBaHUS HE OIpEEIICHA.

1.4 Oco0eHHOCTH KOIUPOBAHNSA 3200J1€eBAHNSA WJIH COCTOAHUSA (FPVIILI 3200JeBAHUI M

COCTOSTHUM) M0 MeXKIYHAPOAHOW CTATHCTHYECKON KJJaccupukanmuy 0oJie3Hell M npodJaeM,

CBA3AaHHBIX CO 310POBHEM

Cornacho MKB-10, HMKK otHocurca k knaccy IV — bonesHsM 3HIOKpUHHON
CHCTEMBI, PaCCTPOUCTBY MUTAHUS U HAPYLICHNUIO OOMEHA BEIIECTB.

MKB-10: E71.1 — Jlpyrue Buabsl HapylmieHUss 0OMEHa aMHHOKHCIIOT C Pa3BETBICHHOM
LENbIO.

MKB-11: 5C50.E0 — Kiraccudeckue opraHndecKue aiuIypuu.

OMIM: 210200 (HMKK 1 tuma), 210210 (HMKK 2 Tumna).

ORPHA code: 6

1.5 Kiaaccuduxanus 3a001eBaHNS WJINH COCTOSHUS (ITPynnbl 3200JeBAHNH UJIM COCTOSTHHI)

Pazmmyaror HMKK 1 Ttuma, Be3Bannyto mytanusmu B reHe MCCC1, u HMKK 2 turma,
BbI3BaHHYI0 MyTarusamu B reHe MCCC2. Paznuunii B ¢penotune mexxty HMKK 1 tuma u 2 tTumna
He ycTtaHoBiieHo [10].

1.6 Kianguyeckas KapTHHA 3200J€¢BAHUSA WJIH COCTOSAHHUSA (rpynnbl 3a00JeBAHUNA M

COCTOSIHM )

Knunnueckuit ¢penorun 3aboneBanus rereporeHeH. TsokecTh 3a0051eBaHUsl BApbUPYET OT
O6eccuMNTOMHOM  (OpPMBI 710 KHU3HEYTPOXKAIOIIETO COCTOSHUS C DPa3BUTHEM  TSDKEIOH
MeTa0OoJIMUECKON JIeKOMIIeHcallM B HeoHaTaabHOM nepuone. Ilanuentst ¢ HMKK pactyt u
Pa3BUBAIOTCSI HOPMAJILHO /IO BHE3AITHOI'O PAa3BUTHS OCTPOTr0 METa0OJINYECKOTO Kpu3a, KOTOPBIN
OOBIYHO pa3BUBAaEeTCS B Bo3pacTe OT 2 wMecsaueB A0 3-5 jer. Tedenwe 3a0oneBaHuUs
untepmurtupytomee. HMKK manudectupyer Pelie-nogo0HBIM — CHHAPOMOM, KOTOPBIH
npoBoLUpYeTCcss MH()EKIMOHHBIM 3a00JIeBaHIEM, BaKLMHAIMEH, TOJIOJAaHUEM HIIM BBEICHUEM B
JTUETY BbICOKOOENKOBONH mnumy. OCHOBHBIMH CHUMIITOMAMHM SIBJISIFOTCSI OTKa3 OT €7bl, PBOTA,
MOBBILICHHAs] BO30YJUMOCTb, MBIIIEYHAS] TUIIOTOHUS, YTHETEHUE CO3HAHMS, JIeTaprusi, amHo?,
OINHCTOTOHYC, TUIEPKUHETHUECKUE PACCTPOICTBA, SHIE(ATONATHS, AUICTTUISCKHE TPUCTYIIBI
0 TUIMY WH(QAHTWIBHBIX CIa3MOB WJIM CYJOPOrM Ha (oHE MeTabOoIMYecKOro KeTOoalua03a,
TUIOTJIMKEMHUsI, UHOT/Ia B COYETaHWU C runepaMMoHuemueit [6, 16, 24-27]. B mpomexyTkax
MeXJy MeTaboIMYeCKUMU KpHu3aMH OOJbHBIE 4YacTO OECCUMNTOMHBL. B penkux cioyyasx y
narenToB ¢ HMKK HaGmo1at0TCst S1u30/161 OCTPOro HapyIIEHUsS MO3TOBOIO KPOBOOOpAIIEHUS,

KapIMOMUOTIATHUS, QJIONELus, HapylleHue (QyHKIUM TEeYeHH, 3aJepkKa (U3NYECKOro,



MOTOPHOTO, TICUXOpeueBOro paszputusa [17, 27-29]. M3BecTHbI cilydyad JETaJbHOrO HMCXOJa B
pe3yJbTare 3Hie(hanronaTii, OCTAHOBKHU Cep/lia, allHod, MeTabosnmdeckoro kpusa [6, 30-32].

[Ipu npoBenenun KommbioTepHOH Tomorpaduu (KT)/ MarHUTHO-pe30HAHCHOU
tomorpadun (MPT) romoBrHoro mo3ra y nmanuentoB ¢ HMKK BeisBisitoT atpoduro ceporo u
Oenoro BellecTBa ToOJIOBHOrO Mosra [33], MCTOHUEHHE MO30JHMCTOrO Tena, KalbLU(UKAThl B
obnactu tanamycoB [34], 3amepxKy MuenuHu3anun [35], a Takke mopaxeHue 0e1oro BEmecTna,
HaNIOMHHAoIIIEee JIeHKoaucTpoduio [36].

buoxumunueckne uzMmenenus, xapakrtepuole a1 HMKK, BpusiBistorcs npu nomomm
KOJIMYECTBEHHOTO M KAueCTBEHHOI0 aHalIM3a OPraHMYeCKUX KHUCIOT MOYM METOJOM Tra30BOil
xpomatorpaduu ¢ macc-criekrpomerpucii (I'X/MC) u onpeneneHuss mpoduisl alUIKaPHATHHOB
KpoBH MeToAoM TaHaeMHol macc-criekrpomerpuu (TMC). V mauunentoB ¢ HMKK ormeuaercs
MOBBIICHHE KOHIEHTpalUid  3-METWIKPOTOHWITIHUIMHA W 3-THAPOKCHU30BAIEPHAHOBOM
KHUCTIOTHI [2], a TakKe BBICOKas KOHIICHTpAaIUs B KPOBH 3-TUAPOKCHU30BATICPUIKAPHUTHHA
(C50H), yBenmuuennoe cootHomenue CSOH k nponuonunkapautuny (C3) u mHOTIA BBHICOKAS
KOHLeHTpauus: 3-metunkporoHwikapuutiuHa (C5:1) [7]. Yacro mpu HMKK o6napyxuBator
BTOPUYHYIO HEJOCTATOYHOCTh CBOOOJHOTO KapHUTHHA, IIOCKOJIBKY OH CBSI3bIBAC€TCA C
TOKCHYECKUM METa00IUTOM 3-TUIPOKHH30BAIIEPHUAHOBOIN KHCIOTONH U KOHBIOTAT BBIBOAMUTCS C
MOYOH.

Pe3ynbrarhl HEOHATaIBPHOTO CKPUHHHTA B Pa3HBIX MOMYJAIMSIX TOKa3ald, 4YTO Y
nonasmstomero ooneinuHcTBa Aerelt (cBoime 90%) HMKK mportekaer 6eccumnromuo [37]. B
JUTepaType M3BECTHBI CIlydad, KOTJa TMOBBIIIEHHE KOHIEHTPAlUU METabOIUTOB Y
HOBOPOXACHHBIX SBISUIOCH cieacTBueM marepunckoit HMKK [38-40]. Ilpu stoM moutu Bce
MaTepy HE UMEIH KIMHUYECKUX CUMITOMOB 3a00JIEBAHUS U JIMIIb B OJTHOM ClIydae coOOIIanoch
0 CHUMIITOMAaX MBIIIEYHOHN CIab0CTH Y MaTepH BO B3POCIOM BO3pacTe.

Kpome Toro, cooOmianoch, 4To y reTepO3UrOTHBIX HOCUTENEH OJHON MyTallud B T€HaX
MCCC1 nmm MCCC2 omnpenensimuch u3MeHEHUsI MeTabonuToB, xapakTepHbix jaiusi HMKK [41,
38]. B cBsI3M ¢ ATUM HEOJHOKPATHO TOJHUMAJICS BOIPOC O IEIECO0OPa3HOCTH HCKIIOUCHUS
HMKK w13 nporpammbl HEOHATaIBHOTO CKpUHUHTA [43-46].

B nurteparype omnucaHbl ciiyyau BHyTpuceMeiHO# BapmabenbHocTH (peHoTnna HMKK

[47-49].
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2. JInarnocTuka 3a00/1eBaHUS WIH COCTOSTHUSA (TPYNIbI 3200/1€BAHMH WU
COCTOSIHMi), MEIUIMHCKNE MOKA3AHUSA M IPOTHBONOKA3aHUSA K NPUMEHEHHUIO

METOJA0B THATHOCTUKHU

OOpamiaeM BHHMMAaHME, 4YTO, COIJIACHO TpeOOBaHUSM K pa3paboTKe KIMHUYECKUX
peKOMEHIAIMi, K KaXAOMY TE3UCY-PEKOMEHIAIMM  HEOOXOIMMO  YyKa3blBaTh  CHIIY
peKOMEHIAIMii W JIOKa3aTelbHYH 0a3y B COOTBETCTBHUU CO IIIKAJTaMH OIICHKH YpPOBHS
noctoBepHocTH nokazaTenbeTB (Y1) u ypoBHs yoenurensHocTH pekoMeHnanui (YVYP). s
MHOTHX Te3ucoB YYP u V]JI/[ Oyaer HU3KUM IO NMPUYHUHE OTCYTCTBHUS TMOCBSIICHHBIX UM
KIIMHUYECKUX MCCIEJOBAaHUM BBICOKOTO Ju3aMHa. HeB3upas Ha 3TO, OHU SBISAIOTCA
HEOOXOAMMBIMH JIEMEHTaMH O0CIICIOBAaHUS MAllMeHTa ISl YCTAHOBJICHUS JMAarHo3a M BbIOOpa
TaKTUKH JICYCHUS.

KpnTeme YCTAHOBJICHUS TUArHo3a U COCTOSAHUSA

Juarno3 HMKK ycranaBimBaercss Ha OCHOBaHMM COBOKYIIHOCTHM aHAMHECTHYECKHX
JAHHBIX, KIMHUYECKUX JaHHBIX, Pe3yJbTaTOB JaOOPATOPHOTO HCCIIENOBAHUS (OMOXMMUYECKOTO
U MOJIEKYJIIPHO-TEHETHYEeCKOro aHaiuza). OmnpeznereHue MOBBILIEHHOW KOHLEHTpaluu 3-
METUJIKPOTOHWIIIMIMHA U 3-TUAPOKCHUM30BAJIEPUAHOBOW KHUCIOTHI NPH KOJIMYECTBEHHOM U
Ka4eCTBEHHOM aHaJHM3€ OPTraHMYeCKHX KHCIOT MOYM, a TaK)Ke IOBBIIICHHON KOHIICHTPAIUU
aruuikapHuTuHOB kpoBu (CSOH, C5:1, mnoseiuenue cootHomenus CSOH/C3) mnozBomsieT
YCTaHOBHTH KJIMHUYECKHUI JTUATHO3.

BbisiBieHHE MATOTEHHBIX M BEPOSATHO-MATOreHHbIX BapuantoB renoB MCCCL1 (MCCA)
win MCCC2 (MCCB) mo pesyibratam JTHK-auarHoCTHKH TIO3BOJISET MOATBEPANUTH AUATHO3 Ha

MOJICKYJIIPHO-TCHETUYCCKOM YPOBHC.

2.1 ’Kaao0bLI M aHAMHeE3

[Ipu cObope anaMmHe3a U KaI0O HEOOXOIUMO OOPaTUTh BHUMAHHUE HA CIEIYIONINE JKaTOObI

Y aHAMHECTHYECKHE COOBITHS:

- OmMA2OWeHHbIU CeMEUHbI aHAMHe3 (CXOOHble CUMNMOMbL ) POOHLIX bpambes u cecmep

npobanoa, 6IU3KOpoOCmEeHHbIl OPAK);
- Mmanughecmayus 3abonesanus 0o 3-5 iem;
- ocmaHoeKa/ 3a0epicka/ ympama paree npuoOpemeHHbIX NCUXOMOMOPHBIX HABLIKOG,

- 64J10Cmb, CJZCZ6OCI71b, 6blcmpaﬂ Yymomaiemocms,
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- YeHemeHue CO3HAHUSL OM COHAUBOCHU OO KOMbL,

- CYOOpodICHble NPUCMYNbL,

- Hapywlenus 8CKApMIUBAHUS, OMKA3 OM eObl,

- 3nU300bl p8OMbL NOCIE Npuema boeamou beaKamu nuwu,

- HeoOwACHUMOe OeCnoKoOUCmME0, NAay, MpPemop KOHEUHOCMel, 2Unep8o30youmMocms,
- OvixamenbHble HAPYUWEHUs, BKII0YAs FNU300bl ANHOI,

- 80JH000pa3sHoe (Kpu3o8oe) meueHue 3a001e6aHUs,

- CuHOpom Oeghuyuma GHUMAHUS U 2UNEPAKMUBHOCTIU,

- KapOuoOMUOnamuu u HapyuleHus pumma cepoya,

- mblueyHas ouppysnas cunomonusi.

KanoObl 1 aHaMHE3 TaKKe OMKMCaHbl B pazjene « KinuHuueckast KapTuHay.

2.2 duzukajabHoe 00caeI0BAHUE

HpI/I OCMOTpPE HCO6XOJII/IMO 06paTI/ITL BHUMAaHHUEC HAa OCHOBHBIC KIIMHUYCCKHUC ITPOSABJICHUA

HMKK:
- Oughpy3nas mvluieynas cUunomonUs («CUHOPOM 871020 peOEHKA»),
- 3a0epiACKa NCUXOMOMOPHO20 PA3GUMUSL
- CYOOpOJICHbIE NPUCIYNbL;
- ygenuueHue neuenu u cenezenxu (6 10% cnyuaes).

2.3 JIa0opaToOpHbIE TUATHOCTHYCCKHUE UCCISTOBAHUS

Obpawaem 6unuManue, umo, CO2NACHO MpPeOOBAHUAM K pa3pabomke KIUHUYECKUX
peKkomMeHOayull, K  KAXCOOMy  Me3UCy-peKOMeHOayuu  HeoOXo0UMO  YKA3bleamvb — CUTY
pekomenoayuil U 0oKazamenvbHylo 06a3y 6 COOMBEMCMEUU CO WKANAMU OYEHKU YVPOBHS
docmoseprocmu doxazamenvems (V) u yposus yoeoumenvnocmu pexomenoayuil (YVP). [ns
mHoeux mesucos YYP u V][] 6ydem HU3KuM no npuyurne Omcymcmeusi NOCEAUJeHHbIX UM

KIUHUYECKUX —UCCIeO08AHULL  8bICOKO20  OU3AUHA. Heesupaﬂ Ha 5mo, OHU A6JAI0MCA
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He0OX0OUMbBIMU dJleMEeHMAMU 00CIe008aHUsA NayueHma Ol YCMAHOBIeHUs. OUACHO3A U 8bl00pa

MAaKmuKu jled4eru-l.

OcHoBHBIE Ja0oOpaTOpHBIE MeETOAbl ToATBepkaeHus auarHoza HMKK Bxmrogaror
KOJIMYECTBEHHBI M KAYeCTBCHHBIH aHAIM3 OPraHMYECKHX KHCIOT MOYH, OIpE/e/ICHHe
AIIMJIKAPHUTUHOB KPOBH UM MOJEKYyJIsipHO-TeHeTndeckue wuccinenoanuss reaoB MCCC1l wu
MCCC2. JlanHble WUCCIEIOBaHHUA TPOBOAATCA B CIEUUAIN3UPOBAHHBIX TE€HETHYECKHX

nabopaTopusX.

o PexoMeHI10BAHO: KOMIUIEKCHOE OIPEIEICHUE COJEPKAHMS OPraHMYECKUX KHUCIOT B
MO4Y€ MAalUeHTaM ¢ KIMHUYECKUMH Ipu3HakaMmu, xapakrepHeimu mia HMKK, ¢ nensro
MOJATBEPXKJICHUS JHarHo3a OMOXMMHUYECKUMU MeTolaMu U JuddepeHInanbHOl JUarHOCTUKH C
JPYTUMH HACJIeICTBEHHBIMU HAPYIICHUSIMH OOMEHa BELIEeCTB [7].

YpoBeHb yoenuTeIbHOCTH peKoMeH1auuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 3).
Kommenmapuu: Hccreoosanue npoeooumcs memooom 2a3080U Xxpomamozpaguu ¢ macc-
cnekmpomempueu (I'X/’MC). Ilpogunu opeanuueckux kuciom 6 moue npu HMKK
xapaxmepuzyromcsi NOGbIUEHHOU 9KCKpeyuetll 3-MemunKpoOmoHUNIUYUHA u 3-

2UOPOKCUUZ08ANIEPUAHOB0U Kucaombl [7].

° PexoMeH10BaHO: KOMILJIEKCHOE OMpeAeNieHHe KOHIEHTPAllUd HAa aMHHOKHCIOTHI U
AIWIKQPHUTUHBL B KPOBH METOJIOM TaHIEMHOW MAacC-CIIEKTPOMETPUHU MAllMeHTaM C
KJIMHAYECKUMU TNpu3HaKaMu, xapakrepHbiMu 111 HMKK, ¢ nenpro moaTrBepkIeHUs quarsosa
OMOXUMHYECKHMH  MeTojgamMu ®  JuddepeHnranbHO  JTUAarHOCTUKA € JPYTHMH
HacJIe/ICTBEHHBIMH HapyIIEHUsIMI 0OMeHa BelecTs [7].

YpoBeHb yoequTeILHOCTH peKoMeHaauii B (ypoBeHb 10CTOBEPHOCTH I0KA3ATEIbCTB — 3).
Kommenmapuu: Xapaxmepuoim onas HMKK sensemcs nosviwenue 6 kposu ypoeus C50H,
yeenuuennoe coomuouenue CSOH/C3. Hnozoa y nayuenmos Hab1ooaemcs 6vlCOKAs
koHyenmpayusi C5:1 u emopuynas HedocmamoyHocms c80000H020 KapuumuHa [7]. Aneopumm
oughghepenyuanvroi ouacnocmuxu HMKK ¢ Opyeumu 3ab6onesanusmu, accoyuuposanHubiMu ¢

nosvtutennvim yposhem CSOH, npuseoen 6 npunoscenuu b.

° PexomMeH10BaHO: MOJIEKYISIPHO-TEHETHUECKOE HccheaoBanne mytanuii B reHax MCCC1
u MCCC2 (KoMmriuiekc wucclneioBaHUN sl JAMArHOCTUKH OpPTraHMYECKHX alHIypuil) BCeM
nanueHTaM ¢ OHMOXMMHUYECKMMH H3MeHeHusaMHu, xapaktepHbiMu aina HMKK, ¢ uensto

MOJTBEPXKJICHUS AMAarHO3a Ha MOJIEKYJISIPHO-TEHETHUYECKOM YPOBHE.
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YpoBenb yoenuTeabHOCTH pekoMenaanuii C (YypoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB — 5).

. PexomengoBano: oOumuil (KIMHUYECKHUI) aHAIU3 KPOBU Pa3BEPHYTHIM MallMEHTaM C
KJIMHUYECKUMU TIpu3HaKkamu, xapaktepHbiMu juisi HMKK, ¢ 1nienpto BbISIBICHHUS HEHTPONEHUU,
TPOMOOIIUTONIEHNH, TAHITUTOTICHUH, aHeMUH [50].

YpoBeHb yoenuTeabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTEJILCTB - D).
Kommenmapuu: Vccreoosanue npogooumcs npu nepsuyHou OuacHoCmuKke U 8 OUHAMUYECKOM

Habr00eHuuU.

o PexomengoBaHo: uccieJoBaHME ypOBHA BOAOpPOAHBIX HOHOB (pH)  KkpoBu;
uccie0BaHue ypoBHS Oy(depHBIX BEIIECTB B KPOBM;, OOHApYyXEHHWE KETOHOBBIX TEJI B MOYE
naiueHTaM ¢ KIMHUYeCKUMH TNpu3Hakamu, xapaktepHeiMu st HMKK, ¢  menbro
CBOEBPEMEHHOI KOPPEKIUU Tepaluu MpH MOAO3PEHUM Ha pPa3BUTHE METa0OJIMYECKOro Kpu3a
[50, 51].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 4).
Kommenmapuu: Jlabopamopuvimu npedgeCmHUKamy pazeumus MemadoiuuecKkoeo Kpusa

ABNAOMCA MEHOCHYUsL K MeMAOOIULeCKOMY ayuoosy ¢ 0epuyumom 0CHOBAHULL.

° PexomMeH10BaHO: HCCIEAOBAaHUE YPOBHS TJIIOKO3bl, aMMHAaKa, MOJOYHOW KHUCJIOTHI B
KpOBU TMAallMEHTaM C KIMHUYECKUMU TMpu3HakaMu, xapaktepHsiMu maia HMKK, u npu
MOJIO3PEHUH Ha METaOONMMUYECKUN alUua03 C HENbI0 TUarHOCTUKUA U CBOEBPEMEHHOU KOPPEKIINH
tepanuu [51, 52].

YpoBenb yoenuTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB - D).
Kommenmapuu: Y  nayuenmos ¢ HMKK moocem  ommeuamvcs — 2unociuxemus,

cunepammonuemus U noeblUleHHasl KOKYyeHmpayus jakmania (MO]ZOHHOZZ KMC]ZOmbl) 6 Kposu.

o PexomengoBaHo: aHAIM3  KpPOBU OMOXMMHUYECKUN  OOIIeTepaneBTUYECKU;
HCCIICIOBAaHNE YpPOBHS anbOyMmMuHa, oOmero Oenka, oOmiero OwiMpyOuMHA, CBOOOJHOTO H
CBS3aHHOTO OWIMpyOWMHA, MOYEBHHBI, KpEaTHMHHWHA, Kallusi, HATpUs B KPOBH; OIMpeAelieHUE
AKTUBHOCTH acrmapTaTaMHHOTpaHchepassbl, aJlaHUHAMUHOTpaHCepassbl, ramMmma-
nIIOTaMuITpancdepasbl B KPOBU MAIIUCHTAM ¢ KIIMHHYSCKUMHU MMPU3HAKAMH, XapaKTePHBIMHA IS
HMKXK, c nenbro BBISIBICHUS TIOpaXkeHus nieueHu [S1, 52, 53, 54].

YpoBensb yoenuteabHOCTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH 0KA3aTEIbCTB — 5).

2.4 UHcTpYMEHTAJLHLIE TMATHOCTHYECKHE HCCJIEeIOBAHNS
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° PexomMeH10BaHO: MarHUTHO-PE30HAHCHAS TOMOTpadus TOJIOBHOTO MO3ra MalleHTaM C
KIMHUYECKUMU TMpu3Hakamu, xapakrepHsiMu mig HMKK, ¢ mensio OuUeHKH COCTOSHUS
TOJIOBHOTO Mo3ra W AuddepeHnnanbHOol TUArHOCTHKUA C JAPYTHMMH  HACJEICTBEHHBIMU
3aboneBanusamu [34].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEJIbCTB — 4).
Kommenmapuu: IIpu nposedenuu KT/MPT 2ono6nozo mozea y nayuenmos ¢ HMKK evisignsiiom
ampoghuio cepozo u benozo eeujecmaa 20106H020 Mo3ea [33], ucmonuenue mosonucmozo mena,
Kkanoyuguxkamol 8 obnacmu manamycos [34], zadepocky muenunusayuu [35], a makoice
nopaoicenue 6eno2o eewecmsa, Hanomunarowee netuxkooucmpogpuro [36]. Cnedyem ommemumo,
Ymo OaHHble HAPYUWEHUs He ABIAIOMCA BbICOKOCNEYUDUUHBIMU U MO2YM HAOII00AMbC npu

opyeux sabonesanusx. Hapkos npoeooumcs no nokasanusm.

° PexomenaoBaHo: 3xokapauorpadus; perucTpaius 31eKTpOKapAHOrpaMMBbl HallIeHTaM
C KIMHUYECKMMH npu3Hakamu, xapaktepHsiMu mai1 HMKK, ¢ nensio CcBOEBpeMEHHOM
JTUArHOCTUKHU U KOHTPOJIS JICUCHUS KapIMOMUONIATUU U HapylIeHu# putma cepana [16].

YpoBeHb yoenutesbHOCTH pekoMeHaanuii C (ypoBeHb TI0CTOBEPHOCTH I0KA3aTeIbCTB — 5).
Kommenmapuu: B numepamype onucamnsl ciyyau pazeumusi KapouoMuonamuu y nayueHmos ¢
HMKK [6, 48]. Ilpu mHeobxoOumocmu,  B803MONCHO  NpOBeOeHUe  XONMepPOoBCKOe
MOHUMOPUPOBAHUE CEPOEYHO20 PUMMA U/UTU CYMOYHOe MOHUMOPUPOBAHUE aAPMEPUATbHO20
oasieHusi (CO2NACHO COOMBEMCMBYIOUUM KIUHUYECKUM PEKOMEHOAyusmM Nno HApYUleHUsM

pumma cepoya u/unu apmepuaibHol 2unepmensuis).

° PexomengoBaHno: aeKTpodHIIepanorpadus; aeKTpo3HIIehanorpadus c
BUJICOMOHUTOPUHTOM MallMEHTaM ¢ KJIMHHYECKUMHU Tpu3Hakamu, xapaktepubivu 1iis HMKK, ¢
L[EJIbI0 CBOEBPEMEHHOW TUArHOCTUKHU U KOHTPOJIS JieueHus snuiencuu [12].

YposeHnb yoenurenbHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTENbCTB — 5).
Kommenmapuu: J[na HMKK xapakmepunvl snunenmuyeckue npucmynsl no  muny

UHGAHMUNLHBIX cnazmos u pazeumue sHyegaronamuu [6, 12, 32].

2.5 Unble [MarHoCTHYECKHE HCCJIeT0BAHUSA

KoncyabTanum u Ha0J/1l01eHre CIEUATNCTOB.

I[J'I}I Ha6JIIOI[€HI/ISI MNanuceHTOB € YCTAHOBJICHHBIM IHArHO30M HMKK HeO6XOI[I/IMO

INPUMEHCHUC MYJIbTHIUCHUIINIMHAPHOTO IIOAXO0Ja BBHAY TOI0, 4YTO JaHHOC 3a00JIeBaHue
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XapaKTepU3yeTcsl MOpaKeHHMEM MHOTHMX OpPraHOB M CHCTEM, YTO B CBOIO OuY€pellb JUKTYET
HEOOXOJMMOCTh COBMECTHOTO BEJCHHS TAIMEeHTa CHEIHATUCTaMH Pa3HbIX Mmpoduiei.
[TokazaHbl mepBUYHbBIC U MTOBTOPHBIC KOHCYJIbTAIIMM Bpauya-reHEeTHKa, Bpaua-HEBpOJIOra, Bpaya-
racTpo3HTepoJjora, Bpauda-neauarpa/ Bpada-TepaneBTa/ Bpaua oOIIed NpPaKkTUKH (CEeMEHHOro
Bpaya), a TaKXxe Bpadeh Apyrux crenuainbHocTed mamuenTam ¢ HMKK, nMerommm HapyeHus

(YHKLINI COOTBETCTBYIOUIMX OPraHOB U CUCTEM.

° PexomengoBaHo: mnpueM (OCMOTp, KOHCYJIbTAllMs) Bpaya-r€HETHKa IMEPBUYHBIA H
MOBTOPHBIN, IPU HEOOXOUMOCTH, BCEM MallMeHTaM ¢ KiuHudeckumu npuzHakamu HMAT u ¢
ycraHoBieHHbIM auarHozoM HMAT c¢ nenbto omnpenenenus taktuku JHK-amarnoctukw,
UHTEPIIPETAIAN TIOJTyYECHHBIX pe3yJIbTATOB, IPOBEIICHUS MEIMKO-TEHETHIECKOTO
KOHCYJIbTUPOBaHUSI CEMbE, a TAaK)KE€ HAa3HAYCHHs NUETOoTepanuu (U Jaliee ee KOPPEKIUH, Mpu
HeoOxoaumocTH )[55].

YpoBenb yoenuTeabHOCTH pekoMeHaanuii C (YpoBeHb J10CTOBEPHOCTH 10KA3aTEJIbCTB — 5).
Kommenmapuu: rxoumcynomayus epaua-eeHemuxka HaA smane OUACHOCMUKU HeobXoouma Ol
onpeoenenuss maxkmuky JHK-Ouacnocmukuy, KOppeKmHOU uHmMepnpemayuu pesyibmamos
MOJLEKYIAPHO-2eHEeMUYeCKUX UCCIe008aHUl, ONpedeleHUs 2eHemU4ecKux puckog 6 cemve. /s
HA3HAYEHUS U KOPPEKYUU MEPANUU MAKHCE BOZMOICHBL NPUEM (0CMOMp, KOHCYIbmayus) epaia-
neouampa uiu 8paia-ouemonoza nepeudnblil U NOBMOPHLIL (npu Heobxooumocmu). Mumepesanvl
MedHcoy susUmamu OO0JIHCHbL ONPedensamvpCs UHOUBUOYATILHO C YYEemOM 803pdAcma, msdcecmu
3abo1esanus, cmabuIbHOCMU 0OMeHa eujecme u coorodenus ouemomepanuu. Ilayuenmam c
HMKK nasnauaemcs b1cokoyene800Has U HU3KOOEIKo8as ouema ¢ oepanuderuem jeluyuna oas
NPOPUIAKMUKU BO3ZHUKHOBEHUS SUNOSTIUKEMUU U Memadoauyecko2o kpuza. Mumepeanvi mexcoy
sU3UMAMU  OOJIJCHbL  ONpedesimbCs  UHOUBUOVANILHO C  YYEemOM 803pAcma, msAdlcecmu

3ab01esanus, cmaduIbHOCMU 0OMeHa 8eujecms U coon00enUss Ouemomepanuu.

° PexomengoBaHo: mnpuemM (OCMOTp, KOHCYJbTAllMs) Bpada-HEBPOJIOTa MEPBUYHBIA H
MOBTOPHBIA BCEM MAllMEHTaM C KIMHUYECKMMU TMpu3Hakamu, xapaktepHbivu a1 HMKK, npu
MOJAO3PEHUH WM HAIMYUU HEBPOJOTMYECKHX HApyUIEHUH C 1EeNbl0 CBOEBPEMEHHOM
JMUAarHOCTHKY U JICUCHUS BBISBIICHHOM MaToJIOTHH [56].

YpoBenb yoenuTeabHOCTH pekoMenaanuii C (YypoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 5).
Kommenmapuu: y nayuenmos ¢ HMKK ommeuatomces nogvluieHuas 6030y0UMOCmy, MblULEUHAS
CUNOMOHUSA, YeHemeHUue CO3HAHUA, Jlemapeus, anHod, ORUCMOMOHYC, 2UnepKuHemudecKue
paccmpoiicmea, SHyegharonamus, dnulenmuyecKue HNpUcCmynvl NnO MmMuny UHGAHMUTbHBIX

Cnasmo8 uiu cyoopocu Ha (hoHe MemaboIudecKo20 Kemoayuoosd, UNOSIUKeMusl, UH020a 8
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couemaHnuu ¢ eunepammonuemueti [6, 16, 24-27]. B npomescymxax medxncoy memadboiuvyeckumu
Kpuzamu 0Oonvhble uacmo Oeccumnmomusl. B peoxux cnyuasx y nayuenmos ¢ HMKK
HAOI00Aemcst 3a0epHcKa Pu3u1ecKko2o, MOMOPHO20, ncuxopedesozo pazsumus [17, 27-29]. B
pAoe cyyaes modicem Oblmb HEOOX00UM npuem (0CMOmp, KOHCYIbMAayus) epava-ncuxuampa
NEePBUUHbIL U NOBMOPHLIL OemaM Npu NOO003PEeHUU UMY HATUYUU NCUXUYECKUX PACCMPOUCMS.
Tlossnenue ncuxuueckux paccmpoucme ce:a3vl8aron ¢ HAKONJIEHUeM MOKCUUHBIX MemaboIumos.

Koppexyus ouemomepanuu cnocobcmeayem paspeuwenuio CUMIMOMO8 HAPYULeHUS NCUXUKU.

° PexomengoBaHo: mnpuem (TeCTUPOBAHHME, KOHCYJbTALUA) METUIIMHCKOTO MCUXO0JOra,
Bpada (pu3udecKol U peabMIMTAIIMOHHON MEIUIIMHBI WJIA Bpava, BBITIOIHSIONMETO ero (QyHKIIHIO
(crienpanucTa MO MEIUIIMHCKON peadWiuTaruu: Bpada Mo JiedeOHOW (Qu3KynbType U Ap.)
NEPBUYHBII M TMOBTOPHBIN; pa3paboTka HHIWBUIYATbHOW MPOTrpaMMbl JePEKTOIOTUYECKOM
peabunuTanuu; pa3padoTKa WHAMBUAYAIbHOH MPOrPaMMBbI JIOTONEIUYECKONW peaduInTaluu
nanrestaMm ¢ HMKK 1 ux ceMbsiM C 1ebI0 OKa3aHus IICUXO0J0Tr0-IeAaroru4ecKon MmoIIepx K
[57, 58].

YpoBeHb yoenuteqbHOCTH pekoMeHaanuii C (ypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 5).
Kommenmapuu: [layuenmam Heobxooumo mecmuposanue no ymeepiHcOeHHvlM MemoouKam 0s
onpeoeneHusi UHMENLIeKmyaibHo20 paseumus. Ilcuxonocuueckas nomMowjb nayueHmam ModxHcem
nompe608amy Kypc 3aHAMUL 8 3a8UCUMOCIU OM UHOUBUOYATbHBIX 0CODEHHOCmell nayuenma u

CeMblU.

Yenyeu noeoneoa:
® Meouko-n1oconeduyeckoe ucciedosanue npu oucgazuu;
® Meouko-noeconeduyeckoe ucciedogarue npu agpazuu,
® Meouko-noeconeduyeckoe ucciedo8arue npu OU3apmpuL;
® Meouko-noconeduyeckas npoyedypa npu ouc@azuu;
® Meouko-noconeduyeckas npoyedypa npu agasuu,
® Meouxo-noeconeouyeckas npoyedypa npu Ou3apmpuu,
® Meouxo-nozoneoudeckas MmoHAIbHO-PUMMUYECKAs NpOYeoypa;
® Meouxo-noconedouveckas npoyeoypa C  UCNONb308AHUEM UHMEPAKMUBHBIX

UHGDOPMAYUOHHBIX MEXHOTIO2UM.
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2.5.2 InddepennuajanLHass AMATHOCTHKA

HuddepennnanbHas  IUArHOCTHKA  MPOBOJAWTCS C  JOPYTHMH  OPTaHHMYECKUMU
AUAYpHUsIMH, HApYIICHUSMH OKHUCJICHUS JKHPHBIX KHUCJIOT W JAPYTMMH 3a00JCBaHUSIMU,
COIIPOBOXKIAMOIIUMHUCS  Peiie-mogoOHBIM  CHHIPOMOM, a  Takke  MHOXXECTBEHHOMN
HEJIOCTaTOYHOCThIO  KapOOKcuiaa3  (HEJIOCTaTOYHOCTh  OWOTMHHUAA3bl,  HEJIOCTaTOYHOCTh
CHUHTETa3bl rojiokapookcunas) [59].

Anroputm nuddepentmansuoii auarHoctuku  HMKK ¢ npyrumu 3a0osneBaHUsIMH,

aCcCOLMMPOBAHHBIMU C MOBBIIIEHHBIM YpoBHeM C50H, npuBenen Ha puc. 1b B npunoxxenuu b.

3. JleyeHnue, BKJIKOYAS MeIUKAMEHTO3HYIO U HEMEIUKAMEHTO3HYI0 Tepanumn,
AHEeTOTEePanuIo, 00e300/JIUBaHNEe, MEeAMIUHCKUE OKA3AHUS H

NMPOTHBOINIOKA3aHUA K IPUMECHCHUIO METOA0B JICUCHUA

OcHoBuble mnpuHuunel Ttepanuu npu HMKK HampaBneHbl Ha mnpenoTBpalleHHE
METa0OJMYECKOW  JeKOMIleHCanuu (MeTaboNIMYecKoro Kpu3a), CHIDKeHHE 00pa30BaHUs
TOKCUYHBIX OPraHMYECKUX KHCIOT, NPEAYNPEKICHUU Pa3BUTHS TOKCHYECKOIO IOPAKEHUS
TKaHell TOJOBHOIO MO3ra M BHYTPEHHHMX OpPIaHOB, C OOECHEeYeHHEM IpU 3TOM IPOLECCOB

HOPMAJIbHOTI'O POCTa U HyTPUTUBHOTO cTaTyca JeTei.

3.1 [laToreHernuyeckoe JeyeHue

Heobxooumo uzbecamv 2onooanus u opyaux nposoyupyrouux @axkmopos, a maxice

nPOBOOUMb pe2yNApHbLIL MOHUMOPUHS KOHYEHMPAayuu c60000H020 KAPHUMUHA.

o Pexomenayercs HazHaueHue auerorepanuu namuestam ¢ HMAT ¢ nenbto nmpoBeneHus
natoreHeTuueckoro jgeucHus [50].

YpoBensb yoenuteabHOCTH pekoMeHaanuii C (YpoBeHb J10CTOBEPHOCTH 0KA3aTEIbCTB — 5).
KommenTapuii: ocrosnvivu komnonenmamu aevenus nayuenmos c¢ HMKK senaiomces
BbICOKOY2NIeBO0HAsL U HU3K0ODENK08as ouema ¢ O2paHudenuem Jeuyuna O NpopuUIaKmuKu
B03HUKHOBEHUST 2UNO2TIUKEMUU U Memaboiuyeckoeo Kpusa. B psoe cnyuaes, ouemomepanus
npooodcaemcs 00 NOOPOCMKOB8020 U 83p0cio20 8o3pacma. Heobxooumo uzbecamov 2onodanus

U Opy2ux npo8oYUPYIOWUX PaKmopos.

o PexomengoBaHo: mnpuem (OCMOTp, KOHCYJIbTAllMs) Bpaya-IMETONIOra MEPBUYHBIA H

NOBTOpHBIN BeceM nanuentam ¢ guarnozom HMKK c nenbio pacuera auerst [50].
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YpoBenb yoenuTeabHOCTH pekoMenaanuii C (YypoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB — 5).

° Pexomennyercss HazHauenne AL6AAO0Ll Jlepokapuutun B gosupoBke 50-200
mr/kr/cytku nauuentam ¢ HMAT, uMmeromuM HeIOoCTaToK CBOOOJHOTO KapHUTHHA, C LIEJIbIO
MPEIOTBPALICHHS] BTOPUYHOTO J1e(hULIMTa KaPHUTHHA.

YpoBeHnb yoenuTeabHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 4)
KommenTapuii: oanvueliuas Koppekmuposka 003bl 8 3A8UCUMOCTIU OM VYPOBHS C80000HO20
kapHumuna. Heobxooumo pezynapnoe ucciedosanue yposHs c80000HO20 KAPHUMUHA 8 KPOSU
KOMNJIEKCHOe onpeoeileHue KOHYeHmpayuu HA aMUHOKUCIIOMbL U AUUIKAPHUMUHbL 8 KpOSU

MEMOOOM MAHOEMHOU MACC-CREKMPOMEMPULL).

3.1.1 Jleyenue NanueHTOB B NEPHOJ META00INYECKOI0 KPU3a

[lpu yrpoze wim B ciaydae pasBUTUS METaOOJMUYECKOrO Kpu3a JICYCHHE JIOJDKHO
HaA4YMHAThBCA HE3aMCIJINTCIIBHO. JleueOubIE MCPOIIPUATHA HAIIPABJICHBI Ha IPCKPALNICHHUC
06pa3013aH1/1$[ W HaKOIUICHUA TOKCHUYHBIX OPraHUYCCKHX COCI{I/IHGHI/Iﬁ W BBIBCIACHUEC HUX U3
opranm3ma. TakTHKa JEYeHUs JIeTel B MEpUOJ Kpu3a BKIIOYAET KOPPEKIHIO METaOOINYeCKOTO
alMa03a M BOJHO-3JCKTPOJIMTHBIX HApYIICHHWH, a TaKkKe JHEPreTHYEecKyro Nojaepxkky. [lpu
yrpo3e WM B Cllydyae pPa3BUTUS METa0OJIMYECKOTO KpH3a HEOOXOIUMa JKCTPEHHas
TOCHUTANM3AMS C [EIbI0 HEe3aMEUIMTEIBHOTO TIPOBEJCHHs] HMHTEHCHBHON Tepanmuu U
NPEJOTBPALICHNS KU3HEYTPOKAIOIIUX OCIOKHEHUH.

JleueHne MeTabOIMYECKOTO KpH3a MPOBOJUTCS B OTACICHUH pPeaHUMALlUd UHTEHCUBHOM
TEpanmuy  BPadyOM-aHECTE3UOJIOTOM-PEaHHMMATOJIOTOM, a  TaKke  JPyTMMH  BpadyamH-
crienuanicTaMu (Bpad-HEBPOJIOT, Bpad-HE(PPOJIOT, Bpay-racTPOIHTEPOJIOr U 1p.). B mepmon
KpPU30B HEOOXOIMMO BBelneHue nekctpo3b**(BOSCX npyrue HppUrandoHHbIC pPacTBOPHI)
BHYTPHBEHHO JaXKe MPU HOPMAJILHOM YPOBHE IJIFOKO3bI JUIs MOAJEpKAHUS €€ KOHIIEHTPAllUu Ha
BEPXHEH T'paHHIIE HOPMBI, YTO IMO3BOJSET MOJABIATh KeToreHes. [Ipu cHmkenun ypoBHs pH
(<7,1) mpoBomsaTr OomtocHoe BBeAeHHE Harpus ruapokapbonata (BOSXA  pacTtBopsl
AIIEKTPOJIUTOB) C TOCIeAyIouled HempepblBHOH uHpy3ueit. [Ipu 3TOM ciemyer mpoBOIUTH
MOHUTOPHHI  KHUCJIOTHO-OCHOBHOTO  COCTOSIHHUSI M DJIGKTPOJIUTOB, YTOOBI  M30eXaTh
TUIICPHATPUCMUHN n TUITOKAJIMEMUH. B TAXKEIBIX clrydasax MOXET HOTpe6OBaTBCH

HepI/ITOHea.HBHI:Jﬁ Juajin3 Wi UCKYCCTBCHHAA BCHTUIIAIWA JICTKUX.

3.2 CuMnToMaTHyecKoe JedeHue
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Ilo nokaszanusm Hazwauarom nPOMUBOINUIENMUYECKUE Hpenapamel U opyeue 6uobl
CUMNMOMAMU4ecKou mepanuu.
o PexomengoBano: mnpuem (OCMOTp, KOHCYJbTallMs) Bpada-HEBPOJIOTa MEPBUYHBIA U
NOBTOpHbIM maruentaM ¢ auarHosoM HMKK 1npu  Hammuum mnokazaHuid C  LIEJbIO
CHMIITOMATUYECKOTO JieueHus [56].
YpoBeHb yoenuTeIbHOCTH PeKOMeH1auuii A (YPOBeHb J0CTOBEPHOCTH 10KA3aTEJbCTB — 1).
Kommenmapuu: Hccnedosanue npoeooumcs ne pedce 1 pasa 6 6 mecayes. Y nayuenmos c
HMKK ommeuatomcs no@vluieHHAss 8030Y0UMOCMb, MblUEUHAsl 2UNOMOHUSA, YeHemeHue
CO3HAHUsA,  Jemapeus,  AanHod,  ONUCMOMOHYC,  2UNEpKUHemuyecKue  paccmpolcmaed,
oHyeghanonamus, snurenmudecKkue nPUCMynsl no muny UHQAHMUIbHLIX CHA3MO8 UTU CYOOPO2U
Ha one MmemadonUUeCKo2O Kemoayuoosd, 2UNOiuKemusi, UuHo20d 6 COYemauuu ¢
eunepammonuemuei [6, 16, 24-27]. B npomedscymxax mexncoy memadoIudecKkumu Kpuzamu
bonbHble yacmo beccumnmomusl. B peokux cayuasx y nayuenmos ¢ HMKK nabniodaemcs

3a0eparcKa usuecko2o, MOMopHo2o, ncuxopeueso2o pazeumus [17, 27-29].

° PexomennoBano: npueM (OCMOTp, KOHCYJIbTAllMsl) Bpaya-KapAHOJIOTa IMEPBUYHBIA U
MOBTOPHBIM manueHTtaM ¢ jguarHozoM HMKK npu  HajauuMy [MOKa3aHWM C  IENIBIO
CHMIITOMATHYECKOTO JedeHus [48].

YpoBenb yoenuTebHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 5).
Kommenmapuu: Vccneoosanue nposooumcsi e pedxce 1 pasza 6 6 mecayes. B numepamype

onucawnwl cryyau pazeumus kapouomuonamuu y nayuenmos c HMKK [6, 48].

° PexomengoBaHo: mpreM (OCMOTp, KOHCYJIbTAIIMS) Bpaua-racTpO3HTEPOIIOra NEPBUYHBIH
U TNOBTOpHBbIM mnanueHtam ¢ amarHo3oM HMKK mnpu Hanmumm nokazaHuii ¢ LENBIO
CUMIITOMAaTHUYeCKOro jJeuenus [60].

YposeHnb yoenurenbHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTENbCTB — 5).

Kommenmapuu: Hccrneoosanue nposooumcsi ne pedice 1 paza 6 6 mecsyes.

3.3 Xupypruueckoe JedeHue

He npumenumo.

4. MenuuuHCcKasi peaduanTanus, MeAMINHCKHAE MOKA3aHUS U

MNPOTHBONOKaA3aHUA K NPUMECHCHUIO METO0B peaﬁnJmTaunn

Cremuduueckoir peabwmmranmu namuentam ¢ HMKK we Tpebyercs. B kpyr
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peabmmTanoHHbIX MeponpusaTuii namueHtaM ¢ HMKK moryT ObITh BKITFOYCHBI 3aHSATHUS C
IMCHUXO0JIOTOM, OTAbIX B CICHUAJIU3UPOBAHHBIX CAHATOPUAX, a TAKIKC COLHAJIbHAA afalTalusa C

Y4aCcTUuECM CIICHHUAIIMCTOB U COMAJIbHBIX paGOTHI/IKOB, KYypChbl MacCaxa.

5. IIpodpunakTuka u AUCIAHCEPHOE HADIIIeHN e, MeAUIUHCKUE TIOKA3aHUS U

NMPOTHUBOINIOKaA3aHUA K IPUMECHCHUIO METO/10B HpO(l)l/IJIaKTl/IKI/I

5.1 IlpopuaakTuka

[MTammentam ¢ HMKK cnenyer mnpoBoauTh NpO(MIAKTUYECKYIO BaKIUHALKMIO B
COOTBETCTBUH C HAIMOHAJIBHBIM KaJleHAapeM MNpO(UIAKTHYECKUX TMPUBUBOK, BKIIOYAs
BaKIMHALIMIO TPOTHUB TPUINA W POTABUPYCHOM HHGMEKIHH, C COOIIOJACHHEM BO3PACTHBIX
OTpaHUYEHUN MUMMYHOOHOJIOTUYECKUX MpernapaToB Ha (JOHE CTPOroro BBIMOIHEHHS JeUCOHBIX
Ha3HAYEHUH ¢ 1eNpio (GOopMHUPOBaHUS YPPEKTUBHOTO MMMYHHOTO OTBETa W INPEIOTBPAIICHUS
pa3BuUTHS MeTaOOIMYECKUX KPHU30B. BakuuHammio 1enecoodpa3sHo MPOBOAMTH TOA KOHTPOJIEM
CIEIMAIICTOB, UMEIOLIUX OMBIT pabOThl C MalMeHTaMu C¢ MeTabonuueckumu Ooje3HsMu. B
MOCTBAKI[MHAILHOM TEPUOJE CIIeAyeT MPUCTAIBHO HAONI0ATh 32 MPUBUTHIMHU C MOBTOPHBIM
u3MepeHreM temmeparypsl Tena. [Ipu aumarnoctupoBanum nuxopanku >38,0°C HeoOXoammo
He3aMe/UINTENbHOE  HA3HAYEHHME KAPOMOHIDKAIOMEH  Teparmuu  (MapameTamMon WM

udynpoden” ).

o PexomengoBaHo: mnpuemM (OCMOTp, KOHCYJIbTAlMsl) Bpaya-T€HETHMKAa MEPBUYHBIA U
MOBTOPHBIN marueHTy ¢ auariozoM HMKK wiu ero opuiuaabHbIM MPEICTaBUTENSAM C LETbIO
MIPOBE/ICHUS] METUKO-TCHETHYECKOTO KOHCYJIbTUPOBaHUS [55].

YposeHnb yoenuresnbHocTH pekomMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTENbCTB — 5).
Kommenmapuu: Cemvsm ¢ demovmu ¢ ycmanosieHHviM ouacHozom HMKK neobxooumo npovimu
MEOUKO-2eHeMUYECKOe KOHCYIbMUPOSAHUe C Yelblo onpedeieHus eeHemuieckoo pucka. Kax u
npu Opyeux aymocomHo-peyeccusHvix 3abonesanusx, npu HMKK ona xasxcoou bepemennocmu
puck pooicoenuss pebenxka cocmasnsiem 25%. Ilpenamanvnas ouacnHocmuxa 3a00aesanull,
KOmopule nodoaromest 3phekmusHol mepanuu, 03MONCHA, HO OMUYECKU COMHUMENbHA,
peutenue 0 ee NPosedeHuU 00JIHCHO OblMb NPUHAMO NOCIe NOOPOOHO20 00CYHCOeHUs C ceMbell

6CeX PUCKOB6.

5.2 JlucnancepHoe HAQJII0eHHe

Exerogno nanuentsl ¢ HMKK 10mKHBI TPOXOAUTE YIITyONEHHYIO AMCIAHCEPH3ALMIO.

Jlist HaOMroAeHUS TTAMEHTOB C ycTaHoBIeHHBIM quarnozoM HMKK HeoOxonuMo mpuMeHeHue
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MYJIbTHIUCIMIUIMHAPHOTO IOAXO0JAa BBHUIY TOrO, YTO AAHHOE 3a00JE€BAHHME XapaKTEpPHU3YyeTCs
NOpakKeHHEeM MHOTHX OpPTraHOB M CHCTEM, 4YTO B CBOIO OUY€peIb JAUKTYEeT HEOO0XOIUMOCTh
COBMECTHOT'O BEICHUS MAIMEHTAa CIEHUAINCTAMH pasHbIX npoduieil. [TokazaHsl nepBUYHBIC U
IIOBTOPHBIE KOHCYJIbTALMU Bpaya-reHeTUKa, Bpaya-HEeBPOJIOra, Bpaya-racCTpO3HTEpOIIOra, Bpaya-
neauaTpa/ Bpada-TeparieBTa/ Bpada OOIIEed NpakTUKU (CEMEHHOro Bpada), a TaKXKe Bpauei
apyrux — cnenmanbHocTed mamuwentam ¢ HMKK, wumeromum  HapymeHuss — GyHKUUR
COOTBETCTBYIOIIUX OPTaHOB U CUCTEM.

[TauueHTsl € CHUMOTOMATMYECKOW HSNMIENCHEH HYXJAroTcs B HAOJIIOAEHUU Bpaya-
HEBPOJIOTa C ONBITOM pabOThI C MALUEHTAMU C SMUJICTICHUEH.

Takxke OCyLIECTBIIAIOTCS HEOOXOIMMble peaduIUTallMOHHBIE Meponpustusa. Ponurenu
JOJDKHBI OBITH OOYYEHBI TpPABWJIAM OPTaHU3AIMHM TEPANMU B MEXKIPUCTYIHBIA MEPUO U B
HEepUoJl Yyrpo3bl MeTabOIMYecKOoro Kpusza. Y peOeHka mpu ceOe Bcerna JO/DKHA HAaXOAUTHCS
namsTKa ¢ yKa3aHHUEeM HEOTJIOXKHBIX MEPONPUATHI B IEPHOJ HAUMHAIOLIETrocs MeTab0In4eCKOro

KpH3a.

° PexomennoBaHo: oOMii (KJIMHUYECKUI) aHATU3 KPOBU Pa3BEPHYTHIH BCEM IMallUCHTaM
¢ nuarHozoM HMKK c¢ 11e/1bf0 BBISBICHUS HEUTPOIIEHUH, TPOMOOIIMTONICHUH, MAaHIIUTOIICHHUH,
anemuu [50].

YpoBenb yoenuTeabHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEJbCTB — 5).

Kommenmapuu: xkonmponupyemcs ne pexce 1 pasa 6 200.

o PexomennoBaHo: aHAIU3  KPOBM  OMOXMMMYECKHH  OOIETepaneBTUYECKU;
WCCJIeIOBaHUE YPOBHS albOymuHa, oOmiero Oenka, oOmiero OwmimnpyowHa, CBOOOTHOTO U
CBS3aHHOTO OWIMpyOMHA, MOYEBHHBI, KPEaTMHWHA, Kalus, HATPUS B KPOBH; OIpeAeTcHHE
AKTUBHOCTH acmapTaTaMHHOTpaHchepassbl, aTaHMHAMUHOTpaHchepassbl, ramma-
rroTaMunTpancdepasbl B KpoBu manueHtam ¢ auarHosom HMKK ¢ menbio BbIsiBIeHUs
nopaxenus nevenu [51, 52, 53, 54].

YpoBensb yoenuteabHOCTH pekoMenaanuii C (YypoBeHb J0CTOBEPHOCTH T0KA3aATEIbCTB — 5).

Kommenmapuu: xkonmponupyemcs ne pexce 1 pasa 6 200.

° PexoMeH10BaHO: KOMIUIEKCHOE OTpEEICHUE KOHIEHTPAMM HAa aMHUHOKHUCIOTHI H
AlMJIKAPHUTUHBI B KPOBH METOJIOM TaHJEMHON MacC-CIIEKTPOMETPUU MAllUEHTaM C JMAarHO30M
HMKK c uenbro koHTpOIs JieueHust [7].

YpoBeHb yoeauTeIbHOCTH peKoMeH1aluii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEILCTB — 3).
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Kommenmapuu: Yposuu C5:1 u C50H, a makoce coommnowenue C5OH/C3 6 kposu 6

pesyrvmame nedeHus: OOJHCHbL ObIMb NPUOIUINCEHBL K pehepeHCHbIM 803DACMHBIM 3HAYEHUSIM.

° PexoMeHI0BaHO: KOMILICKCHOE OIPE/ICICHUE COJEP)KAHHSI OPraHUYECKUX KHCIOT B
MOYE C IIeTIbI0 CBOCBPEMEHHOTO BBISBICHHS META0OJMYSCKUX HAPYIICHHH W MPEIOTBPAIICHUS
pa3BuUTHS MeTabOIHUeCKOro Kpusa [7].

YpoBeHb yoenuTeIbHOCTH peKoMeH1auuii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEILCTB — 3).
Kommenmapuu: Hccneoosanue npoeooumcs memooom 2a3080U Xpomamozpaguu ¢ macc-
cnekmpomempueti (I’ X/MC). Ilpoguru opeanuueckux xuciom 6 moye npu HMKK
Xapakmepuzylomecsi  NOBbIUEHHOU  JKCKpeyuell  3-MemuikpomoHunieiuyuna  u  3-
eudpoxcuuzosanepuanosoll kuciomol [7]. Kpamnocms nposedenuss awmanu3os 3sagucum om

COCMOAHRUA nayuernma.

° PexoMeHI0BaHO: HCIIAHCEPHBIA TpHeM (OCMOTpP, KOHCYJbTAIlUsl) Bpada-HEBPOJIOTa
nauyentam ¢ auarHosom HMKK ¢ nenpto MOHUTOpPUHTA COCTOSIHUST M CBOEBPEMEHHOTIO
BBISIBJICHUSA MMATOJIOTUX HEPBHOU cUCTEMBI [S6].

YpoBeHb yoenutesbHOCTH pekoMeHaanuii C (ypoBeHb J10CTOBEPHOCTH 0KA3aTeIbCTB — 5).
Kommenmapuu: V nayuenmos c¢ HMKK ommeuaromes nosviuennas 6030y0umocmo,
MblleyHas — 2UNOMOMUs,  Y2HemeHue  CO3HAHUA,  Jemapeus,  anHod,  ONUCMOMOHYC,
eunepKuHemu4eckue paccmpoucmea, 3uHyeganronamus, 3MulenmuyecKue NpUcmynsvl no muny
UHGDAHMUNILHBIX — CNA3MO8 UIU  CYOOpo2U Ha (oHe Memaboiuyecko20 Kemoayuoosa,
2Uno2IuKeMus, UHo20a 8 couemanuu ¢ eunepammonuemueu [6, 16, 24-27]. B npomescymrax
MexHcoy MemabonuyecKumuy Kpuzamu OO0JibHble 4acmo 0OecCUMnmomusl. B peoxux cnyuasx y
nayuenmos ¢ HMKK Hnabniooaemcs 3adepoicka Guzuuecko2o, MOMOPHO20, NCUXOPEUeB020

paseumus [17, 27-29].

° PexoMeHI0BaHO: JHCIIAHCEPHBIH TpUeM (OCMOTp, KOHCYJIbTAIMS) Bpada-Kapauoiora
nareHTaM ¢ HMKK ¢ 1menpio MOHUTOPUHTA COCTOSIHHSI U CBOEBPEMEHHOTO BBISBIICHHS
MAaTOJIOTHUH CEPJIEYHO-COCYAUCTON CUCTEMBI [48].

Yposenb yoenuteabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEJbCTB — 5).
Kommenmapuu: Ilayuenmor ¢ HMKK uyscoaromes 6 nabnooenuu epava-kapouonoea (epava-

0emcKo20 Kapouonioza) 6 cea3u ¢ PUCKOM pas3sumusi KapOUOMUORAMUU, HAPYWEHUU pumma

cepoya [6, 48].
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6. Opranusanusi MeIUIMHCKON MOMOIIH

IToxazanus JJIA IUIAHOBOM rocnvraid3ani B MCAUIMUHCKYIO OpraHu3alrio:

1. TlpoBeneHue NMArHOCTHKU M JICYCHHUsS, TPEOYIOIINE MPOJODKUTEILHOTO (IHEBHOE HIIU
KPYIJIOCYTOYHOE MPEObIBAHUE) METUIIMHCKOTO HAOIIOJCHUS M MOHUTOPHHTA KIMHUKO-
1ab0paTOPHBIX MMOKa3aTeNeH;

2. HeoOxomuMoCTh TPOBENCHUS PA3IMYHBIX BHJOB OJKCIEPTU3 WIH OOCIEAOBAHUS B
MEJWIIMHCKOW OPTaHM3allMd TPU HEBO3MOXKHOCTH TPOBEACHHUS UX B aMOyJIaTOPHBIX
YCIIOBHSX (B TOM qHcIe oopmienue 3aKITIOYCHHS benepanbHOTO
KOHCHJINyMa/BpaueOHON KOMHUCCHUHN).

ITokazanms JUIA 3KCTpeHHOI71 rocrnuTajan3alii B MCAUIUHCKYIO OpraHu3alnio:

1. Octpble yrpoxaroomue A >KU3HU U Pa3BUTHUS OCJIOKHEHHUH COCTOSIHUS, TpeOyroliue
HEOTJIOKHOTO JICUEHHUs, B TOM YHUCJIE UHTEHCUBHON TE€paluH, a TAKXKE KPYIJIIOCYyTOYHOIO
MEMIUHCKOIO HAOJIIOJEHUs M NPOBEIEHUS CHELMaIbHbIX BHJIOB OOCIIEAOBAaHUS U
JICYCHHUS.

IToka3anms K BBIITACKE nanmueHTa U3 MGHHHHHCKOﬁ OopraHu3alnyvu:

1. OtcyrtcTBHE Yyrpo3sl ISl )KU3HU MAIIMEHTA U YTPO3bl PA3BUTHSI OCIOKHEHHH, TPEOYIOIINX
HEOTJIOKHOTO JICUECHHUS T10 3aBEPIICHNUN TUATHOCTUUECKUX MEPOTIPUSITHIA.

2. CraOunmu3aiiiss COCTOSHHUS W OCHOBHBIX  KIMHHUKO-TA0OPATOPHBIX  IOKa3aTelei
MaTOJIOTUYECKOTO  MPOIecca, OTCYTCTBHE HEOOXOJWMOCTH B  MPOAOHKUTEIHLHOM
MEAUIIMHCKOM HAOIIOIEHUH (JIHEBHOE WU KPYTIIOCYTOYHOE MPEObIBAaHUE);

3. BemmonHeH 1IaH o00CHeIOBaHWS W JICUCHHS IMallMEHTA, JAHbl PEKOMEHIAITMH I10
JaJbHENIIeMY HaOJII0/IEHUIO U JIEYEHHUIO.

4. HeoOXoauMOCTh TMepeBoJia TMallMeHTa B JPYroe MEAUIMHCKOE YYpexkKJIeHUE WU

YUpEkKACHUE COIIMAIBHOTO 00EeCTIeYEeHH .
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7. JonmosHuTeabHast nHpopManus (B TOM 4Yucjiae GaKkTopbl, BJUSAIOIINE HA

HUCX0/1 3200J1eBaHNS WJIM COCTOSTHHSA)

be3 maroreHeTHdyeckoro Jie4eHHs B IEpUOJ METaO0OJIMYEeCKOro Kpu3a MOJaBIISIOIIEE
OonpmMHCTBO  neTeid  morubaer. Ilpu  CBOEBpEMEHHOW KOPpEKIMH U IPOQHIAKTHKE
MeTabOJIMYECKNX KPU30B, COOJIONEHHHM M CTPOrOM KOHTPOJIE IAaTOTCHETHYECKOH Tepamnuu U
CHMITTOMAaTHYECKOTO JICYEHUSI ITPOTHO3 IS KU3HH OJIaronpusTHBIN.

[Iporuo3 cocTosiHUS U YPOBHS TICUXHMYECKOTO PA3BUTHS MAIMEHTa 3aBUCHT OT TSDKECTH
3a007eBaHNs, HAIWYHMS WHCYJIBTONONOOHBIX COCTOSIHUM, BOBJCUEHHS B MAaTOJOTHYECKUN
IpOLIECC BHYTPEHHHX OpPraHoB (MOYKH, CEpALle, MOJUKETyAOYHas JKeje3a), a TaKkKe CPOKOB
Hayaja CHENHMAIN3UPOBAHHOW TEpalMk W KauecTBa JICUYEHHs, CIIOCOOHOTO TpenyNnpeuTh

IPUCTYIIBI METa0OINYECKON JJEKOMITEHCAIINH.

25



KpuTtepumn onieHKH kKayecTBa MeIMIMHCKO MOMOIIA

Kpurepun kavyectBa

Onenka

BbIINIOJTHCHUSA

HpOBGI[eHO KOMITJICKCHOC OIIPCACICHUEC COACPIKAHUA
OPraHN4Y€CKUX KUCJIOT B MOYC MAIIUCHTAM C KIIMHUYCCKUMHA

npu3Hakamu, xapakrepasiMu 11t HMKK

na/mer

IIpoBeieHO KOMITJIEKCHOE ONPEEIEHNE KOHIIEHTPAlluU Ha
AMUHOKHCIIOTHI U allUJIKAPHUTUHBI B KPOBU METOJIOM TaHAEMHOM
Macc-CIIEKTPOMETPUH MaIleHTaM ¢ KJIMHUYECKUMU TPU3HAKaMH,

xapaktepabsiMu 115t HMKK

Ia/Her

[IpoBeieHO MOJIEKYIISIPHO-TEHETUYECKOE UCCIIEJOBAaHUE MYy TalUi
B renax MCCC1 u MCCC2 (koMIIIEKC UCCIAeA0OBaHUH IS
JUArHOCTHKYU OPTaHUYECKUX alliypHil) BceM MalueHTam ¢

OMOXMMHYECKUMHU U3MEHEHUsIMHU, XapakTepHbiMu 1151 HMKK

na/Her

[IpoBenen npuem (0cMOTp, KOHCYJIbTALIMS) Bpaua-TeHETUKA
MIEPBUYHBII U TOBTOPHBIN, IPU HEOOXOJUMOCTH, BCEM MaLlUEHTaM
¢ xinHnueckumu npusHakamu HMKK u ¢ ycranoBieHHbBIM

muarnozom HMKK

aa/Her

Hasznauena nuerorepanus nmarmearam ¢ HMKK

aa/Her

Haznauen A16AA01 JleBokapHuTHH B 103upoBke 50-200
mr/kr/cytku nanuentam ¢ HMKK, umeronim HegocTaTok

CcBOOO/IHOTO KapHUTHHA

aa/Her
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IIpunoxenne Al. CocraB paboueii rpynnsl o paspadoTke U NepecMoOTpy

KINHUYCCKHUX peKOMeHI[aHI/Iﬁ

1. AnucumoBa MHWura BaaumoBHa, K.M.H., 3aBeAyiollas OTIEIOM OpraHU3aIUU
MenumuHcko nomom DI'BHY  "Meauko-reHeTHYeCKUi Hay4dHbId IEHTP WM.
akaznemuka H. I1. boukoBa", Bpau-reHeTuk, uieH Accoluanuy MEIUIMHCKIX T€HETHKOB.

2. baiinakoBa I'aniuna BuktopoBHa, K.0.H., BEAYIIHI HAYyYHBIH COTPYAHUK J1aOOPAaTOPHH
HacjeACTBEeHHBIX Oosie3Helr oomena PI'BHY "Meauko-reHeTHYeCKU HAay4YHBIA LIEHTP
M. akagemuka H.IT.boukosa", uinen Poccuiickoro o0miecTsa MEAUIIMHCKAX T€HETUKOB.

3. bapanoB Auekcanap AuexcanapoBuy, akan. PAH, mpodeccop, n.M.H.; MOYETHBIH
npesuaeHt Coro3a nenuatpoB Poccum, coBetHuk pyxoogutens HUW nenmatpun u
oxpanbl 3mopoBbsi nereid [IKb PAH, mpodeccop kabenpsl memmarpud u JASTCKOMN
pesmarosnorun ®I'AOY «Ilepsoiii MI'MY um. .M. CeuenoBa» Mun3apasa Poccuu
(CeueHoBckull YHUBEPCUTET), TJIaBHBIM BHEIUTATHBIA ClieNUAIMCT neauatp MuH3apasa
Poccun.

4. bapanoBa Ilonmna BaagumupoBHa, Hayunbli cotpyauuk LKIIT “Mertabonom™
OI'bHY «Meauko-reneTnueckuii Hay4Hbslid LIeHTp uM. akagemuka H. I1. boukoBay.

5. bymyeBa Tarbsina BuaagumupoBna, 1.M.H, ®PI'AY "Hayusbsii MegumuHcKuit
MCCIIeI0BATENbCKUM 1IeHTp 370poBbs faeTeit” M3 PD, unen Coroza nequatpoB Poccun.

6. Bamakmansze Hato /[xym0epoBHa, 1.M.H., pyKOBOAUTENb OTAeTIa OppaHHbIX O0JIe3HEH
U TpodUIaKTUKKM HHBaTUAM3UpYyonmx 3aboneBanuii HUM mnemmatpum u  oxpansl
3nopoBbsd  gereit LIKb PAH mnpodeccop xadenpsl ¢akyabTeTckod mNeauaTpuu
neauarpuieckoro gaxkynpsrera ®I'bOY BO «PHUMY um. H.M. Tluporosa» Munsapasa
Poccun.

7. JerrapeBa AHHa BuaagumupoBHa, a.M.H., mpodeccop, 3aBeAylolias OTAEIOM
nequatpun, PI'BY «HMMUIL akymepcTBa, TMHHEKOIOTHUN U ITepuHaToIornu uM. Ak. B.M.
Kynakoa», npogeccop kadeapsl HeoHartosnorun WuctutyTa 310poBbs neteit PIAOY
BO "IlepBblii MOCKOBCKHMI TrOCyAapCTBEHHBIM MEAMIMHCKHI yHuBepcureT um. V.M.
CeuenoBa" Munsapasa Poccun (CeueHOBCKUI YHUBEPCHUTET).

8. 3axapoBa Exarepuna IOpbeBHa, 1.M.H., 3aBeyOIIas JIAOOpATOPUEH HACIICICTBEHHBIX
6onesneit oomMena ®I'BHY "Menuko-reHeTHUeCKU HAy4dHbIM LIEHTP HM. aKaJeMHuKa
H.II. Boukoma", wunen Poccuiickoro oOIiecTBa MEIUIMHCKAX TIE€HETHUKOB, YICH
€BPONENCKOro o0IecTBa MO W3YyYEHHIO HACJIEACTBEHHBIX OoJie3He oOMeHa BeIlecTB

(SSIEM).
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10.

11.

12.

13.

14.

15.

16.

17.

18.

Kakaynuna  Buktopusi  CepreeBHa, Bpaud-HeBpoJior, snuientoior ['bBY3
«Mopozosckass  JII'Kb [I3M», u4neH eBpomeiickoro o0miectBa 10 HM3yYEHHUIO
HACJICJICTBEHHBIX OoJie3Hel oomeHa BemiecTB (SSIEM).

KekeeBa Tarpsina HukomnaeBHa, 3aBeqyronias MEIUKO-TEHETUYECKUM OTIEICHUEM
I'bY3 «Mopo3zosckas AI'’Kb JI3M», Bpau-reHeTuK.

KpacnomexoBa HunHa AJjiekcaHApOBHA, Bpay-nieauaTtp, Bpau-reHeTuk [BY3
«Mopozosckas JIT'’Kb JI3M».

Ky3enkoBa JIroopMuiaa MuxaiijioBHa, I.M.H., 3aBeIyIoIast OTIEIICHUEM
MICUXOHEBPOJIOTMU U TicuxocoMatuueckor narosiorud ®I'AY "HayuHblii MEIUUMHCKHI
MCCIIeI0BATENbCKUM 1IEHTP 310poBbsa aeTei" M3 PD, unen Coro3a nenuarpos Poccuu.
Kyue Cepreii UBanoBu4, 1.M.H., wi.-kopp. PAMH, nupexrop ®I'BHY "Menuxko-
T€HEeTUYECKUW Hay4yHbli LieHTp uM. akaaemuka H. I1. boukosa", IIpe3unent Acconuanuu
MEIULUHCKUX T€HETUKOB.

JloGenckass Anacracusi OpbeBHa — 3aBenyronnii OMOXMMHUYECKOW JTabopaTopHei,
Bpau-naboparopusiii reneruk CII6 T'KY3 "JlmarHocTwueckuil wmeHTp (MEIHMKO-
TEHETUYECKUN )».

MuxaiisioBa Cpersiana BurtanseBHa, 1.M.H., 3aBenytomas otraeneHuem DOIAOY
«Poccuiickas Jlerckas Knuanueckas bonsuuay PHUMY um H.M. ITuporosa.
Ha3zapenko Jlronmuna IlaBnoBHa, npodeccop, O.M.H., 3aMECTUTEIb JUPEKTOpa IO
HAY4YHOU U JeueOHON padoTe, pyKOBOAUTEh TaOOPATOPHH HACIEICTBEHHOM MaTONIOTUU
HUN wMemuumackoin reHetukn, Tomckoro HHMMI] PAH, u4men Accoumanumu
MEUIIMHCKUX TEHETHUKOB.

Hama3zoBa-bapanoBa Jleiina CeiimypoBHa, akagemuk PAH, mnpodeccop, a.M.H.,
ITpesunent Cotro3za neauarpos Poccun; mact-npesunent EPA/UNEPSA; pykoBoauTens
HUW neguarpum u oxpassl 310poBbs Aered Kb PAHM wunucrepcTBa Hayku H
BhICcIIeTO  oOpa3oBanus  Poccuiickoit ~ ®exepanum,  3aBenyromas — kadeapou
dakynpTeTcKON TeauaTpun neauarpudeckoro gakyinsreta ®T'BOY BO «PHUMY um.
H.N. ITuporosa» MunsapaBa Poccuu, IiiaBHbIM BHEIUTATHBIA NETCKUN CIELUAIMCT I10
npodmiakTuueckoil MeaunrHe Munzapasa Poccun.

Huxonaesa ExarepuHa AJIeKCAHAPOBHA, J.M.H., T[JaBHBIA HAay4YHbBId COTPYIHHK
OTJICJICHUsI HACJIEJICTBEHHBIX U BPOXACHHBIX 3a00J€BaHUIl ¢ HapylIEHUEM TICUXUKU
HayuHo-uccneqoBaTenbcKkoro KJIMHUYECKOTO MHCTUTYTa neauarpuu umenu akaia. FO.E.
Bensrumesa I'bOY BIIO PHUMY um. H.U. IluporoBa Munsapasa Poccuu otnena

KIMHAYECKON T€HETHKH Hay‘-IHO-I/ICCJ'Ie}IOBaTeJ'H)CKOFO KIIMHUYCCKOIr0  MHCTUTYTa
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nenuarpur uMenn akal. FO.E. Benprumesa ®I'AOY BO PHUMY um. H.M. TTuporosa
Munsgpasa Poccun.

19. IeyaTnukoBa Hatanbs JleonuaoBHa, pykoBoautens ['oposackoro Llentpa opdaHHBIX
U JIpyTuX penkux 3aboneBaHuil y aerei u moapoctkoB I'bBY3 «Mopososckas JII'Kb
J3M».

20. Cerum3snoBa Jlnnusi PoOepToBHa, K.M.H., Benymuid Hay4Hblii corpyanuk HUUN
neauatpuu U oxpansl 3710poBbs Aerei LIKb PAH MuHnucrepctBa Hayku M BBICILETO
obpazoBanusi Poccuiickoit denepanuu, I01eHT Kadeapbl neauaTpud €W ACTCKOMN
peBmatosioruu GI'AOY «llepsbii MI'MY um. .M. CeuenoBay Munsznpaa Poccuu
(CeueHoBCckUl YHUBEPCUTET).

21. CmupHoBa Oubra SIkoBiieBHA, Bpau-TCHETUK, CTAPIIMA HAYYHBIA COTPYIHHUK OTAEIA
CTaHJapTU3alMKd M HW3Y4YEHUs OCHOB JokazarenpHOM memuuuasl HUW neauarpun u
oxpansl 310poBbs aeteid [IKb PAH.

22. CtpokoBa Tarbsina BukropoBHa, 1.M.H., npodeccop PAH, 3aBenyromiasi oTaeneHuemM
MEIMATPUYECKON TaCTPOIHTEPOJIOTHH, TenaTosoruu u guerorepanun Knunnkn OI'BYH
"®UIL] nutaHus U OMOTEXHOJIOTHH".

23. Cyo60oTtun Imutpuii MuxaiinoBuy, Bpau-renetuk ®I'BHY "Menuko-renetnyeckuit
HayuHbld 1EeHTp uMm. akagemuka H. II. Boukoma", umen Acconuanuv MeIMIIMHCKUX
TEHETHUKOB.

24. Cymuna Mapusa @'eHHaabeBHA, 3aBeIyrollas OTAEICHHEM MEIUKO-T€HETHUECKOro
KOHCYNbTUpOBaHMs, Bpau-reHeTuk ['AY3 CsepioBckoir oOnactu  “Kinnuko-
JMUarHOCTHUECKUH eHTp “OxpaHa 370pOBbI MaTepu U peOeHKa™.

25. Tapan Hatanus HwukosiaeBHa, K.M.H., CTapIIMi HAYYHBIA COTPYTHHK OTICIICHHS
NeANAaTPUYECKON TacTPOIHTEPONIOruH, remarosnornun u auerorepanuu OI'bYH "OUI]
nuTaHus U OouorexHonoruu"", accucteHt kageapst ®PI'AOY BO PHUMY um. H.UM.

ITuporosa Munsnpasa Poccun.

ABTOpBI TOATBEPKIAIOT OTCYTCTBHE (PMHAHCOBOW MOJIEPIKKH/KOH(IMKTa HHTEPECOB, KOTOPBIN

HE00X01IMMO 00HAPOI0BATb.
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IMpunoxenue A2. MeTo0s10rusi pa3padoTKu KIMHUYECKUX PEKOMeH Al

Hacrosamue pexomeHmanuyM npeJHA3HAYEHbl JUISI NPUMEHEHHMS MEIULMHCKUMU
OpraHu3alUsIMM U YUYPEXKJIEHUSAMH (eepabHbIX, TEPPUTOPUATBHBIX M MYHHMLIHIAIBHBIX
OpPraHOB YIpPAaBICHHS 3/PaBOOXPAHEHHEM, CHCTEM O0s3aTeJbHOTO U J0OPOBOJIHHOTO
MEAMIMHCKOTO  CTPaxOBaHUs, JAPYTMMH  MEIUIMHCKUMH  OpPraHM3alMsIMM  Pa3JIMYHbIX
OpraHU3alMOHHO-TIPABOBBIX (OPM JEATENbHOCTH, HAIPABICHHON Ha OKa3aHUE MeIUIUHCKON
IIOMOUIHU.

Knuanueckne pekoMeHJaluu CO37aHbl Ha OCHOBAaHUHM CHUCTEMAaTHYECKOTO 0030pa
muteparypsl 1970-2022 rr. Medline (Pubmed version), Embase (Dialog version) u Cochrane
Library databases, ¢ ucnosibp3oBaHueM CO3JaHHBIX POTOKOJOB COBPEMEHHBIX MEXAYHApOIHBIX
KJIMHUYECKMX PEKOMEHJAIMM 10 JMarHoCTUKE, JIEYEHUIO U  BEACHUI0 OOJBHBIX C
MeTab0INYeCKIMHU OOJIE3HIMH.

HMKK orTHOcuTCs K peakuM HacleACTBEHHbIM 3a00J€BaHMsIM, 4YTO HCKJIIOYAET
BO3MOXKHOCTbh IPOBEACHUS OOJIBIIMX KOTOPTHBIX U PaHAOMH3UPOBAHHBIX KOHTPOJIHUPYEMBIX
UCCIICJOBAaHUM M JUIsl CO3JaHUSl MPOTOKOJIOB JUAarHOCTHMKM W TEpPaluu MCIOJb3YHOTCS JIMLIb
TEMAaTUYECKHE UCCIIETOBAHMSI SKCIIEPTOB, OIyOJIMKOBAHHBIC B TIOCIICIHHE ABA JCCATUIICTHUSI.

OneHka KadyecTBa JOKa3aTEJIbCTB M CHJIbI PEKOMEHJALUUN HPUMEHEHUS MEIULUHCKUX
TEXHOJOTHIl MPOBOJMIACK B COOTBETCTBUM C YHU(UUMPOBAHHOHN IIKajIOW, NMPUBEJCHHOW B
Tabaunax 1-3.

IleaeBasi ayIuTOPHSA JAHHBIX KIHHNYECKUX PEKOMEHIAIMM

Bpauu o61eit BpaueGHOMN MpaKkTUKH (CeMelHbIe Bpaun);
Bpauu-neauatpsr;

Bpauu-tepanesTs;

Bpauu-reneruku;

Bpauu-naboparopHbie reHEeTHKH;

Bpaun-kapauonoru;

Bpauu-gerckue kapauonoru;

Bpauu-aeBposoru;

© 0o N o g B~ w D PE

Bpauu-pentrenosnoru;

[EY
o

. Bpaun ¢pyHK1IMOHAIBHON TMAarHOCTUKY;

-
[N

. Bpauu-ractposnreposnoru;

=
N

. MenuuuHckue TICUXOJIOT'H,

=
w

. Crynentsl MmenuuHCcKux BY30B;

[N
N

. Obyuaromiuecs B OpuHAType U aCIUPAHTYPE.
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Tabauua 1. [llxana oneHku ypoBHEH O0CTOBEpHOCTH oKa3aTenbCcTB (Y /1) s meromnoB

JIMArHOCTUKY (JIMATHOCTUYECKUX BMEIIATEIIbCTB).

YA Pacimugposka

Cucremarnueckue 0030pbl HCCIEIOBAaHUN C KOHTPOJIEM peepeHCHBIM METOIOM MU
1 crucTeMaTHYeCKHii 0030p paHJOMU3UPOBAHHBIX KIMHUUECKUX UCCIIEIOBaHUN C

IIPUMEHCHUEM MCTa-aHaJIN3a

OTnenbHbIE UCCIIEOBAHMS C KOHTPOJIEM peepeHCHBIM METOIOM WJIH OT/EIIbHBIC

PAaHAOMHU3UPOBAHHBIC KIIMHUYCCKUC UCCIICAOBAHNA U CUCTCMATUUCCKHUC 0630pbl

: UCCIIeI0BaHUM J1F000r0 Tu3aiiHa, 3a HCKIIFOUYEHUEM PaHI0MHU3UPOBaHHbIX
KJIMHUYECKHUX MCCIIeI0OBaHUM, C IPUMEHEHUEM MeTa-aHalu3a
HccnenoBanust 6e3 nmociae0BaTeIbHOT0 KOHTPOJIS pe)epeHCHBIM METOAO0M WIIH
5 HCCIIEIOBAHMS ¢ pe(hepPEHCHBIM METO/IOM, HE SIBIISIOLIIMCS HE3aBUCHMBIM OT
UCCIIElyeMOI0 METO/1a UJIM HEPaHIOMU3UPOBAHHBIE CPAaBHUTEIbHBIE HCCIIEJOBAHNS,
B TOM YHUCJI€ KOTOPTHBIE UCCIIEIOBAHUS
4 HecpaBHuTenpHbIe HCCiIeI0BaHUS, OMCAHUE KIIMHUYECKOTO CIyYasi
5 Nmeercs nuib 000CHOBaHME MEXaHU3Ma JICHCTBUS WIIM MHEHHE 3KCIIEPTOB

Tabauua 2. [llxana orieHku ypoBHEH JOCTOBEpHOCTH JT0Ka3aTenbCcTB (Y /1) s metonoB

poUIaKTUKHY, JIeUeHUs U peadbunuTtaiuu (mpouiIakTHIECKHX, JIeYeOHbIX, peadMINTallMOHHbIX

BMEIIATEIHCTB).
YA Pacumugposka
1 CucremaTtnueckuii 0630p PKU ¢ npuMeHnennem mera-aHanusa
. Otnenbubie PKU u cucremarnyeckue 0030pbl HCCIIEA0OBaHU TH000r0 1n3aiiHa, 3a
uckmouenrnem PKU, ¢ nmpuMmeHeHneM MeTa-aHann3a
g HepannomusupoBaHHbIe CpaBHUTENbHbIE UCCIIEI0OBAaHUS, B T.4. KOTOPTHBIE
HCCIIEIOBaHUS
N HecpaBHuTenbHbIE Hccie10BaHUS, ONMCAHUE KIMHUYECKOTO CIydasi WA CEPUH
CIIy4aeB, UCCIIEIOBAHUS «CIy4Yail-KOHTPOJIbY
. Nmeetcs nunib 000CHOBaHNE MEXaHU3Ma JICHCTBUS BMEIIATENbCTBA (JIOKIHHUYECKHE
WCCIIEIOBaHMs) UM MHEHHE SKCIIEPTOB
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Tabauua 3. [llkana onenku ypoBHel yoenurensHoCTH pekomeHaanwii (YYP) mist metonos
npoUIAKTUKY, TUATHOCTUKY, JICYEHUS U peadrIuTanuu (MpouIakTHIecKuXx,

JUArHOCTUYCCKUX, JIG‘-IG6HBIX, pea6I/IJII/ITaLII/IOHHBIX BMeLHaTCJIBCTB).

YYP Pacummdposka

CunpHas pekoMeHAanus (Bce paccMaTpuBaeMble KpUTepUU 3PPEKTUBHOCTH
(MCXO/IBI) SBIISIOTCSI BAXKHBIMU, BCE UCCIICIOBAHUS UMEIOT BHICOKOE WIIH
YAOBJIETBOPUTEIHHOE METOOJIOTMUYECKOE Ka4€CTBO, X BBIBOJIBI IO MHTEPECYIOLTUM

nucxoaam SABJIIAIOTCA COFJ'IaCOBaHHBIMI/I)

YcinoBHas pekoMeHaIus (He Bce paccMaTpuBaeMble KpUTepuu 3pGEeKTUBHOCTH
(MCXObI) SABISIOTCS] BAXXHBIMH, HE BCE HCCIIEIOBAHUSI UMEIOT BHICOKOE WU
YAOBIETBOPUTEIIEHOE METOAO0JIOTHIECKOE KaUeCTBO W/MJIH UX BBIBOJIBI 1O

HHTCPCCYIOIIUM UCXOAAaM HE ABJIAKOTCSA COFHaCOBaHHLIMI/I)

Crnabas pexkomeHaamnus (OTCYyTCTBUE JOKA3aTEIIbCTB HA/JIEXKAIIETO KauecTBa (Bce
paccMaTpuBaeMble KpuTepun dPPEKTHBHOCTH (MCXO/IbI) SIBIISIOTCS HEBAKHBIMH, BCE
UCCIICIOBAaHHS UMEIOT HU3KOE METOJI0JIOTHYECKOE KAUYeCTBO M UX BBIBOJIBI 10

HHTCPCCYIOIIUM UCXOAAaM HE ABJIAKOTCA COFHaCOBaHHLIMI/I)

HOpﬂ)IOK OOHOBJIEHHS KJIHHHYECKHX peKOMeHJIaIII/[ﬁ

MexaHu3smM  OOHOBIIEHHSI ~ KIMHUYECKMX  PEKOMEHJAIMH  MpeaycMaTpuBaeT  UX
CHUCTEMAaTUYECKYIO aKTyaJu3allI0 HE PEXe, YeM OJUH pa3 B TPH rojia, a TAKKe MPH MOSBICHUU
HOBBIX JIaHHBIX C TIO3UIIMH JOKA3aTEIbHOM METUIIMHBI MO0 BOMPOCAM JIUATHOCTHKH, JICUCHUS,
OpOPUIAKTUKH W peabWInTallud KOHKPETHBIX 3a00JeBaHUM, HAIUYUU OOOCHOBAHHBIX

JIOTIOJTHEHNH/3aMeuanuil Kk paHee yTBepkJaeHHbIM KP, Ho He yame 1 paza B 6 mecsies.
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Ipunoxenue A3. CipaBouHble MAaTEPHAJIbl, BKJIKOYAsl COOTBETCTBHE
NMOKA3aHUH K NPUMEHEHHUIO U MPOTHBONOKA3aHU, CI0CO00B NPUMEHEHUSs U
103 JIEKAPCTBEHHBIX NPENapaToB, MHCTPYKUIMHU M0 PUMEHEHUI0

JIEKAapCTBEHHOT0 Mpenapara

1. O®enepanbubiii 3akoH ot 21.11.2011 N 323-®3 (pea. ot 28.12.2022) "O6 ocHoBax
OXpaHbl 37I0pOBbsl TpaxkaaH B Poccuiickoit ®denepamuu" (C M3M. W JOIM., BCTYIl. B CHIY C

11.01.2023).

2. [Tpukaz MunzapaBa Poccun ot 21.04.2022 N 274n "OG ytBepxkaenun Ilopsaka
OKa3aHUs MEIUIMHCKON IMOMOIIM MalMeHTaM C BPOXKIEHHBIMU M (WJIHM) HACJIEICTBEHHBIMU

3a0oeBaHusIMu".

3. [Tpuka3z MwunzapaBa Poccum ot 13.10.2017 N 804n (pen. ot 24.09.2020, ¢ u3m. ot

26.10.2022) "O06 yTBep)KA€HUH HOMEHKJIATypbl MEAULIMHCKUX yCIyT".

4, [Ipukaz MunzapaBa Poccuu ot 10.05.2017 N 203n "OO yTBEepX IACHUU KPUTEPHUEB

OLIEHKH KA4EeCTBA MEIUIIMHCKON IToMoIu".

5. [lpukaz MunznpaBa Poccum ot 20.12.2012 N 1183u (pen. ot 04.09.2020) "O6
yTBEpXKACHIHH HOMEHKIATYphI JTOJDKHOCTEH MEIUIIMHCKUX PAOOTHUKOB W (hapMarieBTHICCKHX

pabOTHUKOB".

6. [Ipukaz MunzapaBa Poccum ot 07.10.2015 N 700 (pea. or 09.12.2019) "O
HOMEHKJIaType CIELUUANTbHOCTEH CHEIHalUCTOB, WMEIIIUX BBbICIIEE MEAWIIMHCKOE H

dapmarneBTHyeckoe oOpa3oBaHue".

7. [Ipukaz MunzapaBa Poccum ot 28.02.2019 N 103w (pea. ot 23.06.2020) "O6
YTBEPKACHUH TOPSAKA U CPOKOB pa3pabOTKU KIMHUYECKUX PEKOMEHAAIHHA, WX TEepecMoTpa,
TUTIOBOW (POPMBI KIMHUYECKUX DPEKOMEHJAIMi U TpeOOoBaHUI K HMX CTPYKType, COCTaBy M

Hay4YHOW 00OCHOBAHHOCTH BKJIFOYAEMOW B KIIMHUYECKHE PEKOMEHAAINU HHbopMariu'.
8. Nudopmanus o nekapcTBeHHBIX cpeactBax: https://grls.rosminzdrav.ru/

9. Mexnynapoanas kimaccupukamus OoJie3HEH, TpaBM M COCTOSIHUHM, BIHSIONIMX Ha

3nopoBbe (MKB — 10).
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3a0op OuomaTepuaJia il AMATHOCTUKH B ATHAX KPOBH

IHoaroroBka K B3SITHIO KPOBH

IToaroToBka K B3ATHIO KPOBU CTaHAApPTHA: MEIULMHCKUNA MEPCOHAN JOJKEH COOI0AaTh
[IpaBUjla CTEPUIIBHOCTH, IPOTHPAsl MECTO IIPOKOJIA PACTBOPOM AHTUCENTHKA, HCIIONIb3Ys
OJTHOPA30BbIE UTJIBI-CKAPU(PHUKATOPHI U TIEPUATKH.

ITosryueHne cyxoro niTHa KpoBH

Kak mpaBumo, mis mosydeHHs Cyxux TmsTeH [61] KpoBb OepyT W3 Majiblia, TaKKe
BO3MOXKHO HCTIOJIh30BAaHUE BEHO3HON KpOBH, B3sITON u3 mpodupku ¢ IATA (B 3aBUCHUMOCTH OT
UCIIOJIb3yEMBIX HA0OOPOB).

Y HOBOPOKIACHHBIX KPOBb HA HEOHATAIbHBIN CKPUHUHT U PETECT OEpyT TOJIbKO U3 MATKU,
B UCKJTIOYUTENBHBIX CIIy4asxX — M3 Nayblia (IpU HEBO3MOXKHOCTH B3SITUSI KPOBU U3 TSATKH).

Mecto mnpokona (IATKa, TMajer) CcleayeT o0padoTaTh CTEPWIBHON —Caln(eTKoM,
cModeHHoi 70% crnupTOM, TOCIe Yero MPOMOKHYTh CYXOW CTepmibHOU canderkoit. IlepBas
Karisi, 00pa3oBaBIIasCs HA MECTE€ MPOKOJa, HE HCIOJIB3YETCS — €€ CTHPAIOT CYXHUM BaTHBIM
tamnoHoM. [locnenyromye Kamim MmooYyepeHO HaHOCIT B KPYT'M Ha BIMTHIBAIONIYI0O MEMOpaHy
TecT-Onanka. Kpyru Ha OnmaHKe JODKHBI OBITH MPOMUTAaHBl PABHOMEPHO, HACKBO3b, 0€3 OeIbIx
nsATeH Ha oOpaTHOM cTopoHe Gmanka (puc. 1I'). [lng nmomydenust ogHoro nsitHa Tpedyercst 80—
100 mxn kpoBu. [locne HaHeceHUs: KPOBH Ha TecT-OjJaHK 0Opasell BBIACPKUBAIOT JI0 MOJTHOTO
BBICBIXaHMsI B TEUEHHE HE MEHee 2-X 4acoB IPH KOMHATHOHM TeMIlepaType, He CONpPUKACAsCh C
npyrumu  Tect-Onankamu.  Ilocnme  BbICymMBaHUS — TecT-OJIaHKM — CKJIAJbIBAIOTCS B

HHIUWBHUAYAJIbHYIO YIIAKOBKY, HC COIpPHKACAsICh W HC HAKJIAAbIBAACH IMATHAMH KPOBH APYT Ha

XXX N

He asirma Afasru noorurmend rioun Mo wnefs 1esn. o ANANE Al
*  Kanau 4o/XHbl NONHOCTBLIO MPONUTAaTL KPYXKKU C 0BpaTHOM CTOPOHSI
*  HekacaiTecb 0613cTH, NPONUTAHHOW KPOBLIO
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Pucynok 1T'. Cyxue naTHa KpOBH Ha TeCT-OJIaHKE.

JUis  MOJEKYyJISIpHO-TCHETUYECKUX M OMOXMMHYECKHX WCCIICOBAaHUI HE B paMKax
HEOHATaJbHOIO0 CKPUHMHIA, TOMUMO KaleJIbHOTO HAaHECEHHS, MOKET NMPUMEHSITHCS HaHECCHHE
HEoOXoauMOro o0beMa UENbHOW KpOBM Ha TeCT-OJIaHK TOJyaBTOMAaTHYECKHM J03aTOPOM,
HanpUMep, U3 MPOOUPKH, COACpKAIICH aHATHU3UPYEMBIA OHOMaTepuar.

TpancopTupoBKa TecT-0JIaHKOB OCYILECTBIIsIETCS Mpu Temneparype He Boite 25°C [MP

CIIK].

AJITOPUTM JeHCTBUA MeIUIIUHCKOT0 NMEePCOHAJIA PH B3SITUM 00pa3L0B KPOBM:

° BBIMBITh PYKH (TUTHEHUYECKUN YPOBEHbD ), HAJETh MEPUATKH;

° BBIMBITH PYKH MalueHTa (MATKY peOeHKa, B cllydae, €ClIu KPOBb OepeTcs U3 MATKH);

° MPOTEPETh 00JACTh MPOKANBIBAHUSI CTEpUIIbHOU canderkoii, cmoueHHo 70% crnupTom,
MIPOMOKHYTh CYXOH CTepWIBHOH calpeTKol; - TIPOKOJIOTh CTEPWIBHBIM OJHOPA30BBIM
cKapuduKaTopoM;

° CHSTb IEPBYIO KAIUIKO KPOBU CTEPHIIBHBIM CYXUM TaMIIOHOM;

o MSATKO HAJaBUTh IS MOJIyYEHUs] BTOPOU KaIlJli KPOBH;

° INPWIOKUTh TMEPHEHIUKYJISIPHO TECT-OJIaHK K KaIjle KpOBH M IPONUTaTh €ro KPOBbIO
HAaCKBO3b;

o AQHAJIOTMYHBIM 00pa3oM HaHECTH Ha TecT-ONaHK 6-8 Kamenb, BUJ MSITEH KPOBHU JOJKEH

OBITH OJIMHAKOBBIM C 00EUX CTOPOH.

° BBICYIINTh TECT-OJJaHK B TOPHU30OHTAJIbHOM IIOJIO)KEHUM Ha YHUCTOM 0O0€3KUPEHHOMN
MOBEPXHOCTU HE MeHee 4 4y 0e3 NMPUMEHEHHs TeIUIoBOM o0paboTKM M MoMmajaHus MPSIMbIX
COJIHEUHBIX JIy4eH;

° yIaKoBaTh TECT-OJaHKH B YHUCTBIM KOHBEPT TakuM 00OpazoM, 4YTOOBI ISTHA KPOBHU HE

COIIpUKaCaJInCh.

Oco0enHocTH Np¥ HH(PY3NOHHON Tepanuun

HGKOTOpBIe MNanueHTbl MOTYT IIOJIy4YaTb I/IH(I)y3I/IOHHyIO TCparun, MNCPCIMBAHUC
KOMIIOHCHTOB KPOBH, YTO MOXKCT OKa3aTb BJIMAHUC HA PE3YJIbTATbl TCCTOB. HaanMep, npu
MEpCIMBaHNU IJIa3MbI KPOBU MOT'YT OBITH IMOJIYUYCHBI JIO)KHOOTPULATCIIBHBIC PE3YJIbTAaThbl, TAK KaK

onpeaciIsiICMbIC q)epMeHTI)I HaxXoJATCA B INIa3MC U B KJIICTKaX KPOBH. PeKOMeHJIyeTCSI OCYHCCTBUTH
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3a00p kpoBu st depmentHor u JIHK-mmarHoctuku He paHee, 4em dyepe3 6-7 maHEH Tmocie

NepeauBaHus IU1a3Mbl KpOBU U yepe3 7-10 nHel nocie nepennBaHns KOMIIOHEHTOB KPOBH.

He nonyckaercs 3a00p KpoBu:

° cpasy Iociie IpOoBeACHUs MAUEeHTy UH(Y3UOHHON Teparnu;
° Cpasy I10CJIe 3aMEHHOI0 NEPEJINBAHNS KPOBHU.

XpaHeHue U TPAHCIOPTHPOBKa OMoMaTepuaJia

OOpa3ubl BBICYIIEHHBIX IATEH KPOBH MOYKHO XPAaHHUTh B OOBIYHON KaMepe XOJOAMIbHUKA
npu +4°C no otnpaBku. Cpok XpaHEHHs 1O MOMEHTa OTIPaBKU HE JOJDKEH MPEBBIIATh 7 JHEH.
Temmeparypa npu TpaHCHOPTUPOBKEe Omomatepmana gomkHa ObiTh oT 0°C mo +10°C. Ecim
XpaHUTh JIOJIbIIE U TpU O0Jiee BHICOKOW TeMIIepaTtype, TO aKTHBHOCTh ()epMEHTa JaKe B HOpPME

MOKET CHHUXXATBCA, YTO IIPUBCIACT K JIOKHOIIOJIOKUTCIIbHBIM PE3YJIbTATAM.

[puioxkenue b. Alropurmsl AeHCTBUI Bpaya

[Ipu BesiBreHUn HMKK HE00X0aMMO BBI3BATH CEMBIO JIJISi KOHCYJIBTAIMU U TIPOBECTH
OCMOTp peOeHKa C LEIbI0 pPELIeHUs BOIpoca O TocnuTaau3auuu. [IoCKONbKY MOBBILICHHE
koHueHTpauun CS5OH He sBnsercs crnenuUUHBIM Ui 3TOro 3abosieBaHMs, HEOOXOIMMO
IPOBE/IEHUE JOMOJHUTEIBHBIX TECTOB M MOJTBepxkaatouield auarHoctuku (puc. 1b). IIpornos
OaronpusATHBI M BO MHOTOM 3aBHUCHT OT CPOKOB YCTAHOBJIGHUS JMarHo3a M Ha3HA4YeHUs
JICYCHMUS.

Hosopoxnennsie ¢ nogospennemM Ha HMKK nomnexar rocnuranusanuy B OTAEIEHUE
[aTOJIOTUH HOBOPOKACHHBIX MM pEaHMMAllMM WHTEHCUBHOW Tepamuu (B 3aBUCUMOCTH OT
COCTOSIHUS), TJI€ OCYIIECTBIISIETCS B3sTHE KPOBMU JJIsi INPOBEICHUS peTecTa, a Takxke cOop
o0pa3loB MOYM [UIsl aHajiu3a OPraHWYECKUX KHUCIOT Moud (00pas3ibl OTHIPABISIIOT B
pedepeHcHBI 1IeHTp). B 3aBUCHUMOCTH OT pe3ysbTaTOB OpraHMYECKUX KUCIOT MOYHU JMarHo3
HMKK MoxeT OBITh HOATBEpKJEH Ha OHMOXMMHYECKOM YPOBHE MJIM YCTAHOBIJIEH JAPYTroi
nuarHo3. llocie mosydeHus: MOJOKHUTEIbHBIX Pe3yJIbTaTOB HOBOPOXKICHHOTO HEOO0XOJIUMO
HE3aMEe/UINTEIbHO HANpaBUTh K CIEUUATUCTy (Bpady-T€HETHKY, Bpauy-leauaTpy) Ui
Ha3HA4YEHHMS NaTOTEHETUYECKON TEPANHNH, POBEACHUS ITOATBEPKIAOIIECH TUarHOCTHKH, a TAKKE
oOyueHHsT M KOHCYJbTHPOBAHHS CEMbHM M OpraHu3alMyd JajbHeimero HaOIroAeHus.
IToaTBepkaaromas JMarHOCTUKA BKIIIOYAET MOJIEKYISIPHO-TEHETUYECKOIO MCCIEN0BAaHUS T'€HOB

MCCC1 u MCCC2 u npoBoauTtcs B pe)epeHCHOM IICHTpE.
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Pucynok 1B. AnroputMm muddepeHnnarbHOl JAMarHOCTUKH HEAOCTATOYHOCTH 3-MeTHiKpoToHHI-KoA kapOokucnasel (HMKK) ¢ apyrumu

3a00JIeBaHUSMH, ACCOLIMMPOBAHHBIMU C TIOBBIIIEHHBIM YpOBHeM 3-ruapokcumnzoBanepmikapautuHa (C5SOH): HemocTaTOYHOCTH CHHTETa3bl

roJIoKapOoKcuIa3 u

HEAOCTATOYHOCTD

3-OH-3
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Ipuioxenue B. Uudopmanus 1/ nauueHTa

Yto Takoe He0CTATOYHOCTH 3-MeTHIKPOTOHMI-K0A kapookcuaassl (HMKK)?

Henocratrounocts  3-metunkpotonmi-KoA  kapOokcunazer (HMKK) —  peakoe
HACJIEJICTBEHHOE HapylleHHe OOMeHa aMMHOKHCIIOT, CBA3aHHOE C JAeeKTaMu (MyTalusiMu) B
rerax MCCC1 wim MCCC2.

['ensl mpeactaBisioT coboit mocnenosarenbHocTh JJHK 1 B HEX 3amucaHbl HHCTPYKLIUU
no «mpurotoBieHuto» OenkoB wim PHK (pubonykienHoBasi kuciota). ['€Hbl HaxomsATCs B
XpoMocomax. ¥ uenoBeka 23 mapbsl XpomocoM. OOHY M3 XpOMOCOM C COOTBETCTBYOLIUM
HAaOOPOM T'€HOB OH HAacJeIyeT OT MaTepH, BTOPYI0 — OT OTIIa.

Korma B rerax MCCC1 mmm MCCC2 mpoucxoauT MyTanus, OHH OOJIbIIE HE MOTYT
CIy’)KUTh «UHCTpyKumei» ans co3manusi ¢epmenra MKK. B nopme depment MKK wurpaer
BaXHYIO POJb B MepepadoTKe JeHIIMHA — aMHUHOKHUCIIOTBI, KOTOpas BXOAUT B COCTaB MHOTHX
oenkoB. Takum oOpazom, y maruentoB ¢ HMKK nonyuuBmmiics ¢pepMeHT (QpyHKIMOHUpPYET
HEMPABUIBHO WM € BOBCE HE mpous3BoauTcs B opranu3me. Korma manuentsl ¢ HMKK ensr
nuiy Ooratyro OelKoM, B KPOBM HAKalUIMBAETCSI MHOTO JICWIIMHA W OH MpEBpamiaercs B

OIMaCHBbIC TOKCUYHBIC BCUICCTBA, KOTOPHIC HAHOCAT BPCA OpraHU3MY.

Kak nposiBasiercs HMKK?

TspkecTh 3a007€BaHUS BapbUPYET OT O€CCUMITOMHOM (POPMBI 10 KUZHEYTPOXKAIOIIETO
cocrossHus. [lpm sTOM 3a00J€BaHMM HAKAIJIMBAIOTCS TOKCHYHBIE BEIECTBA, KOTOpPHIE
OKa3bIBalOT BO3JIECHCTBHE Ha KJIETKHM HEPBHOW CHCTEMBI, MEUYEHW M CEPAECYHON MBIIIBL. Y
peGeHka MOryT HaOMI0JaThCsl CHMOTOMBI, HAllOMHHAIOLIME OTpaBiI€HUE (MHTOKCHKALHUIO):
yacThle CpBITMBaHUS, pBOTa, OTKAa3 OT €lbl, MbIIeYHass c1aboCTh, BSJIOCTb, CYIOPOTH,
MOBBILICHHAs] COHJIIMBOCTh. Hambomnee omacHbIMU M7l KU3HU COCTOSIHUSIMH, BEIYLIUMH, IMPH
OTCYTCTBUH JICYECHHUsI, K HEOOPATUMBIM MOCJIECTBUAM BILIOTH JI0 JIETAIBHOTO UCX0/a, SBISIOTCS
«MeTabosInyeckue Kpu3bl», KOTOPBIE Pa3BUBAIOTCA OOBIYHO B BO3pacTe OT 2 MECSIIEB JI0 3-5 JeT.
B 5T nepnoipl moBbIIAETCS KOHIIEHTPAILUS OPTAaHUYECKUX KUCIOT (3-METUIKPOTOHWITIIULIMH U
3-THIPOKCUU30BAJIEpUaHOBasl KHCJIOTa) B KPOBH, aMMOHUS, U3MEHSETCS KHCIOTHO-IIEIIOYHOE
COCTOSIHME KpOBH, HapyIlIaeTcsi sHepreTudyeckuid ooMeH. Kpuspl OOBIYHO MPOBOLMPYIOTCS
TaKUMH  HEOJarompusATHBIMH  (akTOopaMu, Kak HapylIeHHe JHUeThl, IpeHeOpexeHne
Ha3HAUYEHUSIMH Bpada, BUPYCHBIC U OaKTepualibHble HH(EKIUHN, CTPECCOBBIE CUTYAIH, TPABMBI,
XUpYpPrUYeCcKHe BMEIATENbCTBA, IMOLMOHANbHbBIE U (pu3nueckue Harpysku. IIpensectHukamu

Kpusa ABJIACTCA CHHXKCHHEC OMOIMOHAJIBHOI'O TOHYCA, BAJIOCTH, COHJIMBOCTD. Z[anee pe6eH01<
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OTKa3bIBACTCS OT €IIbl, MOXKET OBITh PBOTA, BO3MOXEH IOJBEM TEMIIEpPaTypbl, OCOOCHHO IMpU
nebrore HHPEKIMOHHOTO 3a00I€BaHUs, CYOPOTH.
HeoTnoxHoe Je4eHHWE OuYeHb BaKHO, TaK Kak CYIIECTBYET BBICOKHU PHUCK

HEBPOJIOTUYCCKUX OCJIOJKHCHUH.

Kak nacaenyercs HMKK?

HMKK Hacnemyercs Mo ayTOCOMHO-PELIECCHBHOMY THIy. DTO 3HA4MT, YTO OOJIE3Hb
IPOSIBIISIETCS TOJIBKO B TOM ClIy4ae, €CiIM 00a pOJUTENS SBISIFOTCA HOCUTENIAMU OOJIE3HU U, XOTS
caMM OHHU He OOJIEIOT, NepenaroT peOeHKY JABEe KONMMM MOopakeHHbIX reHa. Hocutens Oone3nn
HacCJeAyeT TOJIBKO OJIHY “NMOBPEXICHHYIO KOMUIO: MO0 OT OTHa, b0 ot marepu. Hocurenun
He OO0JICIOT M HMKAaKUX MPU3HAKOB Oosie3HH y HUX HeT. Puck poxnenus pedenka ¢ HMKK B
ceMbe, e 0o0a poaUTeNs SBISIOTCS HOCHUTENISIMH «IIOJIOMAHHOTO» TeHa, cocTaBisier 25% Ha
Kaxayro O6epemeHHOCTh (puc. 1B). 3abosieBanue nposiBisieTcsl TOJIBKO B ClIydae HaJU4us JBYX
KOTIHMIA TOBPEXICHHOTO TeHa (TeHa ¢ MyTalueil). MalbuiKu B JeBOYKH OOJICIOT ¢ OJMHAKOBOM
YaCTOTOM.

Bbpatbs u cectpsl pedbenka ¢ HMKK moryt Taxke uMeTh 310 3a005ieBaHKE, JaXKe €CIH Yy
HUX Ha MOMEHT JMarHOCTHUKU WIEHOB CEMbM HE OBbUIO cHUMOTOMOB. B naHHOM ciyuae
HE0OXO0JUMO MPOBECTU AMATHOCTUKY, YTOOBI KaK MOKHO paHbIIIe HayaTh TE€paNHio U n30exaThb
ocnokHeHu. Takke OHM MOTYT OBITh HOCHUTENSIMM, KaK UX poauTenu. YTo kacaercst Ipyrux
YJICHOB CEMbH, TO UM BaXKHO COOOILIUTb, YTO OHU MOTYT ObITh HOCUTEISMHU. DTO 3HAYMT, UTO U Y
HUX €CThb PUCK POXJIEHUs peOeHKa C JaHHBIM 3a00JI€BaHUEM.

Bce cempn ¢ HMKK mgomkHbl  00s3aT€bHO TPOUTH  METUKO-TEHETHYECKOE
KOHCYJIbTUPOBAaHHUE U MOJYYUTh MOJIHYIO HH(OPMALIKIO OT Bpaua-reHeTUKa O pUCKE TIOBTOPHOTO
NPOSIBICHUS] JAHHOTO 3a00JieBaHMA B CeMbE, OOCYIUTh CO CIEHUATUCTOM BCE BOIPOCHI,
CBsI3aHHBIE C HacieqoBaHMeM 3aloneBaHus. B Poccunm menuko-reHeTMueckue KOHCYJIbTAlUU

paboTaroT B KaX/10M pPETHOHE.
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Pucynok 1B. Cxema HacnegoBaHUsS HEAOCTATOYHOCTU 3-MeTHIKPOTOHHI-KOA kapOokcuiiasbl
(HMKK). Ilpu Hanmuuuu ABYX KOMUH «OOJBHOTO» TeHa («r»), yHAcIeJIOBaHHBIX OT 000MX

ponutenei-nocurenei, puck poxaenus peoenka ¢ HMKK cocrasisier 25% («rr»).

Kak ycranaBiauBaercsa nuarno3 HMKK?

[lepBuyHyl0 AMAarHOCTHKY 3a0ojieBaHMsS IPOBOAUT Bpad-nieauarp. Ha ocHoBaHum
KJIMHAYECKUX CHUMIITOMOB Bpad MOXET 3alO0J03pUTh JHMAarHO3 W OTIPABUTh ITallMEHTAa Ha
nabopaTtopHoe oOcienoBanue. MerogoMm TaHaemHOW Macc-ciekrpomerpun (TMC) B kpoBu
ONPEACIAIOT YPOBEHb TaKUX COCIUHEHMH KaK KapHUTHH, allMJIKAPHUTHHBI 1 aMUHOKHCIIOTHI, C
IIOMOIIIBI0 MeToJla ra3oBoil xpomarorpaduu ¢ macc-cnekrpomerpueil (I'’X/MC) — ypoBeHb
oprannueckux kuciaot mouu. [Ipy HMKK HaGmronaercs nossilieHre B KPOBU KOHILEHTpaLUU 3-
ruapokcunzoBanepmikapautuia (C5SOH), yacto nossiens! cootHomenne CSOH/C3 u nnorna
ypOBeHb 3-MeTHIIKpOoTOHUIKapHUTHHA (C5:1). B Moue BBIABISAIOT NOBBIIEHHE KOHIIEHTpaluu 3-
METWIKPOTOHWITIMIMHA ¥ 3-TUAPOKCHUM30BAJIEPUAHOBOM  KHCHIOTHL.  Ilamuentam ¢
BBISIBICHHBIMH ~ OMOXMMHYECKUMH  HM3MEHEHUsMH, XxapakrepHbimu st HMKK,  mas
MOATBEPKJCHNS JIMAarHo3a IPOBOAAT MOJEKYISPHO-TEHETUYECKOE HCCIEN0BAHUE C ILENBIO

BoIsiBiIeHus myTanuii B reHax MCCC1 unun MCCC2.

Kaxk gdeuat manmmentoB ¢ HMKK?

OcHoBHble npuHnunoM tepanun npu HMKK sBnsercs HazHaueHue JIeKapCTBEHHBIX
IpenapaToB, COJACpXKalluX JEBOKAPHUTHH, €CIH Yy MAllMEHTOB HAOII0JaeTcss HU3KUH YpPOBEHb
CBOOOJTHOTO KapHUTHHA. JICBOKApHUTUH — 3TO 0€30MacHOE M HAaTypalbHOE BEIIECTBO, KOTOPOE
noMoraer KJeTkaM BblpabarbiBaTh dSHepruro. [lo mokasaHusiM  Takke  Ha3HAYaroOT

MPOTHUBOSMWICITUICCKUC ITpCTIapaThl.
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[Tpu HMKK nanueHTsl JOJKHBI TPUIAEPKUBATHCSA AUETHI, COCTOAIIECH W3 MPOIYKTOB C
HU3KUM COJIEp’KaHHeM JieinuHa. Bpau cocTaBUT IUIaH NMUTaHUS, COACpPXKALIMA HEOOXOoauMoe
KOJINYEeCTBO OelKa, MUTATEIbHBIX BEUIECTB W HHEPrHMU. ITOr0 IUIAaHA MHUTAHUS CIEHAyeT
IIPUIEPKUBATECA HA MNPOTSHKEHUM BCEU JKU3HU. Bpad-reHeTMKk W Bpay-gueToNor IOMOTYT
paccuuTaTh [JUETY, MPAaBUIBHO BBOAUTb IPUKOPM M HaydaT OCHOBHBIM IIpaBHJIaM
muerorepanuu. KpaiiHe BakHO cOOMIOJaTh BCE PEKOMEHIAIMHM Bpadei, 4yToObl H30eXaTh

pa3BUTHS METa0OJINYECKUX KPU3O0B.

Kak jeyar manueHTOB B IEPHOJ MeTA00JIHYECKOTr0 Kpu3a?

JloMa mpu TepBBIX TpH3HAKaX 3a0oJeBaHHS, OCOOCHHO KOrja y peOCeHKa CHIDKEH
anmeTuT (HarpuMep, MPH TPOCTYIE, TPUNIONOMAOOHBIX CHUMITOMAaX, BHUPYCHBIX WHQEKIHAX,
T00BIX 3a00JIEBaHUSX, COMPSHKEHHBIX ¢ TemmepaTypoil >37°C, TOH3UJUIUTE, TaCTPOIHTEPUTE),
ClelyeT HauaTh TEePaNuio 1o MPeIoTBPALEHUIO pa3BUTUs Kpu3a. Ecinu poautenu He yBepeHbI B
MOSIBJICHMH y peOCHKa TMEepBBIX NPU3HAKOB MpHOIMKaromerocs 3aboiieBanus (OJETHOCTB,
COHJIMBOCTB, Pa3JApakKUTELHOCTh, MOTEPs aIlleTHTa, JIUXOpaaKa, rojoBHas 00k, JIOMOTa U
oOmast Oousib, Kamienb, 00Jb B ropjie WM yIIax), TO B KaueCTBE Mepbl MPEAOCTOPOKHOCTH
peOeHKy cienyeT JaTh BBITUTH PACTBOP MOJIMMEpPA IIIFOKO3bI - MATbTOACKCTPUHA - OJUH Pas.

CaMbIMM paHHHMH TIPU3HAKAMH OOBIYHO SIBIISIOTCS HE3HAYMTEIbHBIC W3MCHCHUS B
MIOBEJICHUH, KOTOPBIE OOBIYHO JIETKO 3aMedaroT poauTein. Ecim peGeHOK OTHOCHUTENFHO 3710pOB
U y HETO HET PBOTHI, a TOJBKO CIa00CTh U HEOOMBIIIast COHIMBOCTH, MOKHO TIOUTH €ro Yepe3 poT
pacTBOPOM TMONIMMEpa TJIIOKO3bl 4YacThIMU ApoOHbIMH mopuusmu (Tabnumna 1B). Tounsrit
PEUeNnT/KOHIIEHTPAlMsl TIOJMMEepa TIIFOKO3bI, PEKOMEHJOBAaHHAs Uil KaXAOro peOeHKa
OTIIMYACTCS, HYXXKHO y3HATh Y JIEYAIlero Bpadya YTO MMEHHO TOIXOIHUT BamieMy peOeHKY.
HekoTopeiM neTsM HEe HpPaBHUTCS BKYC IMOJHMMEpa TIIOKO3bl, U OHU MPEANOYUTAIOT HAMHUTKH,
KOTOpBIE TIPOAAIOTCS B CylepMapKeTax, HO KOHIIEHTPAIIMH YTJIEBOJOB B TAaKUX HAMUTKAX HUXKE.
[TokymaeMble HAMMTKU HYXXKHO TPUMEHSATH C OCTOPOXHOCTHIO. HH3KOKaNIOpHWITHBIE HAIUTKH,
HaNUTKA 0e3 JA00aBIICHHs caxapa COJAEp)KaT OYeHb Majo WM BOBCE HE COJEpI)KAT YTIIEBOJOB,
MO3TOMY UX HE CJIEyeT UCIOJIb30BaTh.

C mosiBIeHUEM TEPBBIX MPHU3HAKOB META0OIMUYECKOTO KpH3a, HE JO0XKHIAACh MPUX0Ja
Bpadya, CleJyeT MpeKpaTuTh mnpueM Oenka (Ha 24, MakCUMyM Ha 48 4YacoB), YBEJIHYUTH 103y
nepopaibHOTO (depe3 pot) seBokapHuTHHA 10 50-100 Mr/Kr/cyTKM W B 2 pasa J03y TIIHIIHHA.
3areM B TeueHHe |—2 4acOB HY)KHO PETYJSPHO OLICHUBATHh KIMHHYECKOE COCTOSHUE PEOCHKA.
Eciu y pebeHka mMOCTOSHHasT pPBOTa M €My HE CTAaHOBHUTCS JIy4Ille, POAUTENSM CIEAyeT

HE3aMeNIUTEILHO 00paTuThesi B OONMBHUIYY g oOcienoBaHus. Bpauam ckopoi momorniu
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HEO0OXOUMO TMepeNaTh BBIMHMCKY C 3aKJIIOUYEHHEM M PEKOMEHJAlWsMU Bpada MO Tepamnuu B
nepuoJl MeTabOJIMUYECKOro Kpusa. PomuTensiM HyXHO B3ATh C COOOH B OOJBHHILY BCIO
uH(popMaIrio 00 UCIOIL30BAHHBIX PACTBOPAX M JKEIATEILHO CAMU PaCTBOPEI.

Tabauua 1B. O6beM MaTbTOACKCTPUHA IIPH PA3BUTHU META0OINYECKOTO KpH3a

(European registry and network for intoxication type metabolic diseases (E-IMD) 2014).

ManabToaeKCTPUH O6bem (MJ1) B 1eHb
Bo3spacr (J1er) Kxan/100 ma
(%) NepopajibLHO
flo 0,5 10 40 MunumanbHo 150 mu/kr
05-1 12 48 120 mur/kr
1-2 15 60 100 mur/kr
2-6 20 80 1200 - 1500 mux B cyTKH
6-10 20 80 1500 - 2000 M1 B cyTKH
Crape 10 25 100 2000 - 2500 M7 B cyTKH

Kakoii Hy’KHO IPOBOAUTH MOHMTOPHHT 15 nanueHToB ¢ HMKK?

Heo0OxoauM MyIbTHAUCHUIUTMHAPHBIA TOIX0]] K HAOIIOIEHUIO U JICYCHUIO MAIMEHTOB C
HMKK crnenuanuctamMmu pasHbix Npoduieil ¢ melblo 00ecredeHns] KOMIUIEKCHOW Tepamuu u
CBOEBpPEMEHHOHU ee Koppekiuu npu HeoOxoaumoctu. s mamuentoB ¢ HMKK HeoOxomumbl
perynspHeie oOcienoBanus. B tabnuie 2B mpuBeneH mpuMepHbBI MepedyeHb U PEryJsipHOCTD
WCCJICTIOBAaHHUM, OJIHAKO TOYHBIA TJIaH OOCIIeJJOBaHMSI COTJIACOBHIBAETCS WMHIWBUIYaTbHO CO
CBOUM JICUAIIIUM BPAYOM.

Tadauua 2B. PerynspHocTb 00Cie10BaHUi TPU HEAOCTATOYHOCTH 3-METHIKPOTOHMI-KOA

kap6okcunaszsl (HMKK).

HccaenoBanue HuTepBai

Koppeknust nuerorepanuu (IIpOBOISIT Bpadu-
PPEKIMA A p (IpOBOAAT Bp He pexe 1 p/mec Ha 1 rony xwu3Hu, ganee 1

TeHETUKH WU BPayu-IUETOJIOTH) 3 3
p/3 Mec WiIH 110 NTOKa3aHusAM 10 3 JIeT

VYabTpa3zBykoBoe uccinenaosanue (Y3HW) opranos
B cpennem, 1-2 pa3 B ron
OPIONTHOM MOJIOCTH

[TpoBenenue anexkrposnuedanorpapuu (331) B cpennem, 1-2 pa3 B rog

[IpoBeneHne OMOXUMHUYECKOTO aHATN3a KPOBH Kaxxapie 6 mecsiieB namueHTam 10 6 Jer,

001eTepaneBTUYECKOTO Kaxzable 6 - 12 Mecs1eB nauueHTaM crapuie
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6 ner. Ho B meproa nHGEKIIMOHHBIX
3a00JIeBaHUM, TIPU yTPO3E
MeTaboIMYecKOro Kpr3a - He pexe 1 pas3a B

7 - 10 mueit.

OO0muii (KIMHUYECKUIT) aHATIU3 KPOBU He pexe 1-2 pa3a B rog

HccnenoBanue ypoBHs CBOOOIHOTO KApHUTHHA
Kaxxapie 6 mecsiieB namueHTam 10 6 Jer,
Y allWJIKAPHUTUHOB B KPOBH, KOMILIEKCHOE
Kaxzapie 6 - 12 Mecs1eB naueHTaM crapuie
OTpeIeTICHUE COIePKaHUSI OPTaHUYECKUX
6 ner. Ho B meproa nHGEKITMOHHBIX
KHCJIOT B MOY€, KOMIUIEKCHOE OIpe/IeTICHUE
3a00JIeBaHUM, TIPU yTPO3E
CoJIepKaHUsl OPTaHUYECKUX KUCIOT B MOUE
MeTab0JIMYeCKOro Kpu3a - He pexe | paza B
METOJ/IOM TaHJEMHOMN MacC-CIIEKTPOMETPUH
7 - 10 mHeill yacToTa UCCIEeNOBAHUNA B
(TMC), KOMIUTEKC UCCIICIOBAHMH JIJIst
5 JTUHAMUKE 3aBHCHUT OT BO3pacTa: Yaile y
JUArHOCTHKHU OPTaHUYCCKUX alluaypPHi,
nereit 1o 1 roga (exxeMecsayHo) U aeTeit
HCCIIEIOBAaHNE aMHUHOKHUCIIOT U META0OJIMTOB B
pPaHHET0 M JIOIIKOJILHOTO BO3PacTa.
Mo4e

Kapnuonoruueckoe o0ciieioBaHue
(KOHCYJBTANMS Bpada-KapAuoiora/ Bpaya- He pexe 1-2 paza B rog

nerckoro kapauosora, KT, 9XO-KI')

Kak nanuenTsl mosay4yaror Jiedyenne B Poccniickoii ®@enepanun?

HMKK oTHOcHTCS K 4HMCIy peIKHMX HacjeICTBEHHBIX Ooje3Hell oOMeHa BeIecTB U
BXOJUT B IepeyeHb peakux (opdaHHBIX) 3a00JI€BaHUM, Je€UE€HHUE KOTOPBIX MPOBOJUTCS 33 CUET
CpeACTB pernoHanbHOro Oromxkera. Ilociie ycraHOBIIEHHS AMAarHo3a HEOOXOAMMO BKIIOYEHUE
NalUeHTa B PErMOHANBHBIN CErMEHT perucrpa Mo KU3HEYTPOXKaoIHUM PEeIKUM (OppaHHBIM)
3a00JIeBaHUAM, C IIEJIbI0 JalibHelmero odecrneyeHus HEOOXOIUMBIM JIeUeOHbIM MHUTAHUEM U
JIEKapCTBEHHBIMU IIpenapaTaMu. B pa3HBIX permoHax 3a BEJEHHE PETUCTPA OTBEYAIOT pa3HbIE
CHEIMAJIMCThI, HO Yalle BCEr0 3TO BpPayM-T€HETHKH, MOITOMY IOCJTE YCTAaHOBJIEHUS AMArHO3a

00s3aTeNbHO HY>)KHO OOPAaTUTHCS K PETHOHAILHOMY Bpauy-T€HETHKY.

Kak MoryT nomorartb poanbie u 0sn3kue?

He 3a0piBaiiTe: OoT ceMbu Takke 3aBUCUT Yycrex JiedeHus. HyxHo cobmonaTh
PEKOMEHJIAIMN, HU TP KaKUX YCIOBUSAX HE JOIMYCKATh «CPBHIBOBY» B JHETOTEpAIUH, CIECIYET

YACIATh BHUMAHUC pea61/1m/1TauHH U IIJIaHOBBIM 06CH€Z[OB3HI/I$IM. Bce unensl cemMbu JOJDKHBI

50



3HaTh, YTO PEOCHOK HYKIIA€TCs B 0COOOM MUTAHUU M OJM3KHE POACTBEHHUKH JOJDKHBI OCBOUTH
HaBbIKM pacuera auerbl. Pomurenn manmenra ¢ HMKK, a B nmanpHeiiliem u caM NanueHT,
JOJKHBI OBITh OOYYCHBI MPaBHJIaM OpPraHHW3aIlUM TEPallid B MEXIPUCTYIHBIA MEPHOA W B
MIePHOJT yTPO3bl META0OINIECKOTO KpH3a.

VY pebenka npu cebe Bceraa J0JDKHA HAXOAUTHCS MaMATKAa C YKa3aHHEM HEOTIIOXKHBIX

MEPONPUIATHH B IEPUOJ] HAUMHAIOLIETOCSI METa00JINYECKOTO KpH3a.
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IIpuno:xkenue I'1-I'N. llIkanbl oeHKH, BONPOCHUKH U APyrue OLeHOYHbIE
HHCTPYMEHTbI COCTOSIHUSA MALMEHTA, IPUBEICHHbIC B KIMHHUYECKHUX
PeKOMeHaAuuAX

IIpuniaoxenne I'l. Hlkana Anp0epTa MOTOPHOIO PA3BUTHSI MJIaJCHIIEB

Ha3Banue Ha pycckoM si3bIke: mKajia AJp0epTa MOTOPHOTO PAa3BUTHS MIIQ/ICHIICB.
Opurunanbpaoe Ha3Banue: Alberta Infant Motor Scale (AIMS).

Hcrounuk (ohuIMaabHbIi caiT pa3paboTYMKOB, MyOnuKanus ¢ Baauaaiueii): Piper MC,
Pinnell LE, Darrah J, Maguire T, Byrne PJ. Construction and validation of the Alberta Infant
Motor Scale (AIMS). Can J Public Health. 1992;83: S46-50.

Tun (MoIYepKHYTH):

- IIIKaJa OICHKH

Ha3nauenme: wMoTopHas 1mkama I MiageHueB Ajsbepra  (AIMS), mikana
HaOJIOAaTeNbHOM OLIEHKH, ObUTa paszpaboTaHa Ui M3MeEpeHUs OOIIero JBHUTaTeIbHOTO
CO3pEBaHUS Yy JACTEH OT POXKIEHUS IO CAMOCTOSTEILHON XOABOBI.

Conep:kanue (ma0JIOH): OCHOBBIBasCb Ha JuTeparype, 58 HaBBIKOB ObLIM
CT€HEPUPOBAHbl U PACIPEAEIEHBI IO YETBIPEM IMO3MLMSM: JIe)Ka Ha CIUHE, JIe)Ka Ha JKUBOTE,
cuas u crost. KaxxioMy M3 HaBBIKOB IPUCBAUBAETCS ONPEIEICHHBIN Oall.

Kaou (uHTepnperamusi): Oalibl CyMMHUPYIOTCSA, TPOBOJIUTCA 0OIIas OIEHKa

MOTOPHOTI'O pa3BUTHUA U OTKJIOHEHHE/COOTBETCTBHE HOPMAJIbHOMY PA3BUTUIO B IICPLUCHTUIIAX

IIkana Aab0epTa MOTOPHOTO PA3BUTHUS MJIAJICHLIEB

YHUCII0/MECSI/TO

Damunus, uMs JlaTa ucciieIoBaHus: / /
W nenTudukamoHHbIH

Jlata pokaeHus: / /
HOMEDP

XPpOHOJIOTHUYECKUI
Hccnenosatenb / /

BO3pACT:

. / /

Mecro nposeneHus CKoppeKTHpOBaHHBIN
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HUCCIIENOBAHUS BO3pACT:
[IpenmecTByronme [TyHKTHI,
3aCUUTaHHLIE 3aCYUTaHHLIE B bamn o mkane
MTyHKTBI «OKHE»
ITonoxenue Ha
)KUBOTE
ITomoxxeHue Ha ciuHE
ITocanka
BcraBanue
OO0t 6am: MEePIEHTUIIb:

[IpumeyaHust/peKOMEH AN

IIKAJIA OHEHKH MOTOPHOTI'O PA3ZBUTHUA Y MUIAJIEHIIEB

Ne

HCCJICI0BaAHUA

ITon0o:xkeHue Ha e ———

IMosio:xkenue Jie:ka Ha sxuBote (1)

( L B
\-. ” 3 -.A_ N
JKHUBOTE T o K
- SR i i b4 ®duszunonornyeckas ¢uekcus. [loBopaunBaeT
TOJIOBY Ul OTBEJICHUS, HOCA OT IIOBEPXHOCTH.
7 IMosio:keHue Jie:ka Ha :xxkuBOTE (2)

CUMMETPUYHO MTOTHUMAET TOJIOBY TIOJ] YTIIOM
45°. He cniocoOeH yaep>KUBaTh TOJIOBY Ha

OJIHOM JIMHUHU C TYJIOBUIICM.
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IToJi0:keHHne Ha JKMBOTE € ONIOPOI

JloxkTH HaxoadTCcd no3aau ied. bes
MTOAJICPKKH IMOJHUMAET TOJIOBY IO YTIIOM

45°.

Omnopa Ha npeanieuss (1)

[TogHuMmaeT u yJ1ep>KMBaET TOJIOBY O] YIIIOM
ooJtee 45°. JIoKkTH Ha OJIHOU JIMHUM C IUIEYaMU.

I pyAHasa KJICTKaA pasMeIacTCA 110 IICHTPY.

IloaABMKHOCTD B MOJIOKEHHH HA JKUBOTE

[TogaumaeT rosoBy nox yriiom g0 90°.

HeKOHTpOHI/IpyeMLIe IIOIIBITKHU IMEPEHOCA BECA.

Omnopa Ha npeamieubs (2)

JlokTHn HaxXoOdTcCd Mepe MmjIicuaMu. AxTuBHOE
HNOATATUBAHUC non6op0211<a C BBITATHBAHHUCM

icu.

ITo10:xkeHne HA

CIIMHE

Honoxenne aexa Ha cnuue (1)

Ouznonoruyeckas GraeKcusl.
IToBOpOT TOJIOBBI; MOJJHOCUT POT K PYKE.

BCCHOpH}IOqHBIC JABVXXCHHUA PYKaMH U HOTaMH.

Honoxenne gexa Ha cnnHe (2)

ITOBOPOT TOJIOBBI K CPETHEN JIMHUU.
HeoOs3aTenbHbli acHMMETpUYHBIN HISHHBIN

ToHnueckuii peduekc (ALLITP).
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IMoJio:keHue Jexxka Ha cninHe (3)

I'onoBa HA OJTHOM JIMHUM C TYJIOBUILIEM.
JIBUraet pykaMu, HO He CIIOCOOEH ITOIHECTH

PYKH K CpeJHeH JTUHUH.

onoxenne aexa Ha cnuue (4)

AKTHUBHOCTB Cru0areiel en ¢
noATAruBaHueM noadopoaka. [logHocut pyku

K CpEeIHEH JIMHUU.

IloaHecenne pyk K KoJIeHIM

[ToarsiruBanume mondopoaka. Jlocraer pykamu

JI0 KOJICHEH. AKTUBHOCTH OPIOIITHBIX MBIIIIII.

ITocanxka

MMocaaka ¢ nogaep:RKoM

HO}IHI/IM&CT 1 KPATKOBPEMCHHO YACPKUBACT

rOJIOBY Ha O}IHOI>'I JIMHUY C TYJIOBUIICM.

b
gyt

IMocaaka ¢ onopoii Ha pyKH

Y,[[Cp)KI/IBaCT T'OJIOBY Ha OJHOM JIUHUHU C

TYJIOBUIICM. KpaTI(OBpeMeHHO ONMrpPacTCsa Ha

PYKH.
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IloaTaAruBanue B cuasidee MOJ0KeHHE

i [ToaTsiruBaeT Moa0OPOIOK; rOJI0BA HA OJHOM

‘_..";' JIMHUHU C TYJIOBHIIEM HUJIN BIIEPEIN.

BceraBanue —_— '- Omnopa Ha HOrM ¢ moaaep:xkoii (1)

A Bo3MoxHO nonepemMeHHoe crubaHue B

LY Ta300€APEHHOM U KOJICHHOM CyCTaBax.

Onopa Ha HOTH € MOAAEPKKOI (2)

=G ['onoBa Ha oHOM TMHMM € TyJoBHILEM. benpa

HaxoJsaTcs no3aau mwied. PasHooOpasHbie

JABMXKCHUA HOI'aMU.

Onopa Ha BBITAHYTBIC

PYKHA

IlepexaTbiBanue U3
MOJIOKEHUS HA KUBOTE B
IliaBanue
MOJIOKEeHHe HA cliuHe 0e3

MOBOPOTA

Pyxu BBITSIHYTHI.
IloaTsiruBanue

moa00poIKa C TOABEMOM

HaTTCpH AKTUBHOCTH
I[BI/I)KCHI/IC HHULIUUPYCTCA

. asrubaTenei.
rosiopoid. TynoBuiie p
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IpyaHOM KiIeTKU. bokoBoi

IEpCHOC BECA.

JABMKETCA KaK OJJHO IICJI0C.

IMonbITKA TOTAHYTHCA 10
npejaMeTa u3 ynopa Ha

npeanjcubs

IlepeBopoT

IlepexaTbiBaHMe U3 MOJ0KEHUS
HA )KMBOTE B M0JI0KEHHEe HA

CIIMHE C ITIOBOPOTOM

AKTHUBHBII IIEPEHOC BEca €
OJHOU CTOPOHBI.
KonTponupyemas nomnsiTka
TOTSIHYTHCSI 10 TIpeIMETa

CBOOOJTHOM PYKOM.

IlepeBopoTsl. [IBukeHus
pyk u HoOT. bokoBast

(bnekcust TyJI0OBHIIIA.

HOBOpOT TYJIOBUIIIA

ITos0:keHNe HA

yeTBepeHbkax (1)

Iloanecenune pyk K

CTYNHSAM

HepeKaTbmaHne M3 MOJIO0KCHUA
Ha CITMHE B ITOJOKCHUEC HA

JKMBOTE €3 MOBOPOTA

A

Horwu cornyTsl, oTBe1eHBI
Y TTIOBEPHYTHI KHAPYKH.

[TosicanyHBII 10p103.

Crnoco0eH yiepKuBath
HOTH B CpPEeTHEM

ITOJIOKCHHH.

boxoBoe BBIIIPAMIICHHUEC T'OJIOBBI.

Ty.]'IOBI/IIHC JABMXKETCA KaK OJJHO
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Y 1epKUBaET NOJOKEHUE.

IIOABMIXKHOCTB B Ta30BOM

IIpucyrcrByer

OTJIEIIE.

OcJIo0¢c.

IlepexaTbiBanue u3
MOJIO’KEHUS] HA CIIUHE B
MO0JIOKEHHE HA JKUBOTE ¢

MOBOPOTOM

AKTHBHOE BBLITATHBaHUE

IMocaagka 6e3 mogaepKKu

IToBopoT TysIOBHIIA.

BBITSIFI/IBaeTCSI, OTTAJIKHNBaCh

HOIraMH.

[TpuBeneHue I10MaTOK U
pasrubanue mied. He
CHOCOOEH yepKaTh

ITOJIOKCHHUC.

ITocanka ¢ onopoii Ha pyKH

IMocagka 0e3 mogaepxkku O6e3

ONOPHI HA PYKH

IIepenoc Beca B
MOJIOKEHNH CHAA 0e3

NO/IePKKHU

BriTAruBanue rpyiHoro otuena

He MmoxeT ocTtaBaThCs OOUH B

[lepenoc Beca Bnepen,
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MO3BOHOYHUKA. J[BUXKEHUS
rOJI0BBI, HE3aBUCUMBIC OT
TYJIOBUILIA; ONTUPAETCS HA

BBITSIHYThIE PYKH.

CHUAAYECM ITOJIOKCHUU

HCOTPaHNYCHHOC BPCMHI.

Ha3aJ Wik B cTOpoHbl. He
MOJKET OCTaBaThCsI OJIUH B

CHOAYEM ITOJIOKECHUU.

ITocanka 0e3 onopsbl HA PyKH

1)

ITonbiTKA AOTAHYTBHLCH 10
npeamMera ¢ MoBopoTomM B

MMOJIOKCHHUHN CUAA

BcraBanue ¢

noaaepxkoii (3)

Pyku He npukartsl K Teiy.

CrniocobeH urparb ¢ UrPyIIKOM.

MoskeT ocTaBaThCs OOWH B

CHOAYEM ITOJIOKCHUU.

CuauT caMOCTOATEIBHO.
Tanercs k urpyuke ¢

IIOBOPOTOM TYJIOBHUIIA.

benpa naxonsarcs Ha
JIMHUU TUIed. AKTUBHBIN
KOHTPOJIb TYJIOBHILA.
PaznooOpa3zHbie

JBHUXXCHUA HOI'aMU.

IMonoxkeHne jiexxa Ha GOKY €

onopoit

PenunpoxkHoe nmojizanue

Ilepememenue u3
NOJIOKCHUS Ha
YyeTBepeHbKax B
MMOJIOKECHUE CUAA NJIHN

NOJIyCH s

VAR
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IIepememaercs B JaHHOE

Pa300111eHHOCTE HOT.
HenoasuxHocTh miied.

HOBOpOT B IIp€aciiax OCHU T€jia

PenunpokHsie ABUKEHUS PYK

" HOT' C ITIOBOPOTOM TYJIOBHIIIA.

ITOJIOKCHHUEC U U3 HETO.

Moxert IIpUHHUMATb

CHOAYCC ITOJIOKEHUC.

ITo10:xkeHne HA

Peunnpoxﬂoe MmoJI3aHUEC HA

yeTBepeHbkax (1)

IonbITKAa JOTAHYTHCS /10
npeaMera U3 ynopa Ha

BBITSHYTYI0 PYKY

YyeTBepeHbKax (2)

5]
L

Horwu oTBeieHs! 1 NOBEPHYTHI

KkHapyxHu. [losicHUYHBIN

(dbnekcuei TyJI0BHIIA.

JIOP03; MEPEHOC Beca C OHOM

CTOPOHBI Ha JPYTYI0 ¢ OOKOBOI

TsHeTcda Kk npenMery

BBITAHYTOU pyKo#. IloBopoT

TYyJIOBHIIIA.

benpa BEIpOBHEHBI 1101
Ta30M. YIIJIOLIEHUE

MOACHUYHOI'O OTACIA.

Ilepememenue u3

MoaundguuupoBanHoe

MOJOKCHHEC HA Y€TBEPECHbKAaX

Ilepememenue u3
MOJIOKeHHUSs CHIS B

MMOJIOKCHHUEC HA ’)KHUBOTEC

MOJOKCHHUA CHAA HA

YE€TBCPCHbKHA

A
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Ilepemenaercs B JaHHOE
noJjioxkeHue. BosmoxHo

IIPOABHKECHUEC BIICPCI.

[Tepemenaercs u3 Moa0KEHUS
CuaAi, I-ITOGBI JICYb HA XUBOT.
[ToarsaruBaeTcst pykamu, HOTH

HCAKTHUBHBI.

AKTHBHO IOJJHUMAECT Tas3,
SATOAUIIBI U
HEHarpy»XeHHYIO HOTY,
YTOOKI BCTaTh Ha

YETBEPEHBKHU.

CamocrosiTeJILHOE CTOSTHHE

IlepBble maru

BcraBanue u3
MO (PUIMPOBAHHOTO
MOJIOKEeHHUS HA

KOpPTO4YKax

il

B TedeHne KOpOTKOro BpeMEHH
CTOUT CaMOCTOATENBHO.
YpaBHOBEIIMBAET PEAKLIMU B

CTYIIHSX.

XOIUT CaMOCTOSITENBHO;
nepeaBuraercs OpIcTpo

MCJIKHMMHMU IIaraMu.

[Iepememaercs u3
NOJIOKEHUS Ha KOPTOUKAX
B II0JIO)KEHHE CTOS €
KOHTPOJINPYEMOU
bnexcueit u
BBINIPSIMIIEHHEM OeJiep U

KOJIEHEN.

BcraBanue u3 onopsl Ha

YE€TbIPE€ KOHCYHOCTH

CaMocTofiTeJILbHOE X0KAeHHue

CuaeHue Ha KOPTOUYKAX
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vg |

BBICTpO OTTAJIKUBACTCA

JJaJOHsAMU, 4TOOBI BCTATh.

XOJIUT CaMOCTOSTEIILHO.

COXpaHHeT IIOJIOXKCHHUC,
YpaBHOBCUINBAA pCaAKIIUU
B CTYIIHAX U ITOJIOKCHUC

TYJIOBHIIA.

IMocaaka 6e3 onmopbl HA PYKH

)

IMoaTsaarnBaercs AJs

BCTABAHUS € ONOPOIi

IMoaTsaarnBaercs AJs

BCTaBaHUA / CTOUT

[TonoxeHue HOT BapbUPYET.
MiageHer 1erKo
TepeMeniaeTcs: U3 OJHOTO

MOJIOKEHUS B JIPYTOE.

OtrankuBaercs pykamu U

BBIIIPAMITACT KOJICHH.

[ToaTsaruBaeTcs, 4TOOBI
BCTaTh; MIEPEHOCUT BEC C

OJIHOM CTOPOHBI Ha

APYTYIO

BcraBanue ¢ onopoii ¢

MOBOPOTOM

XoxkaeHue ¢ onopoii 6e3

MOBOPOTA

IHosoxeHne HA OTHOM

KOJICHE
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HOBOpOT TYJIOBUIIIA U Ta3a.

XOomuT ¢ oropoi B 00KOBOM

HampasJieHUU O€3 OBOPOTA.

MoskeT BcTaBaTh UIIH
nepeMCIIaTbCA B 1IaHHOC

ITOJIOKCHHUC.

Kontposmpyemoe onyckanue

M3 IMOJIOKEHUA CTOA

PenmunpoxHoe moJsizanue Ha

yeTBepeHbKax (2)

Xo:k1eHue ¢ onopoi ¢

MOBOPOTOM

KonTponupyemoe onmyckanue

M3 IMOJIOKCHHUS CTOA.

IInocknii MOSICHUYHBIN OTIEI.

JIBr>KETCS ¢ TOBOPOTOM

TYJIOBHIIIA.

XOoJHUT ¢ O1opoiu ¢

MIOBOPOTOM.

BeauunHbl nepueHTHICH
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