MUHWUCTEPCTBO
30PABOOXPAHEHWA
POCCUMCKOU ®EOEPALWU

Knuanueckue pekomeHpanuu

Hepuuut 3-ruapokcu-3-MeTHIANIYyTAPUI-KOA J1na3bl

KonnpoBanne no MexxyHapoJHON CTaTUCTUYECKON

Kiaccudukanuu 00ae3Hel 1 mpodeM, CBA3aHHBIX co 310poBheM:E71.1
T'ox yrBepknenus (dactora nepecmorpa):2024
Bo3pacrtnas kareropus:B3pocasie,/leTn
[Tepecmotp He no3nuee:2026
ID:790
Pa3paboTunk KIMHUYECKON PEeKOMEHAAINH

° Accounaum] MEAUIIMHCKHUX N'CHCTHUKOB

e Corw3s nequarpos Poccun

Ono6peno Hayuno-npaktuueckum CoBetom Munzapasa PO



OrjiaBjieHue

Crniucok cokparieHuit

TepMuHBI 1 OnIpeIEIEHUS

1. Kparkas nndopmarust mo 3a00JI€BaHUIO WIIM COCTOSTHUIO (TPYIIIBI 3200J€BaHUN UIIH COCTOSIHHI)
1.1 Onpenenenne 3a00aeBaHUS WIH COCTOSIHUS (TPYIIIBI 3200JI€BAHUIN WIIH COCTOSTHH )

1.2 DTuonorus u naroreHes 3a001€BaHUS WIH COCTOSHUS (TPYIIIbI 3a0071€BaHUIN WIM COCTOSIHUI)
1.3 Dnuaemuosnorus 3a001eBaHUs WM COCTOSIHUS (TPYIIbI 3200J€BaHUN UIIH COCTOSIHUI)

1.4 OcobeHHOCTH KOIWPOBAaHHS 3a00JIEBaHUS WM COCTOSHHS (TPYMIbl 3a00JIeBaHUMA WU
COCTOSIHUM) MO0 MEXIyHapOIHON CTaTUCTUYECKOW Kiaccuukamuu Oone3Her u  mpobieM,
CBS3aHHBIX CO 3I0POBbEM

1.5 Knaccudukanus 3a601eBaHUS WIH COCTOSIHUS (TPYIIBI 3a00J€BaHUM WIIM COCTOSTHHI)

1.6 Knuandeckas kapTuHa 3a00J€BaHUs WU COCTOSHUS (TPYIIBI 3a00JI€BaHUN MU COCTOSTHU )

2. [lmarHocTthka 3a00J€BaHUs WM COCTOSHUS (Tpynmbl 3a00JIEBaHUW WM COCTOSHUM)
MEIMLIHUHCKHE MMOKA3aHUsI U IPOTUBOIIOKA3aHNs K TPUMEHEHHUIO METO/IOB INATHOCTUKHU

2.1 ’KanoOsl u anHamHE3

2.2 dusukanbHOE 00CiIe0BaHNe

2.3 JlabopaTopHble TUAarHOCTUYECKUE UCCIICAOBaHUS

2.4 UHCTpyMEHTAJIbHBIE TUATHOCTUYECKHUE UCCIICTOBAHUS

2.5 VHble IUarHoCTUYECKUE UCCIIEOBAHUS

3. JledyeHue, BKIIOYAs MEIMKAMEHTO3HYIO M HEMEAMKAMEHTO3HYIO TEpAlUU, IUETOTEPAIuIo,
00e300n1BaHNe, METUIIUHCKHE TTOKAa3aHUS U MPOTUBOMNOKA3aHUs K IPUMEHEHHUIO METO/I0B JICUCHUs
4. MenunuHCKas peaOuauTanus ¥ CAaHATOPHO-KYPOPTHOE JIEUCHHE, MEIUIIMHCKUE TMOKa3aHUs U
NPOTUBOIIOKA3aHUsI K TIPUMEHEHUI0 METOJOB MEIUIMHCKOM peadwiuTanud, B TOM YHUCIE
OCHOBAHHBIX Ha UCTIOJNIb30BAaHUU MPUPOIHBIX JI€UEOHBIX (PAaKTOPOB

5. [IpodunakTuka u AUCTIaHCEPHOE HAOIIOEHUE, MEAUIIMHCKUE TTOKAa3aHUsI U MPOTUBOIIOKA3aHUS K
MPUMEHEHUIO METOIOB MPOPUITAKTUKH

6. Opranusanusi OKa3aHus MEIULUHCKON MOMOIIN

7. JononuurenbHas nHopmanus (B TOM ducie (akTopbl, BIUAIONIME HAa UCXOJ 3a00JIEBaHUS WU
COCTOSIHUSA)

Kpurepnn oLeHKM Ka4ecTBa MEAUIIMHCKON ITOMOIIHN

Cnucok nureparypsl

[Ipunoxenne Al. CocrtaB paboueil rpynmbel MO pa3pabOTKE M TMEPECMOTPY KIMHUYECKHUX
PEKOMEH 1Al

[Tpunoxxenue A2. Metononorust pa3pad0oTKy KIMHUYECKUX PEKOMEH AN

[Ipunoxenne A3. CripaBouHbIE MaTe€pUalibl, BKJIOYAsl COOTBETCTBUE IMOKa3aHUM K MPUMEHEHUIO U
MPOTUBOIMOKA3aHUM, CITOCOOOB MPUMEHEHUSI U /03 JIEKAPCTBEHHBIX MPENaparoB, HHCTPYKLIUU IO
MIPUMEHEHMIO JIEKAPCTBEHHOTO Mpernapara

[Ipunoxenue b. Anroputmel 1elicTBUI Bpada

[Tpunoxenue B. Undopmanus A nauveHTta

[Tpunoxenue I'l-I'N. IlIkanbl olieHKH, BONPOCHUKHU U JPYTUE OLEHOYHbIE MHCTPYMEHTHI COCTOSIHUS

mangueHTa, MPUBCACHHLIC B KIIMHUYCCKUX PCKOMCHIAAINAX



CHucok coKpalneHuu

3-I'MKoAJIJl — nedumut 3-ruapokcu-3-meTmirmyTapui-KoA nuassr;
3-T'MKoAJI — 3-ruapokcu-3-metwintytapui-KoA nuasa;

C50H — 3-rugpoxcun3oBaiepUIIKapHUTHH;

KoA — xosH3uM A;

KT — xomnsrorepHas Tomorpadus;

MPT — MarauTHO-pe30HaHCHas TOMOTpadus;

TMC — TanaeMHast Macc-ClIEKTPOMETPHS.



TepMuHBI U onIpeaeICHUS

MeTtaboM4eckuii KpU3 — KPUTUYECKOE, YTpOXKarollee >KU3HH COCTOSHUE, CIIPOBOLIMPOBAHHOE
HEONaronpusTHBIMM  (akTopamMH,  OOYCIABIMBAIOIIMMHU  YCHJIEHHE  IPOLIECCOB  KJIETOYHOTO
Katabomu3Ma C HAKOIJICHHEM TOKCUYHBIX MPOW3BOAHBIX M MPOSIBISIIOIIEECS OCTPO BO3HHUKIIEH

sHIIeanonarueit, MpUCTyIaMu PBOTHI, CYOPOTaMH.

HeonaTaabHblii CKPMHUHT — TPOBEICHUE MAacCOBOTO OOCIICIOBaHMS HOBOPOXKJICHHBIX JIETEH Ha
HamboJiee pacIpOCTpaHEHHBIC BPOXKJIEHHBIE W  HACIEACTBEHHBIC 3a00NeBaHUS B IEJAX

MMPpCAOTBPALICHUA PA3SBUTHS TAKCIIBIX (I)OpM 3a00JIeBaHUH H0 Pa3BUTUS KIIMHUYCCKUX CUMIITOMOB.



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



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

Hedumur  3-rugpokcu-3-metmnrnytapui-KoA mumaser  (3-I'MKoAJIZI) — mporpeccupytoiee
HaCJIEeICTBEHHOE 3a00yieBaHHEe OOMEHa BEIIECTB, B OCHOBE KOTOpPOTo JexuT aedext rena HMGCL,
koaupymomero ¢epmeHt 3-ruapokcu-3-metmirnytapuin-KoA numaser (3-I'MKoAJI) u cBg3aHHOTO C
HapylleHHeM MeTaboiau3Ma KeTOHOBBIX Ten U JjednuuHa [1] (OMIM 246450). 3aboseBaHue
XapaKTepU3yeTCcsl MPUCTYNaMHU METabO0IMYEeCKOrO KEToalua03a C HAKOIUIEHHEM MeTaboIUTOB
JeiIHa, 0OHAPYKUBAEMBIX MPHU KOJTMYECTBEHHOM M KAaUY€CTBEHHOM aHAJIM3€ OPTaHUYECKUX KHUCIIOT
MOUd  (3-TUAPOKCHU-3-METUIIITIyTapoBasi, 3-METWINIYTapoBas, 3-THAPOKCHUU30BaJepUaHoOBas, 3-
METWINTYTaKOHOBAsI, aJUIUHOBAs, CyOEpHMHOBAs, CEOAIIMHOBAs KHUCIOTHI), a TAKXKE IOBBIIICHHUEM

KOHIICHTPAIIUH AlIUJIKAPHUTUHOB B KPOBH (3-TUIPOKCUM30BAICPUITKAPHUTHH).

CuHOHUM: 3-TUAPOKCU-3-METHIIITYTapOBask alluaypusl.



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

Hedpummur  3-I'MKoAJI  (3-I'MKoAJIJI) — »3To  ayTOCOMHO-pEIIECCMBHOE  3a0o0JieBaHUE,
XapaKTEepU3yIomeecss HapylieHHneM KaraOonm3Ma JICMIIMHA ¢ = yTHIW3alud  KETOHOBBIX  TElL.
XapakTepHbie TabopaTopHbIe TaHHBIE BKIIIOYAIOT HAKOTUICHUE B TKAHAX U MOBBIIICHHYIO YKCKPEIHIO C
MOUYOM  MPOMEXKYTOUYHBIX TMPOMYKTOB  Karabojau3ma JIEMIIMHA, TaKuX Kak 3-THIPOKCH-3-
METHITITyTapoBasi, 3-METWINIYTapoBas, 3-THAPOKCHUHM30BAJCPUAHOBAS W  3-METHITyTAaKOHOBAs
KHUCJIOTHL. B ModUe Tak)ke MOBBINIACTCS KOHIICHTPAIUS TUKApOOHOBBIX KHUCIIOT, TAKUX KaK aJUITUHOBAs,

cyOepuHOBas M ceOalMHOBasi KUCIOTHI, B 0COOEHHOCTH B MEPHOA METaOOINYECKON TEeKOMIIEHCAIH
(xpuza) [2, 3].

3a0oneBanre  OOYCJIOBIEHO  HapylIeHHMeM  (QYHKIIMOHUpOBaHUS  (depMeHTa  3-THAPOKCHU-3-
metmintyTapui-KoA numassl (3-IMKoAJI), koTopblil pacnonokeH B MaTpPUKCE MUTOXOHIAPUM U B
MEPOKCHUCOMaxX B TICUCHH, TOJIOBHOM MO3Te, MBIIIIAX, JeikonuTax u pudpoodmacrax. M3ectHo, uto 3-
I'MKoAJI ¢yukuonupyet B AByx meTtabonuueckux myTsax (puc. 1). B meuenn 3-'MKoAJI BmecTe ¢
apyruM pepMeHTOoM — 3-TUApOKCcH-3-MeTHITTyTapuia-KoA-cuHTa30i — ydacTByeT B 00pa3oBaHUU
KETOHOBBIX TeN W3 JKUPHbIX KuciaoT [4]. KeroHnoBblie Tena, Takue Kak areroarnerar u Oera-
TUAPOKCUOYTUPAT, SBISIOTCS BAXKHBIMH HCTOYHUKAMU SHEPTUU JUIsl BHEMCUCHOYHBIX OPraHoB, B
YaCTHOCTH JIJIsI TOJIOBHOTO MO3Ta B MEPUOJIbI HEOCTATOYHOTO YHEprocHadkeHus. B npyrux TkaHsax 3-
I'MKoAJI katanu3upyeT NOCJIECAHIOI pEaklMi B KaTaOojlu3Me JeHIMHa — paclierieHue 3-
ruipokcu-3-metwirnytapmi-KoA Ha aneroaunerar u anetwi-KoA [1, 4]. Takum oOpa3om, mo
nmarorene3y 3-I'MKoAJIJ[ MoxxHO OTHecTH cpa3y K JByM TpynmaM Oojie3Held OOMEHa BeIISCTB:

HACJICACTBCHHBIC HAPYIICHUS KETOTCHE3a 1 OPraHUYCCKUC alUAYPHUH.
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Pucynok 1. buoxumuueckue myTu ¢ yuyactuem gepmeHTa 3-rufpokcu-3-metunntyTapui-KoA nuaszel

(3-T'MKoAJI) B MeTabonu3Me JISUITMHA U KETOHOBBIX TEJ.

3a0osieBaHrEe BO3HUKAET B PE3YJIbTATe TOMO3UTOTHBIX U KOMIIAYHJ-T€TEPO3UTOTHBIX MYyTallMi TeHa
HMGCL, xaptupoBaHHOM Ha uHHOM 1uiede 1 xpomocombl (1g36.11) [5]. ComnacHo JaHHBIM
ClinVar, Ha CceroAHsIIHUA JE€Hb H3BECTHO IO MEHbLIEH Mepe O 79 MaToreHHbIX M BEPOATHO
MaTOreHHbIX BapuaHnTax reHa HMGCL, npuBogsuux K Hapymenuto Gyakuuu dpepmenta 3-I'MKoAJl:
HOHCeHC-BapuaHThl (20/79; 25,3%), BapwanThl co cABUTOM paMku cuuthiBanus (20/79; 25,3%),
BapUaHThI, 3aTparuBaroiiue cantel crutaiicunra (12/79; 15,2%), u muccenc-apuantsl (6/79; 7,6%).
N3BecTHO, YTO BCE OMHUCAHHBIE MUCCEHC-3aMEHBI BBI3BIBAIOT MOTEPI0 aKTUBHOCTU (epMeHTa Ooee
yeM Ha 95% [6].

Bricokas 3aboneBaeMocth 3-IMKoAJIJ[ ormeuwaercs B CaynoBckoid ApaBuu, rae HauOolee
pacrpoCcTpaHeHHBIM BapUaHTOM sIBIIsIeTCsl BapuaHT ¢.122G>A, (p.Arg41Gln) [7]. 3-I'MKoAJIJl Taxxe
BXOJUT B YHCIO CaMbIX DPACTPOCTPAHEHHBIX OPTaHUYECKUX aIUAYpPHUH, BBISBISEMBIX y HACEJICHUS
bpaswiuu u Ilopryranum [8, 9]. Jlpyrumu pacnpoCTpaHEHHBIMH BapUaHTAMU B MHUPE SIBISIOTCS
HoHceHc-3aMeHa ¢.109G>T (p.Glu37Ter, p.E37X), BnepBbie onucannas B Ilopryranuu, u nenenus
c.504 505delCT (p.S169LfsX8) [10, 11]. CornacHo nutepaTypHbIM JaHHBIM, BapuaHThl C.122G>A u
c.109G>A otBerctBeHHbl 3a 87% u 94% cnyuyaeB 3- MKoAJIJl, cOOTBETCTBEHHO, B TaKMX CTpaHax
kak CaynoBckasi Apasus, [lopryranusa m Mcnaums [12]. KonudectBo mrofel ¢ MOATBEPKIACHHBIMU

BapuaHntamu B rene HMGCL ouenuBaercs npuMmepHo B 200 uyenoBek Bo BceM mupe [ 13].
B nacrosiee Bpems reHo-peHorunuueckast koppessiius 3-I' MKoAJI] ve ycranosiena [14].

[Matoduznonorust 3aboneBanuss uzydeHa nuiib vactudHo. [lammentsr ¢ 3-I'MKoAJIJ] crpanatot,
OJTHOM CTOPOHBI, HETOCTATKOM KETOHOBBIX T€Jl, KAK AJIETEPHATUBHOIO UCTOYHUKA YHEPTUM, a C IPYTOn
CTOPOHBI, HAKOTUICHUEM TOKCHYECKHUX METa0OJIMTOB KaTaboiu3ma JielIimHa — 3-THIPOKCH-3-
METWIITyTapOBOM, 3-METWINIYTAPOBOM, 3-THAPOKCHM30BAJIEPUAHOBOM M 3-METWINITYTAKOHOBOM
KHCIIOT. Bce 3TH coennHenns MpoBOLMUPYIOT MPUCTYTIBI METa0OINYECKOTO KETOAIM03a U BHI3BIBAIOT
TOKCHUUYECKOE BO3JICCTBUE HA TKaHU. BhIBeieHNE 3TUX METa0OJIUTOB OCYLIECTBISAETCS C MOUYOM B BUJE
KOHBIOTATOB C KapHUTHHOM, 4TO OOYCIABIMBAET BTOPUYHBIM AeUUUT KapHUTHUHA [15], KOTOpBIH
MOXXET MPHUBECTH K THIONIMKEMHUH, T€NaroOMErajivuy, KapAHOMHOIATUHA WU TrurepaMMmonuemuun [16].
Beenenne L-xapautmaa manuentam ¢ 3-IMKoAJIJl moxeT mpemoTBpaiiaTh BTOPUYHBIA AeOUIAT
KapHuTHHA [17], a TakKe CHMXKATh ypOBEHb OKHCIHTENbHOro mnospexaeHus [HK w nununos,
BBI3BAHHBIX HAKOIUJIEHUEM 3-TUIPOKCHU-3-METWINIYTAPOBOM H 3-METHWINIYTapoBOM KuCiOT [18].
lTonoganme, wHpeKIMH, a TakkKe HWMMYHHU3AIUS CTUMYJIUPYIOT TPOIECCHl  KaTaboiln3Ma,
COIIPOBOXK/IASICH YBEJIMYEHHEM KOHIEHTPALMU CBOOOMHBIX AMUHOKHUCIIOT, B TOM YHCIE JIEHIUHA, U

yCyTyOJIsisi BCIO LIETIh MPOIIECCOB MOJICKYJISIPHOTO MaTOreHe3a.



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

Pacnpoctpanennocts 3-I'MKoAJIJ[ BapuabenbHa B 3aBUCUMOCTH OT (DAKTOPOB STHUYECKOU
MPUHAISKHOCTH H Teorpaduyeckoro mojokeHus. Tak, 3-I'MKoAJIJl BXomuT B YHCIO CaMbIxX
pacpoCTpaHEHHBIX OPraHUYECKHX aluIypuil, BBIABIAEMBbIX Yy HaceineHus CaynoBckod ApaBuu,
bpazunuu u Ilopryranuu [7-9]. Ilo ornenkam cucremarudeckoro oo3zopa 211 ciayuae 3-'MKoAJI/] B
2017 romy, cMepTHOCTH BcieaAcTBUE 3aboneBanus cocraBiasier 16% [19]. Yactora 3-I'MKoAJI]
cocranisiet B cpennem 1:1,000,000 xuBbix HOBOpokIeHHBIX [20]. B Poccuiickoit @eaepanun 4acToTa

3a00JIeBaHus HE onpcaciacHa.



1.4 Oco0eHHOCTH KOAUPOBAHHUSI 3200/ 1€ BAHUSA UJIH
COCTOSIHUA (IPYNIIBI 3200J1€BaHUI1 HIH COCTOSIHHIA) 110
MexayHapOAHOH CTATHCTHYECKON KJIaCCH(PUKAIMU
0oJ1e3Hed U NPo0JIeM, CBA3AHHBIX CO 310POBbEM

Cornacio MKbB-10, 3-TMKoAJIJl otHocutcst k kinaccy IV — bBone3HsiM 3HAOKPUHHON CHUCTEMBI,

paccTpONCTBY MUTAHUS U HAPYIICHUIO OOMEHA BEIIECTB.

MKB-10: E71.1 — [Ipyrue Buabl HapylieHuss 0OMEHa aMUHOKHCIIOT C Pa3BETBICHHOM IIETIBIO.
MKB-11: 5C52.02 — Hapyuenust metaboamu3Ma KETOHOBBIX TEIl.

OMIM: 246450

ORPHA code: 20



1.5 Knaccudukanust 3a001eBaHus MM COCTOSTHHSA
(rpynnsl 32001€eBAHAMA UJIA COCTOSTHU)

Knaccuduxanust orcyTCTBYET.



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

CormnacHo cucremarnueckoMmy uccienoanuo 2020 roga, B 42,4% ciydaeB NEPBBIE CHUMIITOMBI
MPOSIBIISTIOTCS yoke B HeoHatambHOM miepuoze [13]. B 80% ciyuaeB 3-I'MKoAJIJl manudectupyer B
TEUYEeHHE TIEPBOTO roja *u3Hu [13], HO U3BECTHHI CiTy4yau Ae0roTa 3a00JIeBaHMs BO B3POCIOM BO3pacTe
[21-23]. Haubonee no3nnsas mManudecranus ObUla 3apeTUCTPUPOBAHA y MallMeHTa B Bo3pacTe 54 Jer
[23].

Knuandeckuit ¢deHoTun rereporeHeH. Y OOJBIIMHCTBA TNALMEHTOB 3a00JIeBaHUE MPOSBIISIETCS
AMU30aMH  METAa0O0JIMYECKOTO alua03a (BbI3BAHHOTO MEpPHOAAMH TOJOJaHUs, WHQEKIUSIMU WIH
Ype3MEPHBIMUA (DU3UUECKUMH HArpy3Kamu), HEKETOTHUECKOW/ THMOKETOTHYECKOW THIOTITUKEMUCH,
[IMaHO30M, PBOTOH, cydgoporamu, runotonueil m ineraprueid [20, 24]. Ilo cBouM mnposiBIeHHEM
3a00JI€BaHNUE CXOXKE C CHHIpOMOM Peile, Tak Kak MpoTeKaeT B BUJEC HApYIICHUN (YyHKIIMHU MEYCHU C
runiornmukemueit [5, 17, 25-27]. V namuentoB ¢ 3-I'MKoAJIJ] Takxke OTMEUarOTCS renaToMeraius,
TUMIEpaMMOHUEMHUSI, JKApOBas OOJE€3Hb TE€YEHW U TOBBIIICHWE AKTUBHOCTH CBHIBOPOTOYHBIX
TpaHcamMuHa3  (acmapraramuHOTpaHcdepasa, anaHuHamuHOTpaHchepaza) [5].  IloBwimeHue
MEYCHOYHBIX ()EPMEHTOB 3aUaCTyI0 HE3HAYUTEIBHOE, OIHAKO Y HECKOJIBKUX MallMEHTOB COOOLIAI0Ch O
MOBBIINICHUA WX KoHIeHTpammu a0 1400 Ex/m [5, 19, 28]. U3BecTHBI ciiydan OCTpOTO U
peUUIMBUPYIOIIETO naHkpearuta [28, 29].

VY namuenToB ¢ 3-I'MKoAJIJl naGntonaercs psig MporpecCUpyrommnx HEBPOJOTUYECKUX OCIOKHEHUH,
B TOM YHCIIe TUIOTOHHUA, 3aJepKKa peud, 3aJep’KKa Pa3BUTHs, HECIOCOOHOCTh K OOYyYECHHIO,
SIMJIENITUYECKUE CYyAOPOTrH, CHAaCTUYHOCTh U 3Huedanonarus [17, 19]. [lo pesyasratam MarHUTHO-
pe3oHancHo# ToMorpaduu (MPT) BeisIBIISIIOT Hecnienupuueckue N3MEHEHHs] IEPUBEHTPUKYIISIPHOTO U
TyOO0KOTO O€JI0T0 BelIeCcTBa, IIepeOpalibHyI0 aTpoduro, JEMUSTUHUA3AINI0, HIIEMHIO TOJJOBHOTO MO3Ta
[17, 30], a Takxke XpOHUYECKHE CyOypaabHbIe TEMAaTOMBI, CyOIypaIbHbIE TUTPOMBI U IBYCTOPOHHIOIO
3aTbUIOUHYyI0 nopaHuedanuio [13]. M3BecTHBI cilydan MOpPaK€HUsT KOPKOBO-CIIMHHOMO3TOBBIX IyTeW
[31] u aBycTOpOHHErO MopaxeHus Oa3adbHBIX TaHTMEB [32]. YV omHoro marueHTa Oblja ONMUCaHA
Makporledanus ¢ pacpoCTPaHCHHBIM W3MEHEHHEM OENIOT0 BEIIeCTBA B BUAC TMIIOJACHCUBHOCTH TPU
xoMrbtoTepHoii ToMorpaguu (KT), «KykojibHOE JHMIIO», BBINyKJIas JOOHas 4acThb M BJABJICHHAas

nepenocuna [33].

Co cTOpOHBI CEpAEUHO-COCYIUCTON CHUCTEMBl OTMEUAIOT CIydan JUIATallMOHHON KapIMOMHUONATHHU C
aputmuei y Tpex namuueHToB ¢ 3-I'MKoAJIJ] ¢ neTanbHbIM UCX0A0M B JBYyX ciydasx [34, 35]. beuio
MPEATNONOKEHO, YTO KapJAUOMHUONATHS SIBISETCS PE3YJBTaTOM HApYILICHHsS KETOr€HEe3a, HAKOIUIEHUS
BHYTPHUKJIETOYHBIX JKUPHBIX KUCJIOT M BTOPUYHOTO Aeduunta KapHuTHHA [35]. YV omHOro manueHra

ObLIO IMAarHOCTUPOBAHO MOPAKEHHUE JIEBOTO *Kelyaouka [35].

OcHoBHBIE KIWHUYeCKHEe U Ouoxumuueckue mnpuszHaku ¢ 3-IMKoAJIJl mo maHHBIM JUTEpaTypbl

MIpUBEACHBI B Tabnuie 1.

Tabamua 1. OcHOBHbIE KIMHMYECKHME U JlabopaTopHble JAaHHbIe Jeduuura 3-ruapokcu-3-
Metuantytapmi-KoA numassr (3-I'MKoAJI).



KnuHunuyeckme nposiBIGHUA MNpU  OCTPbIX pBOTa, Anapes, FMNOTOHUS, FMNOTEPMUS, arnHod, OuyeHb
anusopax KOMa yacrto
JlabopaTtopHble AaHHble mMeTabonnueckui aumapos, rMNornnKemMus, Bcerga
rTMNoOKeToHeEMUSA
rmnepamMmMoHnemMmns YacTo
T neyeHo4Hble TpaHCaMMHas3bl Yacto
1 6unnMpy6bmH 1 1 NPOTPOMBUHOBOE BpeMS NHoraa
JlabopaTtopHbie AaHHbIE: opraHuyeckue 1 3-rMApoKCU-3-MeTUNrnyTapoBas KucnoTta Bcerna
KMUCJOTbI
1 3-MeTunrnyTapoBasi KNcnoTa Bcerna
1 3-rmapoKcMmn3oBanepnaHoBas KucnoTta Bcerna
1 3-MeTUNrnyTakoHoBas KMCIoTa Bcerga
1 cybepuHoBasi kucnoTa Yacto
1 cebaumHoBasa KmMcnoTa Yacto
1 aAMnuMHoBas KMcnoTa Yacto
Mopa>xeHHble opraHbl: MO3r MakKpo- nnu Mmkpouedanus Penko
nopaxeHue 6enoro BeLecTsa Yacto
anunaencus Penko
Mopa>xeHHble opraHbi: nop)xenynodHas OCTpbIli peuMaAnNBUPYOLWNIA NaHKpeaTUT Penko
)enesa

Mopa)keHHble opraHbl: NeYeHb

renatomMeranunsa

OyeHb YyacTo

Mopa)xeHHble opraHbl: cepaue

AnnataunoHHaa KapamomumonaTtua C apVITMVIeIZ

MHorpa

1 = MOBBIIICHUE KOHIICHTPAIINK/ YBETUYCHHE.




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

Obpawaem @HuMAaHUe, YMO, CO2NACHO MPedOBAHUAM K pa3padomKe KIUHUYECKUX DeKOMeHOayul, K
Kaxcoomy me3ucy-pekoMeHOayuu HeooXooumMo yKa3vleams CULYy PeKOMeHOayull u 00Ka3amenbHyo 6asy
8 COOMBEMCmeuU CO WKANamu OYEeHKU YpOo8Ha docmosepHocmu odokazamenvcms (Y/[]) u ypoemus
ybeoumenvrocmu pekomernoayuti (YYP). /lna muoeux mesucos YVP u V[ byoem nuszxum no npuuune
OMCymcmeus. NOCGAUWEHHbIX UM KAUHUYECKUX UCCIe008aHUll 8blcoKk020 ouzatina. Hessupas na smo,
OHU ABTISAIOMCSL HEOOXOOUMBIMU IIeMEeHMamu 00C1e008aHUsl NAyueHma 0as YCMaHo81eHUus OuazHo3a U

8b100pa MAKMUKU JIeUEHUSL.
KpuTtepun yctaHoB/IeHUs AUATHO32 H COCTOSTHMS.

Juarno3 3-I'MKoAJIJl ycTtaHaBiuBaeTCs Ha OCHOBaHWU COBOKYITHOCTHM aHAMHECTUYECKHX JIAHHBIX,
KJIMHUYECKUX  JIaHHBIX, PE3YJIbTaTOB  JITA0OpAaTOpPHOro  HUcciefAoBaHUsl  (OMOXMMHYECKOTO U
MOJIEKYJISIPHO-T€HETUYECKOro aHanu3a). OnpeneneHue MOBBIIIEHHOW KOHIEHTPALMH 3-TUAPOKCHU-3-
METWITIIYTapOBOM,  3-METWIIIYTapoBOM, 3-METWINTYTAaKOHOBOW, 3-THJIPOKCHU30BAJICPUAHOBOM,
aJNTMMHOBON, CyOepUHOBOM M Ce0AIMHOBON KHUCIOT MPH KOJUYECTBEHHOM U Ka4ECTBEHHOM aHAJU3e
OpPraHUYECKUX KHUCJIOT MOYM; TIOBBIIICHUE KOHIEHTPALMK AalWJIKAPHUTUHOB KpOBH — 3-

ruapokcunzoBangepusikapuutuHa (CSOH) — no3BossiioT yCTaHOBUTH KIMHUYECKUN JTUATHO3.

BrisiBiienue OuaiienbHbIX MaToreHHblx BapuanToB reHa HMGCL no pesynsratam JIHK-nuarnoctuku

IMO3BOJIACT MOATBCPANTL ANATHO3 HA MOJICKYJIIAPHO-IT'CHCTHYCCKOM YPOBHC.

Judbdepennuanpbaas IUarHOCTHKA IMPOBOAMTCS CO BCEMH 3a00JICBAaHUSMH, COIPOBOKIAIOIIIMMHUCS
Petie-io0OHBIM CHHAPOMOM, BKJIFOUAs HAPYIIEHWS MHUTOXOHIPHAIBHOTO P-OKHCICHUS, CUCTEMHYIO
HEJIOCTaTOYHOCTh KapHUTHUHA, TJIYTApOBYIO aIlUAypUIO THUM 2, APYrue OpPraHUYECKHE aluaypuu
(M30BajJIEpUAHOBYIO ALUAYPHUIO, 3-TUAPOKCU-3-METWINIYTAPOBYIO AlUAYPUIO U JIPYyTHE), a TaKkKe
MIOCJICJICTBUS TIEPUHATATILHOTO TIOPAKCHHUSI HEPBHOW CHUCTEMBI, CIIACTUKO-TUIIEPKUHETHYECKas (opma
JIETCKOTO 11epeOpaIbHOTO Mapainya, BpOXKJICHHBIE TTIOPOKH PA3BUTHS TOJIOBHOTO MO3ra U TOCIIEACTBUS

BHYTPUYTPOOHON MH(DEKINH.



2.1 /Kaa100bI 1 aHAMHE3

[Ipu cOope anamne3a u kajgo0 HEOOXOAUMO OOpaTUTh BHUMAHHE HA CJEIYIOIIHE >KajJoObl U

AHAMHECTUYECKUE COOBITHS:

* OMALOUJEHHBIU CeMEUHbIl AHAMHe3 (CXOOHble CUMNMOMbL Y POOHBIX Opamves u cecmep npooaroa,

OIUBKOPOOCMBEHHBIU OPAK),;
o Mmanugpecmayus 3abonesanus 0o 1 2ooa;,
o Hapyulenus 6CKAPMAUBAHUS, OMKA3 OM eObl;
o BANOCMDb, C1AOOCMb, DLICMPAsL YIMOMASLEMOCHIb;
e Ouapes;
o yecHemeHUue CO3HAHUs OM COHIUBOCIU OO0 KOMbI,
e cyoopoeu,
o MblUUEUHAsl S2UNOMOHUS («CUHOPOM 871020 PeDEHKAY),
* KApOUOMUONAMuU U HapyueHUus pumma cepoya,
* U3MEHEHUsI NOBEOEHUs.

2KanoOnl 1 aHaMHE3 TaKKe ONKMCAHLI B pasacie «Knuanueckas KapTHHa».



2.2 Ou3uKaJbHOE 00CTeI0BAHUE

HpI/I OCMOTpEC HCO6XOIII/IMO O6paTI/ITI> BHUMAHHUC Ha OCHOBHBLIC KIMHHUYCCKHUC IIPOABICHHA 3-
TMKoAJIJI:

o yeenuyeHue neveHu;

* 3A0epPAHCKA NCUXOMOMOPHO20 PA3BUNUSL,

o MblULEYHAsI 2UNOMOHUSL,

e cnacmuyeckuli 2eMunapes uiu mempanieusi;
* MAaKpo- uiu Mukpoyegpanus;

o HapyuieHue noXo0KU (MO3HCEUKO8Asl AMAKCUsL),

* YUAHO3.



2.3 J1abopaTopHbIe JMATHOCTHYECKHE MCCIeI0BAHUS

OcHosuble  1abopamopmuvie  Memoovl  noomeepoicoenuss  ouacnoza 3-I'MKoAJll  exnrouarom
KOMUYEeCMBEHHbIL U KAYECMBEHHbIll  AHANU3  OpP2AHUYeCcKUX  KUCIOm  MO4YlU,  onpeoeleHue
AYUIKAPHUMUHOB KPOBU U MONeKYIApHO-ceHemudeckue uccieoosanus cena HMGCL. Jlaunwvie

uccne008aHus I’lpOGOd}ch}Z 6 CneyualIusUpoOBaARHbIX CEHENMUYECKUX Jza60pam0pu;zx.

e PexomMeHI0BaHO: ONPECICHUE AMUHOKHUCIOT U AllMJIKADHUTHUHOB B CYXOM MSITHE KPOBU METOJIOM
TaHJAEMHOU MacC-CIIEKTPOMETPHUHU (KOMIUIEKCHOE ONpeeeHUe KOHIIEHTPAIlMd Ha aMUHOKHUCIIOTHI U
AlMJIKApPHUTUHBlL B KPOBU METOJIOM TaHJIEMHOW MACC-CIEKTPOMETPUHU) BCEM MAIlUEHTaM C
KIMHUYECKUMU NOpu3Hakamu, xapaktepHbiMu 1 3-IMKoAJI[, ¢ uenbi0 MOOATBEPKACHUA
JMarHo3a OWOXMMHYECKHMMHU MeTomamMu #  auddepeHnaibHO  TUAarHOCTUKH C  JIPYTHMH

HACJIEZICTBEHHBIMH HapylIeHUsIMH oOMeHa BerecTs [17].
YpoBeHb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb JOCTOBEPHOCTH 10KA3aTeJbCTB — 4)

Kommenmapuu: xonyenmpayuu C50OH  mooxcem Ovimv 6 npedenax Hopmbsl. Aneopumm
oughgpepenyuanvroi ouaenocmurxu 3-I'MKoAJl]] ¢ opysumu 3abonesanusmu, accoyuupo8anHblMu C

nogviuieHHvim yposuem CSOH, npuseden 6 npunoscernuu b.

e PexoMeHI0BaHO: Olpesie/ieHNe KOHLIEHTPALUU OPraHMYECKUX KHUCIOT B MOYE METOJOM Tra30BOM
xpomarorpaduu ¢ Macc-CleKTpoMeTpHueil (KOMILIEKCHOE OTpeesIeHne COJAEPKaHUs OpPraHuYeCKUX
KHCJIOT B MOY€E) BCEM IMAIIMEHTAM C KJIMHUYECKUMU MpU3HaAKaMHu, XapakrepHbiMu 115 3-I'MKoAJI/L,
C 1eJbI0 TOATBEPXKIEHUS JuarHo3a OHOXMMHUYECKHMH MeTofamMu M auddepeHnaibHoil

JUArHOCTUKU C IPYTMMU HACJIEe/ICTBEHHBIMU HapylIeHUsIMU oOMeHa Bemects [17].
YpoBennb yoenureabHocTH pekoMmeHaanuil C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 4)

Kommenmapuu: xapaxmepnvim ona  3-1 MKoAJI]] saensemcsa noeviuieHue KOHYeHmMpayuu 3-
2UOPOKCU-3-MeMUn2ymaposol, 3-Memunenymaposoi, 3-MemuneymakoHo8ol, 3-

2UOPOKCUUZ0BATIEPUAHOBOU, AOUNUHOBOU, CYOEPUHOBOLL U CeOAYUHOBOU KUCTOM 8 MOYe.

o PexoMeHI0BaHO: Ompe/eeHEe BAPUAHTOB I€HOB B 00pa3ile OMOJOTUYECKOro Marepuaia APyrom
WIM HEYTOYHEHHOM, HeKJIacCU(PHUIMpPOBaHHBIE B JApyrHMX pyOpUKax METOIOM TapreTHOTrO
BBICOKOTIPOU3BOAUTENIbHOTO  cekBeHUpoBaHusa  (03.599.18.998.041) (mouck  OuMaIETBbHBIX
MaTOTeHHBIX BapuaHTOB B reHe HMGCL) BceM manueHTaM ¢ OMOXMMHUYECKUMHU H3MEHEHUSIMH,
xapaktepHbiMu 11 3-TMKoAJL, ¢ uenpi0 NOATBEPKICHHUS JUarHo3a Ha MOJIEKYJISPHO-

T€HETUYECKOM ypoBHE [17].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH J10KA3aTeJbCTB — 4)

Kommenmapuu: mecm wneobxooum 011 eepugurayuu OuacHo3a HA MOJLEKYIAPHO-2eHeMmu4ecKom
yposne. Coenacno oanmvim ClinVar, Ha ce200HAWHUL OeHb U38eCMHO NO Menbuiel mepe o 79
Namo2eHHvlX U 6eposimHo namozeHuvix eapuanmax cema HMGCL, npusodswux K HapyuweHuro
@yuxyuu pepmenma 3-I MKoAJI: noncenc-eapuanmer (20/79; 25,3%), eapuanmsi co cosucom pamxu

cuumuieanus (20/79; 25,3%), eapuanmei, 3ampacusarowjue caiimvl cniavcunea (12/79; 15,2%), u



muccenc-eapuaumol  (6/79; 7,6%). PacnpocmpanenHbiMu namoeeHHbIMU S8APUAHMAMU  S8IAI0MCSL
c.122G>A, (p.Arg41Glin), c.109G>T (p.Glu37Ter, p.E37X) u c.504 505delCT (p.S169LfsX8) [7, 10,
11].

B nacmoswee 8pems eeno-gpenomunuyeckas xoppenayus 3-1 MKoAJI/] ne ycmanosnena [14].

e PexomengoBaHo: oO0mMil (KIMHUYECKUN) aHAIW3 KPOBU Pa3BEPHYTHIM BCEM MaIlMEHTaAM C
KIIMHUYECKUMHU Tpu3Hakamu, xapaktepHbiMu s 3-I'MKoAJIJl, ¢ 1enbpio CBOEBPEMEHHOTO

BBISIBJICHUST BOBMOXKHBIX aHEMHH, TPOMOOITMTO3a, JICHKOIUTO3a, JIeHKonieHnH [19].
YpoBeHb yoeauTeabHocTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB - 5)

Kommenmapuu: y nayuenmos mocym HaAOM00amMvbCs aHeMus, mMpoMOOYUmMos, J1euKoyumos,
NIeUKONEHUsl, CBO0EBPEMEHHOE  BblaBlleHue KOMOPbIX NO3680JsAem  Npo8OOUMv  NPOQDUILAKMUKY
OCJIOJICHEHULl U ABNIAEeMCS, O04eB8UOHO, HEOMBbeMIeMOU YaCmbl0 NePBUYHO20 00CIe008aHUs U
nocneoyrowezo OuHamuyecko2o Habaooenus. Illpu eviagieHuu coomeemcmeyowux u3MeHeHul
00J1dICeH ObIMb PACCMOMPEH 8ONPOC O HANPABIEeHUU NAYUEHMA HA npuem (0cMomp, KOHCYIbMayuro)

epada-cemamoliozca nepeuqulﬁ.

o PexomeHg0BaHO: Hcclie0BaHUE YPOBHSI BOAOPOAHBIX MOHOB (pH) KpoBu; HMccieqoBaHue YpOBHS
Oy(epHbIX BEIIECTB B KPOBU; OOHAPYKEHHE KETOHOBBIX TEJI B MOUE MAlMEHTaM C KIMHHUYECKUMU
npu3HakaMu, XxapakrepHbiMu i1 3-I MKoAJI/l, ¢ 1esbto CBOEBPEMEHHON KOPPEKLIUH TEPANUH TTPU

MOJIO3PEHHUH Ha pa3BUTHE MeTaboanueckoro kpusa [19, 36].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 4)

Kommenmapuu: nabopamopHvimu npeogecmuuxamu pazeumusi Memaboiuyecko2o Kpusa A61s0mcs
MeHOEeHYUsL K MemaboIuieckomy ayuoo3y ¢ oeqpuyumom OCHOBAHULU, NOBblULeHUe VPOBHS NOYEUHOU

IKCKpeyuu opeanudecKux Kuciom.

o PexoMeHI0OBaHO: HCCIIEIOBAHME YPOBHS IUIFOKO3bl, AMMHAKa, MOJIOYHOW KHCIIOTBI B KPOBH
MalUeHTaM ¢ KJIMHUYECKUMHU MpHU3HaKamu, xapaktepHbiMu i 3-IMKoAJIl, u npu nono3penuun

Ha MEeTa0OIMYECKUH alu103 C LIeIbI0 JUarHOCTUKH U CBOEBPEMEHHOM KoppeKiuu Tepanuu [19].
YpoBeHb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb J0CTOBEPHOCTH 10KA3ATEJIbCTB - 4)

Kommenmapuu: y nayuenmos ¢ 3- MKoAJI[] ommeuaromes nexkemomuueckas/ eunokemomuyeckast
UNO2IUKEMUS], 2UNEPAMMOHUEMUST U NOBLIUEHHASL KOHYEHMPAayUus 1aKkmama (MOJIO0YHOU KUCIOmbl) 8
Kkposu [19].

o PexoMeHI0BaHO: aHAIU3 KPOBH OMOXMMHUYECKHH OOIIETEpaneBTUYECKUN; UCCIICOBAHNE YPOBHS
anbOymuHa, obmiero Oenka, o0mero OunupyOuHa, CBOOOIHOTO W CBSI3aHHOTO OWIMPYOHMHA,
MOYEBHHBI,  KpeaTMHWHA,  Kalus, HaTpusi B  KPOBH, ONpe/eiCHUEe  aKTUBHOCTH
acmapTaTaMUHOTpaHCc(epas3bl, aAlaHMHAMUHOTpaHCdepasbl, TaMMa-IIoTaMuITpaHcdepasbl B KPOBH
MAlMEHTaM C KIMHUYECKUMU NpU3HaKkamu, xapakrepHbiMu it 3-I'MKoAJI/I, ¢ uenbto BeIsIBICHUA

nopaxenus neyenu [19, 29, 37-39].



YpoBennb yoenureabHOCcTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

Kommenmapuu: nogvluieHue KOHYeHmpayuu NeYyeHOUHbIX MPAHCamunas
(acnapmamamunompancghepasa, araHUHAMUHOMpaucgepasa) 3a4acmyro He3HavumenbHoe, 0OHAKO )

Heckonvkux nayuenmos ¢ 3-1 MKoAJI/[ coobwanoce o bonee snauumvix usmenenusix [5, 19, 28].



2.4 UucTpyMeHTA/IbHbIC JUATHOCTHYCCKUE
UCCJIeA0BAHMSA

° PexoMeH10BaHO: KOMIIBIOTEPHAsE TOMOrpadus roJOBHOIO MO3ra W/WJIM MarHUTHO-
pe3oHaHCHas Tomorpadus TOJOBHOIO MO3ra MalUeHTaM C KIWMHUYeCKUMHU IpU3HAKaMH,
xapakrepHbIMu 1151 3-I'MKoAJI/], ¢ 1esbio OlleHKH COCTOSTHUS TOJIOBHOTO MO3ra, 1uddepeHuanbHoi
JUArHOCTHKYU C IPYTMMH HACJIEICTBEHHBIMU 3a00JE€BAHUAMU U BBISBICHUS W3MEHEHUI XapaKTepHBIX
s 3-I'MKoAJIJI [13].

YpoBennb yoenureabHocTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 3)

Kommenmapuu: npu nposeoenuu MPT 2on06H020 mo32a 6viA8nA10M Hecheyupuieckue udMeHeHus
NepueeHmMpUKyIAAPHO20 U 21YO0K020 6eno2o eewjecmaa, yepeopaibHylo ampo@uio, 0eMueluHu3ayuro,
uwemuro 2on06no2o mosea [17, 30], a makace xponuueckue cyboypaibHvie 2emamombl, cyoO0ypaibHbvle
2USPOMBL U  O8YCHMOPOHHION 3amblloYHylo nopauyeganuio [13]. Hzeecmuvl ciyuau nopasicenus
KOPKOBO-CNUHHOMO3208b1X nymetl [31] u osycmoponunezo nopadsicenus dazanvHuix eaunenues [32]. V
00H020 nayuenma ObLIA ONUCAHA MaKpoyepaius ¢ pacnpocmMpaHeHHbIM UMeHeHueM 0e1020
gewecmea 6 suoe cunodercusHocmu no pesyiomamam KT, «kykonbhoe nuyoy, 6binykias 100HAs

yacmo u 8oasnennas neperocuya [33]. Hapko3 nposooumcs no nokazaHusm.

o PexomengoBaHo: oxokapauorpadus; perucTpanus dICKTPOKApAUOTPAMMBI  MAlMEHTaM C
KIIMHUYECKUMHU Tpu3HaKkamu, XapakrepHbiMu s 3-IMKoAJIJl, ¢ 1enpi0 JuarHOCTUKHU

KapAMOMHONAaTHH U HapyleHui putMa cepaua [13, 34, 35, 50, 51].
YpoBenn yoenureabHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

Kommenmapuu: u3zeecmuovl cayyau OuiamayuoHHOU KapOUOMUonamuu ¢ apummuer ) mpex
nayuenmos ¢ 3-I MKoAJIJ[ ¢ remanvhbim ucxooom 6 08yx cayuasx [34-35]. bvino npeononoscerno, umo
KapOUOMUONAMUSL ABIAEMCsl Pe3yIbMamom HAPYUWEHUs Kemo2eHe3d, HAKONIeHUs HYMPUKIEeMOYHbIX
HCUDHBIX KUCIOM U 6mMOopudHo2o oOeduyuma kapuumuna [36]. V oonoco nayuenma 6vino

OUACHOCMUPOBAHO NOPAdICEHUE N1€8020 dicey0ouKa [35].

IIpu eviasnenuu usmeHneHUull N0 OAHHLIM UHCMPYMEHMATbHLIX UCCAe008AHULU UIU NPU KIUHUYECKOM
NnO003peHUU HA NOpajdceHue cepoedHO-COCYOUCMOU CUCmeMbl NayueHmam mpeoyemcs npuem

(ocmomp, KoHCyIbmayust) 8paia-Kapouonioea/ 8pava-0emcKkoco Kapouoioea nepeudHbslil.

Ilpu HeobXxoOumocmu, npu Hamuyuu NOKAZAHUL 0N UCCAe008AHUS, NPOBOOUMCS XOAMEPOBCKOe
MOHUMOPUPOBAHUE CEPOEUHO20 PUMMA, UW/UIU CYMOYHOEe MOHUMOPUPOBAHUE aPMEPUATLHOZO
oasnenust (Co2NACHO COOMBEMCMBYIOUUM KIUHULECKUM DPEKOMEHOAYUAM NO HAPYWEHUIM pumma

cepoya u/unu apmepuanibHol 2unepmeH3ui).

e PexoMeHI0BaHO: YIbTPa3BYKOBOE MCCIIEIOBAaHHE OPraHOB OPIOMIHON MOJOCTU (KOMILIEKCHOE)
NalMEHTaM C KJIMHUYECKUMM IpU3HaKkaMu, XxapakTtepHsIMu 1is 3-1 MKoAJI/l, ¢ 1nenbio BbIsBIEHUS

renaToMeraiuy U Ipyrux uamenenuit [13, 19, 29, 51].



YpoBennb yoenureabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

Kommenmapuu: y nayuenmos modcem 6blA6IAMbCA 2eNamome2aius, Komopas A611emcs 0OHUM U3
XApaKkmepHvlX NPU3HAKO8 2PYnnbl HACIeOCMBEHHbIX DONle3Hell 0OMeHa 6eujecms, NPU3SHAKOM OCMpPOL
0eKoMneHcayuu, Mapkepom msaxcecmu medenusi 3abonesanus. H3zeecmuvl cayuau ocmpoco u

peyuousupyoweco nankpeamuma y nayuenmos ¢ 3-1 MKoAJIJ[ [28, 29].

e PexomengoBaHo: snekrposHuedanorpadus; snaexTposHiedanorpadpus ¢ BUACOMOHUTOPUHIOM
MalMEHTaM C KIMHUYECKHMMHU Tnpu3Hakamu, xapaktepHbiMu s 3-IMKoAJIJ[, ¢ wnensro

CBOEBPEMEHHOM TUArHOCTUKH U KOHTPOJIA JIEUEHUS CyAOpOKHOTO cunapoMa [ 13, 19, 30].

YpoBennb yoenureabHOCTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH J10KA3aTEJIbCTB — 4)



2.5 Uuple TMArHOCTHYECKHE MCCJIeIOBAHNSA

2.5.1 KoHcyabTanum ¥ HA0JII0IeHNEe CIIeNUATNCTOB

Jlnst HaOnroieHrs MalMeHToOB ¢ ycTaHOBIEHHBIM Auarno3oMm 3-I'MKoAJIJl HeoOxoaumo mpuMeHeHue
MYJIBTUIMCUMIIMHAPHOTO TOAXOAa BBHUAY TOIO, 4YTO JIaHHblE 3a00JIEBaHMSI XapaKTEPU3YIOTCA
MOPaKEHUEM MHOTHX OPTraHOB M CHUCTEM, YTO B CBOIO OY€pedb TUKTYET HEOOXOIUMOCTbh COBMECTHOTO
BEJCHHUS TMAalMEHTA CIEeNUaIuCcTaMu pas3HbiXx mpoduieil. [lokazaHbl TNepBUYHBIE W TOBTOPHBIC
KOHCYJIBTAllMM Bpaya-reHeTHKa, Bpada-HEeBpOJOra, Bpadya-Kapauoliora, Bpada-odrampmosora, Bpaya-
CypaoJiora, Bpada-remMarosiora, Bpada-OTOPUHOJAPUHIOIOra, Bpadya-racTpoOdHTEpoJIora, Bpada-
TIcCUXHUarpa, Bpada-neauarpa/ Bpada-TepaneBTa/ Bpada oOIIeil MpakTHKU (CEMEHHOTo Bpaya), a TaKxke
Bpaued apyrux crnenuanbHocTe mnarueHTam ¢ 3-I'MKoAJIJl, umerommm HapyiieHus (QyHKIHiA

COOTBCTCTBYIOIIUX OPraHOB U CUCTCM.

o PexomengoBaHo: pueM (OCMOTp, KOHCYIBTAIIMS) Bpada-euaTpa MepBUYHbIN U TOBTOPHBINA BCEM
netrsim ¢ 3-I'MKoAJI/] ¢ uenpio Ha3HaYeHus MaTOreHETUUECKOM Teparuu U J1ajiee €€ KOPPEeKIUU Mpu
HeoOxoaumocTH [41].

YpoBenn yoenureabHOCcTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 4)

Kommenmapuu: unmepsanvt mexcoy susumamu OONHCHbL ONPeOelsimvbCs UHOUBUOYAILHO C Y4emom
go3pacma, msdcecmu 3a001e8aHUs U CMAaOUIbHOCMU 0OMeHA 8euecms.

e PexomengoBaHo: ripueM (OCMOTpP, KOHCYJIbTAIMs1) Bpauya-reHeTHKa EPBUYHBINA U TOBTOPHBIN BCEM
netsim ¢ 3-I'MKoAJIJl ¢ uenbto mpoBenenus nud@epeHnnanbHol AUarHOCTUKH, OIpeneneHus
TaKTHKH MOJICKYJISIPHO-TEHETUYECKOTO O0CIeIOBAHUS U MHTEPIIPETAIINH TTOJyICHHBIX PE3yJIbTaToOB,

Ha3HAUEHUS ATOTEHETHYECKOM Teparuu 1 Jlajee ee KOPPEeKIUH, Mpu HeoOXOAUMOCTH [42, 44].
YpoBenb yoeaureabHocTu pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KAa3aTeJILCTB — 5)

Kommenmapuu: unmepsanvt medxncoy susumamu OONH*CHbI ONPeoensamvpCsi UHOUBUOYATbHO C YUemoM

eozpacma, miscecmu 3a00ne6anus u cmaburbHocmu 0OMeHa eeuecms.

o PexomeHngoBaHO: npreM (OCMOTpP, KOHCYJbTallMs) Bpada-HEBPOJIOTa IMEPBUYHBIM U IOBTOPHBIM
BCEM MAalMEHTaM C KIWMHUYECKUMHU MpHU3HaKamu, XapakrepHbiMu st 3-IMKoAJI/J, npwu
MOJI03PEHUH WJIM HAJTUYUHU HEBPOJIOTMYECKUX HAPYILIEHUN C LEJIbI0 CBOEBPEMEHHON TUAarHOCTUKHU U

JIe4eHUsl BBISIBIICHHOM marosioruu [43].
YpoBeHnnb yoenureabHOCTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH 0KA3aTEJIbCTB — 5)

Kommenmapuu: y nayuenmos ¢ 3-I' MKoAJI/] nabniooaemcs pso npozpeccupyromjux HedponiocuiecKux
OCJLOJCHEHUT, 8 MOM YUCle SUNOMOHUS, 3A0epAHCKa pedu, 3A0epHCKA pa3eumusi, HeCNOCOOHOCMb K
00yueHuro, snuienmuyeckue cyoopoau, cnacmuuynocms u suyeganonamus [17, 19]. lllkana Anvoepma

MOMOPHO20 pa3zeumus Maadenyes npuseoena 6 npunodxcenuu 1'1.



o PexomeHgoBaHo: mnpueM (TeCTHPOBAHUE, KOHCYJBTAIlMs) MEIUIIMHCKOTO TICHXOJIOra, Bpaua
dbuzmyeckol W peadWIMTAIMOHHONM MEAWIMHBI WIM Bpaya, BBIMOJHSIONIETO €ro (QyHKIUIO
(cmeruanucTta MO MEAWIIMHCKON peaOmiuTauu: Bpada M0 JIedeOHOM (U3KYAbTYype H JIp.)
MIEPBUYHBIA W TIOBTOPHBIN; pa3pab0TKa WHIAWBUAYAIBHOW MPOTPaMMBI JS(HEKTOIOTHICCKOM
peabwinTanuu, pa3paboTka WHIUBUIYATIbHONH MPOTrpaMMbl JIOTONIEAMYECKON peadbuinTanuu
naiuenTam ¢ 3-I'MKoAJIJl u uX ceMbsIM C IEJIbI0 OKa3aHWsl IICUXOJIOro-IeJarorudeckomn

noaaAepxkku [45].
Yposenn yoenureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB — 5)

Kommenmapuu: y nayuenmos c 3-I'MKoAJl]] ommeuaiom 3a0epiicKy peuu, 2unepakxmueHoCHb,
Hecnocoonocms K obyuenuio [32]. Ilayuenmam HeoOX00UMO mecmuposarue no YmeepiCOeHHbIM
MemoouKkam OJisi onpeoelenus UnmesileKmyaloho2o passumusl. Ilcuxonozuueckas nomowb nayueHmam
Modicem nompebosams Kypc 3aHAmull 8 3a8UCUMOCIU OM UHOUBUOYATIbHBIX 0CODEHHOCmell nayueHma

U cembl.
Venyeu noeoneoa:

Meouxo-noconeduueckoe ucciedosarue npu oucgacuu,
Meouko-noconeduueckoe ucciedosanue npu agasuu,
Meouko-noconeduueckoe ucciedosanue npu Ou3apmpuu,
Meouxko-noconeduueckas npoyedypa npu oucghacuu,
Meouko-noconeouueckas npoyedypa npu apaszuu;
Meouxko-noconeduueckas npoyedypa npu Ou3apmpuiL;
Meouko-noconeouueckas moHAIbHO-PUMMUYECKAs NPOYedYPA,

Meouko-noconeduueckas npoyedypa ¢ UCNOIb308AHUEM  UHMEPAKMUBHBIX — UHGOPMAYUOHHBIX

MexHOoNI02UU.

2.5.2 IndepenunajbHasi TMATHOCTHKA

[lanpeHTaM ¢ KIMHUYECKMMHU Tpu3HAaKamu, XxapakrtepHbiMu s 3-ITMKoAJIJl, neoOxomumo
npoBsenieHre AuQdepeHIInanbHON AMArHOCTUKH ¢ Pelie-nmo00HbIM CUHIPOMOM, BKJIIOYasi HApyLICHUS
MUTOXOHIPHAIBHOTO B-OKHCIIEHUS, CHCTEMHYIO HEJOCTATOYHOCTh KAPHUTHHA, TIIyTAPOBYIO allUTyPHUIO
TUN 2, JpyrWe OpraHuyecKkue auuaypuu (M30BAJEPUAHOBYIO alUUAYpUIO,  3-TUIPOKCU-3-
METWINTYTApOBYIO allUAYPUI0 U JAPYTUe), a TaKXKe C MOCIEACTBUSIMHU MEPUHATAIBHOIO MOPaKEHUS
HEPBHOM CHUCTEMBI, CIACTHKO-TUIIEPKUHETHUECKONH (OPMOI NIETCKOTO IepedpalbHOro mapanuya,
BPOKJIEHHBIMU MTOPOKAMU Pa3BUTHsI TOJIOBHOTO MO3Ta U MOCJIEACTBUAMHI BHYTPUYTPOOHON MH(DEKIIHH.
[Ipu xeTo3e B cOYETAaHNUU C TUIIOITIMKEMHEN CIIEAYEeT PacCCMaTpPUBaTh COCTOSHHUSI, COITPOBOKIAIOIINECS
KETOTMYECKON THUMOITUKEMUEH, - OHHAOKPUHHBIE HapylleHus (Hampumep, HAANOYECUHUKOBYIO

HEJOCTaTOYHOCTh) M HACIEACTBEHHBbIC HapylleHuss oOMeHa yIIeBOAOB (Hampumep, AePUIIUT



TTITMKOI'CHCHUHTA3hbI, FJII/IKOFGHOBI)I). HpI/I COUCTAaHUH KETOAIIHua03a C FHHepaMMOHHCMHCﬁ IMPOBOAUTCA

I[I/I(b(bepeHI_[I/IaJIBHaﬂ AUArHoCTuKa ¢ OpraHn4YCCKUMHU allUJICMUAMU.

Anroput™  guddepermmansaori  aumarHoctuku  3-IT'MKoAJIJI ¢ ngpyrumm  3a00JIeBaHUSMH,

acCOLMMPOBAaHHBIMU ¢ U3MeHeHueM ypoBHsi C5OH, npusenens! Ha puc. 1b B npuiioxxenuu b.



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

B cBs3u ¢ HE3HAUUTENBbHBIM KOJIMYECTBOM OIMCAHHBIX CIIYy4YaeB, €IUHBIX MPOTOKOJIOB JICUCHUS 3-
I'MKoAJIJ] ne cymectByet. Ha ocHOBaHMM maToreHes3a 3a00eBaHKs, OCHOBHBIMU TEPANEBTUYECKUMU
MOAXOAaMHU  SIBIIAKOTCSL  MPUEM  JIEKQPCTBEHHBIX  MPENaparoB,  cojepxamux  L-KapHUTUH
(JIEeBOKapHUTHH), a TAaK)Ke MPUMEHEHHNE TIUETHI C OTPaHUYCHHUEM JICHITMHA W/WIIH HAaTypaabHOTO OelKa C
n00aBJIeHUEM CIEIMATU3UPOBAHHBIX TPOAYKTOB THTAHWSA, HE COIASpKamuX JeWnuH. Hekotopwie

CIICHUAIUCTBI PCKOMCHAYIOT TAKIKC OI'PAHUYHBATDL ITIOCTYIIIICHUC JKUPOB C HPIH.IGﬁ.

OcHoBHble npuHIUIb! Tepanuu npu 3-I'MKoAJI/] HanpaBieHsl Ha peaoTBpalieHe METa00IMueCcKOi
JEKOMIIEHCAlUA (METaOOJIMYECKOTO KpHU3a), CHMKEHHE O0pa30BaHUS TOKCHYHBIX OPraHUYECKUX
KHCJIOT, TPEAYNpPEXACHUE Pa3BUTUS TOKCHYECKOTO IOPaKEHMWsI TKaHEH TOJIOBHOTO MO3ra U
BHYTPEHHUX OPraHOB ¢ O0ECHEUEHUEM MPHU ITOM IMPOLIECCOB HOPMAIBHOTO POCTa U Pa3BUTHUS JAETEH.
ITo noka3aHusM Ha3HAYalOT IPOTUBOSIMIEITUYECKUE MIPENApaThl U APYyTrue BUbl CHMIITOMAaTHY€CKOM

Teparuu.

3.1 IlaToreHeTn4YeCcKoOE JJCUECHUE

[Taimentam ¢ 3-'MKoAJIJl ¢ HU3KMM YpOBHEM CBOOOJHOTO KapHUTHHA HA3HAYAIOT JICKAPCTBCHHBIC
npenaparsl, cojaepkaiue L-kapHUTUH (J1€BOKapHUTHUH), B A03UpOBKe 75-100 MI/KI/CYyTKH C ILIEJNbIO
naroreHeruueckoro jedeHus [30]. BriBeleHME TOKCHUYHBIX 3-TUIPOKCHU-3-METUITYIATOPOBOM, 3-
METWIIITyTapOBOM M 3-TUAPOKCHU30BAIECPUAHOBOM KHCIOT OCYIIECTBISIETCS C MOYOM B BHJIE
KOHBIOTaTOB C KapHUTUHOM, YTO OOYCJIaBIMBAE€T BTOPUYHBIN AePUUUT KapHUTHHA [15], KOTOpBI
MOXXET MPUBECTH K THIONIMKEMHUH, TeNaroOMerajiuy, KapAHOMHOIIATUHW WU TrurepaMMoHuemuu [16].
Beenenne L-xapautnna nanuentam ¢ 3-IMKoAJIJl moxkeT mpemoTBpaiiaTh BTOPUYHBIN Ae(UIIAT
kapHuTHHA [17], CHMKAaTh ypoBEHb OKHCIHUTENbHOro mnoBpexaeHus [IHK u nununos, BeI3BaHHBIX

HAKOIUIEHUEM 3-THIPOKCHU-3-METUINIYTAPOBOM U 3-METUIINIIYTapOBOM KHUCIIOT [18].

o PexomennoBano HazHaueHue auetorepanuu (A23.30.051 cocTaBieHHEe MEHIO JHETHYECKOTO

MATAaHMS) TAIMEHTaM C MOATBEPkKACHHBIM Auardo3oM 3-I'MKoAJIJ] ¢ uenbro jieueHus 3a001eBaHms
[19, 35, 46].

YpoBennb yoenureabHOCcTH pekoMmenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4)

Kommenmapuu: ouemy nasnauaem epau-ouemonoz, 8pau-Hes8posoe, 8pai-eeHemuK, epay-neouamp,
spau-eacmposumeponoe. Heobxooumo oepanuuumo nompebdnrenue oenxka (1,5-2 e/ke/cymxu) u srcupos
(6,3 e/ke/cymxu) [30, 47]; kemoeennas ouema npomusonokasana. HMccineoosaHnus nokazol8arom, 4mo y
nayuenmos ¢ 3-1 MKoAJI/], cobmooarowux HU3koOeikosyio ouenty, HOPMAIU3VIOmcs KiuHuveckue u

ouoxumuuecxkue noxkazamenu nevenu [5]. Hayuenmam ¢ 3-I' MKoAJI]] maxowce neobxooumo uzboecamo



ONIUMENbHO20 20100AHUS, A 8 Cyyae TUXOPAOKU U/UIU PBOMbL He0OXO0UMO VEenruyums nompeonenue

yene60008. Ilpu nogviueruu KemoHo8vIX mei 8 Moye NPOBOOAMC UHPY3UU OeKCmpo3bl **,

3.1.1 JleyeHHe NANMEHTOB B NEPUOI MeTA00JNYECKOr0 KpH3a

[Ipu yrpo3e wnm B ciayyae pa3BUTHS METAOOIMUYECKOrO Kpu3a JIEYEHHE JOJKHO HauWHAThCA
HE3aMeNNuTeNbHO. JledeOHble MeponpuaTHs HaANpaBlIE€Hbl Ha MpEKpalleHue oO0pa3oBaHUS U
HAKOTJICHUS TOKCHYHBIX OPTaHMYECKUX COCIMHEHUW W BBIBEACHHE WX U3 OpraHu3Mma. TakTuka
JICUEHUs JIeTell B MEpUOJ KpHU3a BKIIOYAET KOPPEKIMI0 METa0OJMYECKOro aluj03a U BOJHO-
AJIEKTPOJIMTHBIX HApYILIEHUM, a TaKXKe JHEPreTHUecKyro Moajepxky. Ilpu yrpose wium B ciydae
pa3BUTUSL  METa0OJIMYECKOro Kpu3a HEoOXOoAMMa SKCTPEHHas TOCMUTAIM3alUsl C  LENblo
HE3aMEJUIMTENIBHOTO MPOBEACHUSI MHTEHCUBHOM TepanmuM W NPEJOTBPALLEHUS >KU3HEYTPOXKAIOUIUX

OCJIOKHEHUMU.

Jleuenne MeTa0OIMYECKOTO KpH3a MPOBOAMWTCS B OTICICHUU PEaHUMAIIMM WHTECHCHUBHON Tepanuu
BpPauOM-aHECTE3UOJIOTOM-PEAaHUMATONIOTOM, a TakXKe JPYyrMMH BpadamH CIelUalucTaMu (Bpau-
HEBPOJIOT, Bpay-He(POJIOor, Bpay-racTpodHTEpoJIor u jp.). B mepuon kpus3oB HEOOXOAMMO BBEIECHUE
JIEKCTPO3BI™* BHYTPUBEHHO JaK€ NPH HOPMAIBHOM YPOBHE TIIOKO3BI JUIsSl TIOAJIEPKAHUS €€
KOHIIEHTPALlMM Ha BEpXHEW TpaHHIle HOPMBI, YTO MO3BOJSET MOMAABIATH KeroreHe3. Ilpu cHkeHUH
ypoBHa pH (<7,1) npoBoasaT 00it0CHOE BBEACHHE HATpUs TMApOKapOOHaTa™™* coracHO MHCTPYKLUUU
M0 TNPUMEHEHUI0 B YaCTH, Kacarollecsi KymUpOBaHUS JIEKOMIICHCUPOBAHHOTO METa0OIUYECKOTO
anuao3a, ¢ TMocleayromeld HenpepbiBHONW uH(y3uen. [Ipu 3ToM crienyeT MpoOBOAUTH MOHHTOPHHT
KHCJIOTHO-OCHOBHOTO ~ COCTOSIHMSI M JJIGKTPOJIUTOB, 4YTOOBI H30€kaTb TUIEPHATPUEMHHU U
TUNOKAIMEMHH. B TsKenbIX cioydasx MOXET MOoTpeOOBaThCs MNEPUTOHEANbHBIM JUANIU3 MU

HNCKYCCTBCHHAA BCHTHUIIALIMA JICTKHX.

3.2 CumMnoToMaTu4ecKoe JeYeHue

CuMnroMaruyeckoe JIeYEHHE ManueHToB ¢ auarHo3om 3-IMKoAJIJ] mpoBoguTcsi, B OCHOBHOM,
BPauyOM-HEBPOJIOTOM, BpPa4OM-KapAUOJIOTOM, BpPavyOM-TaCTPOIHTEPOIOroM. JleueHue OCIOKHEHUM
3a00JIeBaHMsI TTPOBOAMTCS B COOTBETCTBUM C KIMHUYECKHUMH PEKOMEHAIMU IO COOTBETCTBYIOIICH

IMaToJIOI'nuu.

VY namenToB ¢ 3-I'MKoAJIJl naGnronaercs psif MporpecCUpyrOmMnX HEBPOJOTUYECKUX OCIOKHEHHH,
B TOM 4YHCII€ THUIOTOHHUSA, 3aJep’KKa pedH, 3aJepKKa pPa3BUTHUSI, HECIMOCOOHOCTh K OOYUYEHHIO,
SMUJIETITUYECKUE CYIOPOTH, CIAaCTUYHOCTh | 3HIedanonarus [17, 19]. llkana AnpbepTa MOTOPHOTO

pa3BUTHS MJIQJICHIIEB TPUBEICHA B npuiioxkeHuu ['1.

Co CcTOpOHBI CEPJICYHO-COCYIUCTON CUCTEMBI OTMEUAIOT ClIy4yau JUJIaTallMOHHON KapJuOMHUOMATHHU C
aputmuei [34, 35]. 3BecTeH cityyail nopakeHus JIEBOro xkenyfaouka y nanuenta ¢ 3-I MKoAJI [35].
brulo mpeanonokeHo, UYTO KapJAUOMUOMATHUSl SBJISETCS PE3YJIbTAaTOM HAPYUICHUS KETOreHe3a,

HAKOIUICHUs BHYTPHUKJIETOUHBIX YXUPHBIX KUCJIOT M BTOpPUYHOro Aedpuuura kapHutuHa [35]. Becem



naneHTaM HeoOXOomuM TMpueM (OCMOTp, KOHCYJIBTAIllMsI) Bpada-KapAuojora W Bpaya-JAeTCKOTO

KapAuoJiora MepBUYHBIN U IIOBTOPHBIN HE pexe | pasa B 6 MecsIes.

3.3 Xupypruueckoe jJe4eHue

He npumenumo.



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

Cneunduueckorr  peabunuranuu  namueHtam ¢ 3-I'MKoAJIJI ne T1pebyercs. B xpyr
peadunuTanmoOHHBIX Mepornpuatuii manueHTaM ¢ 3-I'MKoAJIJI MoryT ObITh BKJIIOYCHBI 3aHSATHS C
IICUXOJIOTOM, OTIBIX B CIEHHAIU3UPOBAHHBIX CAHATOPHAX, a TAKXKE COLMAJbHAs aJantauus C

Y4aCTHUCM CIICHHUAIIMCTOB U COITHUAJIbHBIX pa6OTHI/IKOB, KYpPCBI MacCaxa.



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

5.1 Ilpodpuiakruka

[Tarmentam ¢ 3-'MKoAJIJl cneayer nmpoBoauTh NPOoGUIAKTUUECKYIO BAKIIMHAIIMIO B COOTBETCTBUHU C
HallMOHAJIbHBIM KaJeHAapeM NpoUIaKTUYECKUX MPUBHUBOK, BKIIIOUAsl BAKIMHALIUIO TPOTUB TPUIIA U
poTaBuUpycHOM uWH(DEKIUU, ¢ COOMIONEHUEM BO3PACTHBIX OrPAHUYEHUNH HMMYHOOHMOIOTUYECKUX
npenaparoB (JO7: Baknuubpl) Ha (OHE CTPOTOTO BBIMOTHEHHUS JICYCOHBIX HA3HAYCHUN C IICNBIO
dopmupoBanus 3¢p(HEKTUBHOIO UMMYHHOTO OTBETAa U MPEJOTBPALIEHUS PA3BUTHUS METa0OINYECKHUX
Kpu30B. BaknuHanuio 1enecoodpa3Ho MPOBOJUTH MOJ KOHTPOJIEM CHEIUATNCTOB, UMEIOIIUX OIBIT
paboThl ¢ TalMEHTaMU C MeTaboNMMuecKuMU OO0e3HAMH. B MOCTBaKIMHAIBHOM TEPUOAE CIEAYET
OPUCTAIBHO HaOMIOAaTh 3a MPUBUTBIMU C TIOBTOPHBIM H3MEPEHHMEM Temneparypbel Tena. llpu
IUarHocTupoBaHuM  Juxopaaku  >38,0°C  HeoOXogMMO  He3aMEMJIUTEIbHOE  Ha3HAuCHUE

YKapOTIOHIDKAIOIIEH Tepanuu (TapareraMmon™* uimu noynpoden™*).

o PexomeHngoBaHo: mpueM (OCMOTp, KOHCYJIbTallMsl) Bpada-reHeTHKa NEPBUYHBIA MAlUEHTy C
auarno3oM 3-I'MKoAJIJ[ unu ero odpunnanbHbIM OPEICTABUTENSAM C 1I€JIbI0 MPOBEACHUS MEIUKO-

T€HETUYECKOTO KOHCYIBTUPOBaHUs [42, 44, 49].
YpoBenb yoenurteabHOCTH pekoMeHaannii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJbCTB — 5).

Kommenmapuu: cemvsim ¢ oemovmu ¢ ycmanosienuwvim ouacnozom 3-I MKoAJI] mpebyemcs meduko-
2eHemuueckoe KOHCYIbMUPOBAanue ¢ Yeiblo onpeoeienus ceHemuieckoeo pucka. Kax u npu opyeux
aymocomuo-peyeccusnvlx 3aoonesanusx, npu 3-IMKoAJI[] ons kadxcooiu 6OepemenHocmu puck
podcoenusi pebenxa cocmasnsiem 25%. Ilpenamanvhas oOuacHocmuxa 3a00ne8anull, Komopbvie
noo00armces 3QPeKmusHol mepanuu, B03MONCHA, HO IMUYECKU COMHUMENbHA, peuleHue o ee

nPoBedeHUU OONHCHO ObIMb NPUHAMO NOCTE NOOPOOHO20 0OCYHCOEHUS C CeMbell BCeX PUCKOS.

5.2 JlucnancepHoe HaO/0neHNE

Exxeromno manueHThl ¢ ycTaHOBIEHHBIM auardHo3oM 3-I'MKoAJI/[ momkHBI MPpOXOAUTh YITyOJICeHHYIO
aucnaHcepusanuio. st HaOnroneHus NaueHTOB HE00X0UMO MPUMEHEHNE MYJIbTHAUCIUILIIMHAPHOTO
MOJIX0/1a BBUJY TOTO, YTO JIaHHOE 3a00JIeBaHHUE XAPAKTEPU3YIOTCSA MOPAKEHUEM MHOTHUX OPraHOB U
CUCTEM, 4YTO B CBOIO Ouepelb MAUKTYeT HEOOXOJUMOCTh COBMECTHOTO BEICHUS TMaIlMeHTa
crenuanucTamu pasHbeix npoduieil. C nenpio o0ecreueHnsl KOMIUIEKCHON Tepanuu U CBOEBPEMEHHOU
e€ KOppEeKLUMU TpU HEOOXOAMMOCTHU T[OKa3aHbl IEPBUYHBIE M TIOBTOPHBIE MPHUEMBI (OCMOTDHI,
KOHCYJIBTAI1N ) Bpaya-reHeTHKa, Bpaya-HEBPOJIOTa, Bpa4a-OTOPUHOIAPUHIOJIOTA, Bpaya-

odranpMornora, Bpaya-nefuarpa/ Bpada-TepaneBTa/ Bpaua OOIIEH NpakTUKH (CeMeWHOro Bpauda),



Bpaua-peaOuauToiora, a TakkKe Bpadyel Apyrux crnenuaibHocTed mnarueHtam ¢ 3-I'MKoAJI/],

UMEIOIMM HapyleHus: (yHKIUNA COOTBETCTBYIOLIUX OPraHOB U CUCTEM.

[TanueHTHI ¢ CHMITOMATHYECKOM AITUIICTICHECH HY)K/TAIOTCS B HAOMIOICHUH Bpaya-HEBPOJIOTA C OMBITOM

pa6OTI>I C MaIMeHTaMH C SIIMJICTICUEH.

Taxke OCyHIECTBISIOTCS HEOOXOAUMbBIE PEaOMINTAIIMOHHBIE MEPOIPpUsATUs. PonuTenu NOMKHBI OBITH
oOyueHbl TpaBWJIAM OpraHU3allUd TEpPamuud B MEXKIPUCTYNHBIM TEPUOA M B TEPUOI YIPO3bI
MeTa0OIMYEeCKOro Kpu3a. Y peOeHka ImpHu cede Bcerga JoJKHA HAXOAWUThCS MaMsTKa C yKa3aHHUEM

HEOTJIOKHBIX MEPOIPUATUIN B MEPUOJ] HAYMHAIOLIETOCS METa00INYECKOT0 KpH3a.

o PexoMeHI0BaHO: KOMIUIEKCHOE OIpPEACICHUE COACPKAHUS OPraHMYECKUX KHCIOT B MOYE
nanueHTaM ¢ guardo3om 3-I'MKoAJIJ] ¢ 1menpio CBOEBPEMEHHOTO BBISIBJICHHUS METa00JIMYECKUX

HapyUICHUH U MPeAOTBpaAICHUS pa3BUTHS MeTabonudyeckoro kpusa [17].
YpoBeHnsb yoeauteabHocTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 4).

Kommenmapuu: xapaxmepnoim onsn  3-I MKoAJI]] sensiemcs nogviuieHue KOHYeHmMpayuu 3-
2UOPOKCU-3-MemuUneymaposol, 3-memunenymaposou, 3-MemunenymakoHo801U, 3-
2UOPOKCUUZ08ATIEPUAHOBOU, AOUNUHOBOL, CYOEepUHOBOl U cebayunosol Kuciom 6 move. Kpamnocmo

npoeeéenuﬂ AHAIU306 3asucum onlt COCMOAHUA nayuenna.

° PEKOMeHIIOBaHOZ KOMIIJIICKCHOC OIIpCACIICHUC KOHIOCHTpPAINN Ha AMHWHOKHUCIIOTHI nu
AIWJIKAPHUTHUHBI B KPOBHU MCTOJIOM TﬁHILGMHOfI MAacCC-CIICKTpOMCTPHUH IMAUCHTAM C JHAIrHO30M 3-

I'MKoAJI/] ¢ uenbto kKoHTpOJs Tepanuu [17].
YpoBenb yoenurTeabHOCTH pekoMeHaannil C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJIbCTB — 4).

Kommenmapuu: Yposuu C50H 6 kposu 6 pesynvmame nedeHusi OONHCHbL ObIMb NPUOIUNCEHBI K

peghepencHbIM 803PACTHbIM 3HAYEHUSIM.

o PexomengoBaHo: oO0mMii (KIMHUYECKUN) aHAIW3 KPOBU Pa3BEPHYTHIM BCEM TMAIMEHTaAM C
nuarao3om 3-I'MKoAJIJ] ¢ 1enpio BBISIBICHHS HEHTPOIICHUH, TPOMOOIIMTOIICHUH, TTAaHIIUTOIICHUH,

anemuu [19].
YpoBens yoenureabHOCTH pekoMeHAanuil C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeNbCTB — 4).

Kommenmapuu: obwuii (kiunuueckuii) pazeepuymslii aHaiu3 Kposu KOHMpoIupyemcs He pexce 1

pasa 8 200.

e PexomeHngoBaHO: aHAJIU3 KPOBH OMOXMMUYECKUN OOILETEparieBTUUECKH; UCCIEeIOBaHNE YPOBHS
anbOymuHa, oOmiero Oenka, o0miero OunupyOuHa, CBOOOIHOTO W CBSI3aHHOTO OWIMPYOMHA,
MOYEBMHBI,  KpEaTWHWHA,  Kaius, HarTpus B  KPOBH;,  OMPEICICHHE  aKTUBHOCTU
acrmapTaraMuHOTpaHcepasbl, aTaHUHAMUHOTpaHC(depas3bl, raMMa-IIIoTaMuITpaHcdepassl B KPOBU

nanuentam ¢ quarno3oM 3-I'MKoAJIJ] ¢ nenbio BeIsiBIeHU nopakeHus neuenu [19, 29, 37, 38].

YpoBennb yoenureabHOCTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTEJNbCTB — 5).



Kommenmapuu: ananuz xposu b6uoxumuieckuti oowemepanesmuieckull KOHMpoaupyemcs ne pexce 1

pasa 6 20o.

e PexoMeHI0BaHO: MCCIIEIOBAHUE YPOBHS BOJOPOAHBIX MOHOB (pH) KpOBH; HCCIIEIOBAaHUE YPOBHS
OydepHbIX BemecTB B KpoBU mamueHTam ¢ auarHo3oMm 3-I'MKoAJIJ] ¢ menpio cBOeBpeMEHHOM

KOPPEKLIUU TEparuu Mpy NoJ03PEHUH Ha pa3BUTHE MeTabonrueckoro kpusza [19, 36].
YpoBenn yoenureabHOCTH pekoMeraanuii C (YpoBeHb J10CTOBEPHOCTH A0KA3aTENbCTB — 4).

Kommenmapuu: nabopamopHvimu npeogecmuuxamu pazeumus Memadoniuyecko2o Kpusa A61A0mcs
MeHOeHYUsL K MemaboIuieckomy ayudo3y ¢ oeqpuyumom OCHOBAHULU, NOBblULeHUE VPOBHS NOUEUHOU

IKCKpeyuu opeanudeCKux Kuciom.

e PexoMeHI0BaHO: AUCHAHCEPHBINA MPUEM (OCMOTp, KOHCYIBTAIIMSI) Bpaya-HEBPOJIOTa MAIIMEHTaM C
nuariHo3oM 3-I'MKoAJIJl ¢ 1enbi0 MOHUTOPUHIAa COCTOSIHUSL M CBOEBPEMEHHOTO BBISBICHUS

MaTOJIOTMHU HEPBHOM cucTeMbl [43].
YpoBensb yoeaureabHocTu pexoMmenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KAa3aTeILCTB — 5)

Kommenmapuu: rxoncyrnemayus npoeooumcs me pexce 1 paza 6 6 mecayes. Y nayuenmos c 3-
I'MKoAJIJ]l nabriooaemcsi psao npozcpeccupyiowjux HeGpoON0CUYECKUX OCNIONCHEHU, 6 MOM HYucie
CUNOMOHUSL, 3A0EPAHCKA peylU, 3a0epAHCKA pa3eUumus, HecCnocoOHOCMb K 00YyUYeHU0, dnuienmuiecKue
cyoopoeu, cnacmuunocms u snyegaronamus [17, 19]. llkara Anvbepma momopHoeo pazeumus

MmaadeHyee npusedena 6 npunodxcernuu 1'1.



6. Opranuszanus oKa3aHusl MeJJUIUHCKON IMTOMOIIH

IToxazanus a5 JIaHOBOM TOCIIUTAIN3AIMY B MCIUIMHCKYIO OpTaHU3alHnO:

1. [IpoBeneHre JUArHOCTUKU U JIEUCHHs, TpeOyrolue MPOAODKUTENBHOTO (IHEBHOE WJIN
KPYIJIOCYyTOYHOE TMpeObIBAaHWE) MEIUIIMHCKOTO HAOMIONCHUS ¥ MOHHMTOPHHTA  KJIMHHUKO-

1a00paToOpHbBIX MOKa3aTelel;

2. HeoOxomuMoOCTh TIPOBEACHUS PA3IUYHBIX BHJIOB JKCIEPTH3 WM OOCICAOBAaHUS B MEIUIIMHCKOM
OpraHu3alyy NP HEBO3MOXXHOCTH MPOBEICHHUS MX B aMOYJIATOPHBIX YCJIOBHUSIX (B TOM 4YHUCIE

odopmMIieHHE 3aKiIIoueHHs deepaTbHOT0 KOHCHIMYMa/BpaueOHON KOMHCCHUN).
[Tokazanust nJst SKCTPEHHON TOCTIUTAIN3AIMHI B MEIUIIMHCKYIO OPTaHU3AIUIO:

1. Octpbie yrpoxaromue sl >KU3HU U Pa3BUTHUSL OCIOKHEHHUHN COCTOSIHUS, TPEOYIOIINe HEOTI0KHOTO
JICYEHUsl, B TOM YHCJIE WHTCHCHBHOM TEpPANMHU, & TAKXKE KPYITIOCYTOYHOIO MEIWIIMHCKOIO

Ha6J'IIOIIeHI/IH " IIPOBCACHU: CIICIHAJIbHBIX BUI0OB O6CJ'I€I[OB3.HI/IH n JICUCHUA.
IToka3aHus K BBIIIKUCKE nannuceHTa U3 MGI[PILII/IHCKOfI OpraHu3aIu:

1. OrcyTcTBUE YIrpo3bl Ui JKW3HM MALMEHTa M YIpo3bl Pa3BUTHUS OCJIOXKHEHHUH, TpeOyroUIux

HCOTJIOKHOTO JICUCHUA 110 3aBCPUICHHUN JUAT'HOCTUYCCKUX MGpOHprITHfI.

2. Crabunuzanmsi COCTOSIHUSI M OCHOBHBIX KJIMHHKO-JA00paTOPHBIX TMOKa3aTeseil MmaToJIoTudecKoro
npoiiecca, OTCYTCTBUE HEOOXOIAUMOCTH B MPOJOJDKUTEIBHOM MEAUIIMHCKOM HAOIIOEHUN

(IHEBHOE WJTU KPYITIOCYTOYHOE MpeObIBaHUE);

3. BeimojHeH 1mjiaH 06CJI€IIOBaHI/I$I " JICUCHHA IIallMCHTA, HAaHbl PCKOMCHIAIWUH I10 ﬂaﬂbHeﬁHleMy

HaOJIIOIEHUIO U JIEUEHUIO.

4. HeoOXonMMOCTh TEpPEeBOJIa TMALKUEHTa B JIPYro€ MEAMIIMHCKOE YUYPEXKACHUE WIH YUPEKICHHE

COIIMAJIbHOTIO oOecreueHHs.



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

[Ipu cBOEBpeMEHHOM KOPPEKIMH U MPOPUIAKTUKE META0OINIECKUX KPU30B, COOMIOICHUN U CTPOTOM
KOHTPOJIC TATOTCHETUYCCKON TepallMi W CUMIITOMATHYECKOTO JICYCHHUS TIPOTHO3 JUIS JKU3HU

OJIaronpUsITHBIN.

[IporHO3 COCTOSIHHS M YPOBHS IICHXHUYECKOTO PA3BUTHS IMAIMEHTA 3aBUCUT OT TSHKECTH 3a00JICBaHUS,
HAJIMYUS WHCYJIBTOTIOAOOHBIX COCTOSHUM, BOBJICUEHHS B IAaTOJOTUYECKHM MPOIECC BHYTPEHHHUX
opraHoB (MOYKH, CEp/lle, MOMKEIYI0UHAas Kejie3a), a TakKe CPOKOB Hadaia CIElUaIu3upOBaAaHHOMN
Tepamud W KadecTBa JICYCHHUS, CIOCOOHOTO TPEAyNpEeAuTh MPHUCTYIIBI  METa0OJUYeCKON

JCKOMIICHCAIIUM.



Kpurepun oieHKH KayecTBa MEIUIIUHCKOU MTOMOLIH

o OueHka
Ne Kputepumn kauecrBa BbINONAHEHNS
1. MpoBeaeHO KOMNEKCHOe ornpeaesieHne coaepXaHUs OpraHnyecknx KUCNoT B Moye pa/Her
2. MpoBeneHo KOMMEKCHOe ornpefeneHne KoOHLEHTpauumM Ha aMUHOKUCIOTbI U auUSIKapHUTUHBI B na/Her

KPOBW METOAOM TaHAEMHOMW MacC-CMeKTPOMEeTpUn
3. BbinonHeHO onpegeneHne BapuaHTOB reHoB B obpasue 6uonormyeckoro martepuana Apyrom pa/Her
WX HEeyTOYHEHHOM, HeknaccuduuMpoBaHHbIe B ApPyrMx pybpukax MeTO4OM TapreTHoro
BbICOKOMPOM3BOANTENBHOIO cekBeHupoBaHmsa (03.499.18.998.041) (nouck 6uannenbHbIX
naToreHHbIX BapnaHToB B reHe HMGCL)
4, MpoBeneH npuemM (OCMOTP, KOHCY/NbTauusa) Bpada-reHeTnka nepBuUYHbIA U MOBTOPHbIN pa/Her
5. Ha3sHaueHa gmneTtoTepanus na/Her
6. Ha3HayeHa Tepanusa NeBOKApHUTMHOM MPWU HaAUYUU MEAULMHCKUX MOKa3aHWM U OTCYTCTBUMU pa/Her

NMpoTUBONOKasaHnn
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Ipuaoxkenue Al. CocraB padouer rpynnsl mo
pa3paloTke U mepecMOTpPy KIHMHUYECKHX
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neauatpuu u aerckoit peematonaorun GI'AOY «llepsoii MI'MY um. U.M. CeyenoBa» Mun3znpana
Poccun (CeueHOBCKUI YHMBEPCHUTET), IIIABHBIM BHEIITATHBIM CIEHUATUCT Neauarp MuH3apasa

Poccun

4. bapanoBa Iloniuna BuaaammupoBna, HayusHblii coTpyaHuk LIKII “Mera6onom” OI'BHY

«Menuko-reHeTu4eCKUM Hay4uHbI LHeHTp uM. akagemuka H.I1.boukosay.

5. bymyeBa  Tarbsina  BaagmmupoBHa, a.Mm.H., @OIAY  "Hayusslii  MeguUMHCKUUN

UCCIIE0BATENIbCKUAN LIEHTP 310p0Bbs ereil” M3 PO, wiien Coro3a neauarpos Poccun.

6. Bamakmansze Haro JI[:kym0epoBHa, 1.M.H., PYKOBOAHMTENIb OTAcIa OpdaHHBIX OOJC3HEH W
npodUIAKTUKKA MHBAIUIM3UpPYOmKX 3aboneBanuit HUW neauarpun v oxpaHbl 310pOBbs JeTel
HKII Ne2 ®I'BHY «PHIIX um akan. b. B. IlerpoBckoro», mpodeccop kadenpsl GpakyabTeTCKON
neauatpun nemuarpudeckoro (dakymnsreta OI'bOY BO «PHUMY wum. H.U. [luporosa»

Mun3zapasa Poccun

7. derrsipeBa AnHa BuaagumupoBHa, a.M.H., mpod., 3aB. oraenoMm nenuarpun HMHcTUTyTa
HEOHATOJIOTHM W Ieauarpud HanumoHanpHOro MEIMIIMHCKOTO HCCIEA0BATENBCKOIO LEHTpa
aKyIlepcTBa, TMHEKOJIOTHHM U TepuHarojoruu uM. akan. B.M. KymakoBa, mpodeccop kadempbl
Heonaronorun HWHctutyta 310poBbs  gerer  [lepBoro  MOCKOBCKOTO  roCyIapCTBEHHOIO
meauiuHckoro ynuBepcuteta uM. M.M. CeuenoBa, unen CoBera Poccuiickoro ooOiectBa

HCOHATOJIOI'0OB

8. 3axapoBa Exarepuna FOpbeBHa, 1.M.H., 3aBe/yI011ast JabopaTOpUeil HACIIECTBEHHBIX OOJIe3HEeH
oomena O®I'BHY "Menuko-reHeTnueckuii HaydHbId 1eHTp uM. akaaemuka H.I1.boukoBa", unen
Poccuiickoro oOmiecTBa MEAMIIMHCKUX T€HETHKOB, WIEH €BPOIEUCKOTr0 00IlIecTBa MO0 U3YUYEHUIO

HacJe/ICTBEHHbIX Oosie3Hel oOMeHa BemecTB (SSIEM)

9. Kakayanna Buxkropusi CepreeBHa, Bpady-uHespoJior, snuientoior 'bY3 «Mopozosckas JII'Kb

HE}M», YJICH CBpOHeﬁCKOFO O6IHGCTBa 110 N3YYCHUIO HACJICACTBCHHBIX Ooire3Hel ooOMeHa BCIICCTB



10.

I1.

12.

13.

14.

15.

16.

17.

18.

19.

20.

(SSIEM)

KekeeBa Tarbsina HwukosmaeBHa, 3aBenyromas MEIUKO-TEHETHYECKUM otaeneHueM ['bY3
«Mopo3zosckas II'Kb /I3M», Bpau-reHeTUK

KpacnomexkoBa Huna AJiekcaHapoBHa, Bpay-nieauarp, Bpad-reHeTuk 1'BY3 «Mopo3osckas
JAI'KB J13M».

Ky3enkoBa Jlionmuiaa MwuxaijoBHA, J1.M.H., 3aBEIyIOIas OTJEJICHUEM IICUXOHEBPOJOTHH U
ncuxocoMaruueckoil maronoru PI'AY "HayuHblii MEIUIIMHCKUN HMCCIEN0BATEIbCKAN LEHTP

30poBbs aerei" M3 PO, unen Coro3a nenuarpoB Poccun

Kypkuna Mapuna BaagmMmpoBHA, HayuyHbI COTPYIHUK JIaDOpaTOpUU HACJIEICTBEHHBIX
6onesnelr oomena BemectsB GI'BHY "Menuko-reHeTnueckuii Hay4dHbIA IEHTP HUM. aKaJeMHUKa
H.II. boukoBa"

Kyues Cepreit UBanoBu4, akagemuk PAH, n.m.H., nupekrop @I'bHY "Menuko-reneTnyeckuit
HayuyHblil 1eHTp uM. akajaemuka H.II. BoukoBa", mnpe3uaeHT Acconuanuu MEAUIUHCKUX

reseTukoB Poccun

JloGenckass Amnacracusi IOpbeBHa — 3aBeayromas OuoXxuMUYECKoM gaboparopueil, Bpau-

naboparopubiii reHeTuk CI16 I'KY3 "Jlnarnoctuueckuii HeHTp (MEIUKO-TEHETHUECKUH )»

MuxaitsioBa CBeriiana BuraabeBHa, 1.M.H., 3aBenyromas otaeneHuem OI'AOY «Poccuiickas

Herckas Knunanyeckas bonsaunay PHUMY um H.U. [Tuporosa

Ha3zapenko Jlionmuaa IlasaoBHa, npodeccop, A.M.H., 3aMECTUTENIb JTUPEKTOpPA MO HAYYHOU U
nedeOHoM paboTe, PyKOBOAMUTENb JabopaTopuu HaciencTBeHHo# maromorun HUM MenunmHCKOM

reHetuku, Tomckoro HUMII PAH, unen Acconuanuy MEIUIIMHCKUX TEHETUKOB

HamazoBa-bapanoBa Jleiiia CeilimypoBHa, akanemuk PAH, mpodeccop, a.M.H., npe3uaeHT
Coroza nenuarpoB Poccun; mact-npesunentr EPA/UNEPSA; pykoBonutrens HUW nemmarpuu u
oxpansl 310poBbs gereid HKL Ne2 ®I'BHY «PHIX um. akaa. b.B. IleTpoBckoro», 3aBeayromas
kadenpoil gaxkynsrerckoi neauarpun neauarpuyeckoro gaxkyiasrera PI'bOY BO «PHUMY um.
H.1. IluporoBa» MunsnpaBa Poccun, I171aBHBIM BHELITATHBIA JETCKUM CIELUAINCT I10

npodunakTHaecko MmeaunuHe Mun3zapaBa Poccun

Hukonaesa ExarepuHa AjleKCaHAPOBHA, JI.M.H., pyKOBOJIUTEIb OTJEJa KIMHUYECKON T€HETUKN
OCII «Hay4yHo-HccnenoBaTenbCKUil KIMHUYECKU MHCTUTYT NeAuaTpuu umeHn akaaemuka HO.E.
Benprumesay ®I'AOY BO PHUMY wmmenm H. W. Iluporosa, unen Poccwmiickoro oOmecTBa

MCIANIMHCKHUX I'CHCTHUKOB, YJICH Accounaunu MCIANIIHMHCKUX I'CHCTHUKOB

IMeuarnukoBa Harauabs JleonunoBHa, pykoBoautenb [oponackoro LlenTpa opdaHHBIX U Ipyrux

penkux 3aboneBanuil y aeteit u moapoctkos 'bY3 «Mopososckas AI'Kb JI3M».



21. CenrumssinoBa JIuausa PoGeproBHa, K.M.H., 3aBeaytomas oraenom HUW neauarpun u oxpaHbl
3nopoBbsi fereid HKIL Ne2 ®I'BHY «PHIIX um akan. b. B. IlerpoBckoro», AoueHT kadenpbl
neauatpun U percko pesmaronorun PIAOY «llepeit MI'MY um. M. M. CeueHnoBa»
Mumnszapasa Poccun (CedueHoBckuil YHUBEpPCUTET), AOLECHT Kadeapbl (akyabTeTCKON MeauaTpuu
neauarpudeckoro dakymnsreta PI'BOY BO «PHUMY um. H. U. ITuporoBa» Mun3zapasa Poccun,

yineH Coro3a neauarpoB Poccun

22. CmupnHoBa QOubra SIkoBijieBHA, Bpay-r€HETUK, CTapIIMi HAy4YHBIA COTPYJHUK OTIEja
CTaHAApTU3ALMM W M3Y4YEHUs1 OCHOB Joka3aresnbHOM MenuuuHbl HUW negmarpum u oxpanbl
3nopoBbs aereit [IKb PAH

23. CtpokoBa Tarbsina BuxrtopoBHa, n.M.H., npodeccop PAH, 3aBemyromas otaeneHuemM
MEAUaTPUYECKON TacTpO3HTEPOIOruy, renarogoru u auerorepanuu Kinnankn OI'BYH "OUIL]L

MMATAHUA 1 OMOTEXHOIOTHUU"

24. Cyooorun [Amutpuii Muxaitaosny, Bpau-reHeTuk ®I'BHY "Meauko-reHeTuueckuii Hay4yHBbI

ueHTp uM. akagemuka H. I1. boukoBa", uien Acconuanum MEIUIIMHCKUX TEHETUKOB

25.Cymnna Mapusa T'enHagbeBHa, 3aBeAyioliass  OTJACJICHUEM  MEIHMKO-T€HETHYECKOTO
KOHCYJIbTHpOBaHMs, Bpad-reHeTuk ['AY3 CpepunoBckoit obnactu “KIMHHKO-TUAarHOCTUYECKUN
1eHTp “OxpaHa 3I0POBbS MaTepu U peOCHKA .

26. Tapan Haranusa HwukosnaeBHa, K.M.H., CTapuIMid HAy4YHbId COTPYOHUK  OTACIICHHS
MEAUaTPUIECKON racTpo3HTEpOIoruy, renaroaorud u querorepanuu CPI'bYH "®OUIL] nuranus u
ouorexnonorun"", accuctedt kadpeaper GIAOY BO PHUMY um. H.U. TTuporoBa Munsnpasa
Poccun.

ABTOpBI TOATBEPKAAIOT OTCYTCTBUE (UHAHCOBOM MONACPKKHU/KOH(PIUKTa HHTEPECOB, KOTOPBIi

HE00X0IMMO 00HAPOI0BATh.



IIpunoxkenne A2. MeronoJiorusi pa3padoTKku
KJINHUYECKHUX PeKOMEHIAIMT

Hacrosimue pexoMeHmanuu NpeIHa3HAauYeHbl ISl NMPUMEHEHUS MEIWLIHMHCKUMHU OpPraHU3aLUsSMUA U
yUpexACHUSIMU  (enepalbHbIX, TEPPUTOPHAIBHBIX ¥ MYHUIUNAIBHBIX OPraHoOB yIPABIICHUS
3[paBOOXPAHEHUEM, CUCTEM 00s3aTEIBHOTO M TOOPOBOJBLHOTO MEIUIIMHCKOTO CTPAaXOBaHUs, APYyTUMU
MEAMIMHCKAMU OPraHU3alUSIMH  Pa3IMYHBIX OPraHU3aLMOHHO-NIPABOBBIX (OPM JESATENBHOCTH,

HANPAaBIICHHOW HA OKa3aHUE MEIUIIUHCKOW MTOMOUIH.

Knuandyeckue pekoMeHIAIMKU CO3/IaHbl HA OCHOBAHWM CHCTEMATH4YecKOro 0030pa jureparypsl 1976-
2022 rr. Medline (Pubmed version), Embase (Dialog version) u Cochrane Library databases, c
WCIIOJB30BAHMEM  CO3JAHHBIX  IPOTOKOJIOB  COBPEMEHHBIX  MEKIYHApPOAHBIX  KIMHHYECKHUX

PEKOMEH Al TI0 TUAarHOCTHKE, JICYCHUIO M BEICHUIO OOJBHBIX C META00IMUECKUMU OOIE3HIMH.

3-I'MKoAJIJl oTHOCHUTCSI K PEIKUM HACJIEACTBEHHBIM 3a00JI€BAaHUSM, YTO HUCKIIOYAET BO3MOXKHOCTH
MPOBEACHUS OOJBITNX KOTOPTHBIX M PaHIOMH3MPOBAHHBIX KOHTPOJHMPYEMBIX HCCIACAOBAHUN W IS
CO3/IaHUs MPOTOKOJIOB AMATHOCTUKH M TEPAUHU HUCIOJNb3YIOTCS JIMIIb TEMaTHY€CKUE HCCIIEIOBAHUS

OKCIICPTOB, OHY6JII/IKOB3HHBIC B IIOCJICAHUEC IBA JCCATHUIICTHSA.

OreHka KadyecTBa JOKA3aTeIbCTB M CUJIBI PEKOMEHJAIUMN MPUMEHEHHUS MEIUIIMHCKUX TEXHOJIOTHI

IPOBOJIUJIACH B COOTBETCTBUU C YHU(UIIMPOBAHHOMW IIKAJION, TPUBEEHHON B Tabnuax 1-3.
HeseBast aynuTopusi JAHHBIX KIMHUYECKUX PEKOMEH AU :
1. Bpauu o61eii BpaueOHOM NpaKTUKKU (CEMENHbIE Bpaun);
2. Bpauu-nienuarpsi;
3. Bpauu-TepanesTs;
4. Bpauu-reHeTuKH;
5. Bpauun-nabopaTopHbie TCHETHKH,
6. Bpauu-kapauonoruy;
7. Bpaun-odTanbMomory;
8. Bpaun-oTopuHOIapUHIOJIOTH;
9. Bpauu-remarosnoru;
10. Bpaun-neTckue KapIMOI0TH;
11. Bpauu-HeBponoru;

12. Bpauu (QpyHKUIHOHATBHOW TUArHOCTUKHY;



13. MeaunuHCKHUE TICUX0JI0TH;
14. Ctynentsl Menuiuackux BY30B;
15. OGyuaromuecs B OpAMHATYPE U aCIIUPAHTYPE.

Ta6muna 1. Illxkana omenku ypoBHEH moctoBepHOCTH mokaszarenbceTB (Y/J]) s meromos

AUAarHOCTUKHU (I[I/IaI‘HOCTI/I‘-ICCKI/IX BMel_HaTeJ'IBCTB)

yaan PacwuundpoBka

1 CucremaTuyeckue 0630pr nccneoBaHum  C KOHTpPONEM pedDEDEHCHbIM MeToAOM WAN  CUCTEMATUYECKUMN 063op
paHAOMU3NPOBAHHbLIX KIMHUYECKUX nccnegoBaHnm C NnpuMeHeEHNEM MeTa-aHaan3a

2 OTaenbHble WCCNefoBaHUs C KOHTPONeM pedepeHCHbIM METOAOM WM OTAE/bHble PaHAOMM3MPOBaHHbIE KMHUYECKWE
NCCNefoBaHUS M cucTeMaTUdeckme 0630pbl MCCNefoBaHWi Noboro AusarHa, 3a MUCKIOYEeHWEM PaHAOMM3UPOBaHHbLIX
KJTMHUYECKUX UCCNEeN0BaHWNI, C MPUMEHEHWEM MeTa-aHanmnsa

3 WccnenoBaHns 6e3 nNocnenoBaTenbHOr0 KOHTPOAs pedepeHCHbIM METOAOM WN UCCNefoBaHWns C pedepeHCHbIM METOA0M,
He ABNSALWMMCS HE3ABMCUMMbIM OT WCCIEAYEMOrO METOAa WM HepaHAOMU3UPOBaHHbLIE CPABHUTENbHbIE UCCNENOBAHUS, B
TOM YKCJIe KOFOPTHbIE UCCNEeA0BaHMS

4 HecpaBHUTENbHbIE NCCNEAOBaHUSA, ONMCaHUE KIMHUYECKOro criy4vas

5 MmeeTcsa nuwb 060CHOBaHME MexaHM3Ma AeNCTBUS WU MHEHME JKCnepToB

Ta6muma 2. Illkama omeHkn ypoBHEH moctoBepHOCTH mokazarenbceTB (Y1) mns meromos
npoUIaKTUKK, JICdeHUS U peabunutanuu (MpodUIaKTHISCKHUX, JEUCOHBIX, pPeabMINTAllMOHHBIX

BMEIIIATENBCTB)

yaa PacwudcdpoBka

1 CuctemaTtuyeckuii 063op PKW ¢ npuMeHeHnem MeTa-aHanmsa

2 OTpenbHble PKU 1 cuctemaTtuyeckne o0630pbl uccnenosaHuii noboro amsariHa, 3a uckiodveHnem PKW, ¢ npumeHeHueMm
MeTa-aHanm3a

3 HepaHoOMU3MpOBaHHbIE CpAaBHUTENbHbIE UCCNEA0BAHUSA, B T.4. KOrOPTHbIE UCCef0BaHUS

4 HecpaBHUTENbHbIE UCCNEAOBaHUA, OMUCAHWE KIIMHUYECKOro cryyass Wau Cepunm CrydaeB, WUCCe[oBaHus <<cnyqa17|-
KOHTPOJ/1b>»

5 NmeeTcsas nuwb 060CHOBaHME MexaHM3Ma [AEeNCcTBUMA BMeluaTesNbCTBa (,EI,OKJ'IVIHVILIECKVIe VICCJ'IeLI,OBaHVIﬂ) U1 MHeHune
3KCNepToB

Tabamuma 3. Illkana oueHku ypoBHe#l yoOenutenbHocTH pexkoMeHnauuid (YYP) mis meronos
MpOUIAKTUKY, AUATHOCTUKU, JeUeHUs W peabunurtanuu (MpodUIaKTUYECKHX, AUArHOCTUYECKHUX,

HC‘{C6HLIX, pea6I/IHI/ITaHI/IOHHI:-IX BMGHI&TCJ'ILCTB)

YYyP PacwundgpoBka

A CunbHasi pekoMeHaauusi (Bce paccMaTpuBaeMble Kputepum 3PdOEKTUBHOCTU (MCXOAbl) SBASKOTCS BaXHbIMK, BCE
NCCIe0BaHUS MMEIT BbICOKOE UM YLOBNETBOPUTENIbHOE METOAO0SIOMMYECKOEe KauyecTBO, MX BbIBOAbI MO MHTEPECYHOLLMM
NCXoaaMm SIBASIOTCS COrflacoBaHHbIMM)

B YcnoBHas pekoMeHZauusi (He BCce paccMaTpuBaeMble KpuTepun 3hhEKTUBHOCTU (MCXOAbl) SABMSIOTCS BaXkHbIMWU, He BCe
MCCef0BaHUS WMMEKT BbICOKOE MWW  YAOBNETBOPUTENIbHOE METOAO/IONMYECKOe KayeCcTBO W/MAM  UX BbIBOAbI MO
MHTEPECYIOLWMM NCXOAaM He SIBAIAIOTCS COrSIaCOBaHHbIMMU)

C Cnabas pekomMeHgauna (OTCYTCTBVIe AOKa3aTeNbCTB HagJiexauwero Kadecrtea (Bce paccMaTpmnBaeMble KpUTEPUN
BdJCbeKTVIBHOCTVI (VICXOD,I:I) ABNAKTCA HEBAXHbIMKU, BCE MUCCNeEAOBaHUA MMEKT HU3KOE METOAO0JZIOrMYeCKoe KayecCcTtBOo U UX
BbIBOAbl MO MHTEPECYOLWNMM NCXOA4aM HE ABAATCA COFJ'IaCOBaHHbIMVI)

IHopsiiok 00HOB/IEHHS KIMHUYECKUX PEKOMEHIAUIA



MexaHu3m OOHOBIIGHHUS KIMHMYECKUX PEKOMEHJAIMN TpelycMaTpuBaeT WX CHCTEMaTHYECKYIO
aKTyaJIU3alMI0 HE PEXE, YEM OJMH Pa3 B TPU I'0J1a, a TAKKE IIPU MOSIBICHUU HOBBIX TAHHBIX C ITO3ULIUU
J0Ka3aTeIbHOW MEIULMHBI M0 BONPOCAM JAMArHOCTUKH, JICUCHHs, TPOYUIAKTUKU U peadMIUTaINU
KOHKPETHBIX 3a00JI€BaHUN, HATTUYMH 000CHOBAHHBIX JOTMOJHEHUI/3aMEUaHUH K PaHEee YTBEPKICHHBIM

KIIMHUYCCKHUM PCKOMCHIAIUAM, HO HC HalllC 1 pas3a B 6 MCCAILICB.



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

1. ®enepanbubiii 3akoH oT 21.11.2011 N 323-®3 (pen. or 28.12.2022) "OO ocHOBax OXpaHbI
310pOBbs rpakaaH B Poccuiickoit deaepanun” (¢ u3m. u joi., Betyn. B cuity ¢ 11.01.2023).

2. IIpuka3 MunsnpaBa Poccum ot 21.04.2022 N 274 "OO yrtBepxknaenuu llopsiaka oxazaHus

MEIUIIMHCKON IMTOMOIIM MAIMeHTaM C BPOXKJIECHHBIMU U (MJIM) HACJIEICTBEHHBIMU 3a00JI€BaHUSAMU " .

3. Ilpuka3z Munzapasa Poccun ot 13.10.2017 N 804n (pea. ot 24.09.2020, ¢ u3Mm. ot 26.10.2022)

"OO0 yTBepKJACHUU HOMEHKJIATypbl MEIUIIUHCKUX YCIyT".

4. [lpukaz MunzapaBa Poccum ot 10.05.2017 N 2031 "OO yTBEp>KICHUU KPUTEPUEB OIECHKH

KayecTBa MEIUIIMHCKON ITOMOIIH".

5. [lpukaz Mwunzapasa Poccun ot 20.12.2012 N 1183u (pen. ot 04.09.2020) "OO yTBepkaeHUU

Homenkmnarypsl JODKHOCTEH METUITMHCKUX PAOOTHUKOB U (DapMaIieBTUYECKUX paOOTHUKOB' .

6. [Ipukaz MunzapaBa Poccun ot 07.10.2015 N 700H (pex. ot 09.12.2019) "O nHOMEHKIaType
CICIUATBHOCTEH CHEIHAIMCTOB, HWMEIOIINX BBHICIIEE MEIUIMHCKOS U (hapMarieBTHICCKOE

oOpazoBaHue".

7. llpukaz MunznpaBa Poccun ot 28.02.2019 N 103u (pea. ot 23.06.2020) "OO6 yTBepKIAeHUU
MOPSZIKA U CPOKOB pa3pabOTKH KIMHUYCCKUX PEKOMEHIAINI, UX MepecMOTpa, TUIIOBOH (POpPMBI
KIMHUYECKMX PEKOMEHJAaNuid W TpeOOBaHWMH K WX CTPYKType, COCTaBy | Hay4yHOU

000CHOBaHHOCTH BKJIFOYaeMOH B KIIMHHUYECKHE PEKOMEH Ay HHpopMarmn'.
8. Mudopmanumst o texkapcTBEeHHBIX cpeacTBax: https://grls.rosminzdrav.ru/

9. MexxnynapoaHas kinaccudukaius 0one3Hei, TpaBM U COCTOSHUM, Biusitonux Ha 310poBbe (MKbD
—10).

3a0op OmoMarTepuaa Il IMATHOCTHKH B IATHAX KPOBU
IMoaroroBka K B3sITHIO KPOBH.

[ToaroroBka K B3SITUIO KPOBH CTaHIApPTHA: MEIUIIMHCKUM TEPCOHAN JOJDKEH COOIoIaTh IpaBHUiia
CTEpWIBHOCTH, MPOTUPAss MECTO IMPOKOJa PACTBOPOM AHTHUCENTHKA, MCIOJIB3YS OJHOPA30BBIE HWIJIbI-

CKapI/I(l)I/IKaTOpI)I " IICPYATKH.
Ho.ﬂyqune CyXoro nmsaTHa KpoBm

Kak mnpaBuno, s nonydenus cyxux nareH [S0] kpoBb OepyT M3 maiblia, TaKKe BO3MOXKHO

WCIIOJIb30BAHME BEHO3HOM KpOBH, B3sITOM U3 mpodupku ¢ JATA (B 3aBUCUMOCTH OT HCIIOJIb3YEMBIX



HaOOpOB).

Y HOBOPOXJIEHHBIX KPOBb Ha HEOHATAJIbHBIM CKPUHUHT M PETECT OEpyT TOJNBKO M3 MATKH, B

HUCKIIIOUUTCIIbHBIX ClIydasaX — M3 IaJbla (HpI/I HCBO3MOKHOCTH B3ATHUA KPOBHU U3 HSITKI/I).

Mecrto mnpokona (mdTka, majen) cieayer o0pabdorarh CTEpUIIbHON candeTrkoi, cmoueHHON 70%
ATaHOJIOM™*, TIOCJIe Yero MPOMOKHYTh CyXO# CTepriIbHOM canderkoit. [lepBas kamist, oOpazoBaBmIasics
Ha MECTe MPOKOJIa, HE UCIIONIb3YETCS — €€ CTUPAIOT CyXHUM BaTHBIM TaMIoHoM. [locnenyromume Kammm
MOOUYEPETHO HAHOCAT B KPYT'M Ha BIUTHIBAIONIYI0 MeMOpaHy TecT-Onanka. Kpyru Ha Oi1aHKe JOKHBI
OBITh MPONUTAHBl PABHOMEPHO, HACKBO3b, 0€3 OeJIbIX MATEH Ha 00paTHOI cTopoHe Omanka (puc. 1172).
Jns momyuenust onHoro nsitHa Tpedyercst 80—100 Mk kposu. [locne HaHeceHUsT KPOBU Ha TECT-OIaHK
oOpasel] BbIICP)KUBAIOT /10 IMOJHOTO BBICHIXaHUS B TEUEHHE HE MEHee 2-X 4YacOB IPHU KOMHATHOM
TEeMIepaType, HE COMpHUKAcasich C APYyruMu TecT-Onankamu. [locie BbICyIIMBaHHUS TecT-OJaHKU

CKIIAAbIBAIOTCA B MHAWBUAYAJIbHYIO YIIAKOBKY, HC COIIPpHUKACAACHh M HC HAKJIAAbIBAJACH IIITHAMHU KPOBH

APYT Ha Jpyra.

d00o 6

He mwrsrrm afnse mrorurmand rrmsn He wrre s vast, Senu AOROae Al
*  Kanau AonXHbl NONHOCTBIO NPONUTAaTE KPYXKM ¢ 0BpaTHOM CTOPOHBI
* He kacaiTecs 06nacTi, NPONUTAHHOM KPOBLIO

Pucynok 1I'2. Cyxue nsTHa KpOBH Ha Te€CT-OJIaHKe.

JIist MONEKyIspHO-TeHETHUECKUX M OMOXMMHYECKHUX HCCIIEIOBAaHUN HE B paMKaX HEOHATaJIbHOTO
CKpUHUHIA, TOMUMO KareJIbHOIO HAHECEHUS, MOXKET IPUMEHSTHCSI HAHECEHUE HE0OX0IUMOro o0beMa
LEJIbHOM KPOBM Ha TECT-OJIaHK IOJyaBTOMAarMYe€CKUM J03aTOpPOM, HaIllpuMep, H3 MpPOOUPKH,

coziepKaIei aHaaTu3upyeMbIii OmoMarepua.

TpancnopTupoBKa TecT-01aHKOB OcCyIIecTBIIsgeTcs npu Temmeparype He Boitie 25°C [MP CIIK].
AJITOPUTM JIefiCTBUII MeTUIIMHCKOTO NMEPCOHAJIA NP B3SITUU 00pa310B KPOBM:

e BBIMBITH PYKHU (TUTUEHUYECKUN YPOBEHbD), HAIETh N€PUATKH;

e BBIMBITH PYKH MaleHTa (MATKy peOeHKa B cllydae, eClid KpOBb OepeTcs U3 MITKH);



e TIPOTEPETHh 0O0JACTh MPOKAIBIBAHUS CTEPHIBbHON candeTkoi, cmoueHHoW 70% sTaHOmOM™*,
IPOMOKHYTh CYXOH CTEpWJIBHOM canderkoil; — TMPOKOJIOTh CTEPHJIBHBIM OJHOPA30BHIM

ckapuduKaTopom;
e CHSTH NIEPBYIO KAIUTIO KPOBU CTEPHIIBHBIM CyXHUM TaMIIOHOM;
e MSATKO HAJaBUTh JJIS MOTYUYCHHsI BTOPOH KaIlJId KPOBH;
e TIPWIOKHUTH MEPIEHANKYISIPHO TECT-0IaHK K Karie KPOBU M MPOIUTATh €r0 KPOBbIO HACKBO3b;

e AHAJIOTHMYHBIM OOpa3oM HAHECTH Ha TeCT-ONaHK 6-8 Kameiab, BHJ MATEH KPOBH JOJIKEH OBITh

OJJMHAKOBBIM C 00enx CTOPOH.

¢ BLICYIIWNTH TecT-0JIaHK B TOPHU30HTAJIbHOM ITOJIOXKCHHHU Ha YUCTOM O6€3)I(Hp€HHOI>i IMOBCPXHOCTHU HE

MeHee 4 4 6e3 TPUMEHEHHS TeTIOBO 00paOOTKM U TIOMaIaHus MPSMBIX COTHEUHBIX JIy4eH;

e YMAaKOBaTh TECT-OJJAHKM B UKUCTbI KOHBEPT TakuM oOOpa3oM, 4TOObI TMSTHA KPOBU HE

COIPHUKACAIINCH.
Oco0enHocTH Npu HH(PY3HOHHOM Tepanumn

Hekotopsle manueHTsl MOTYT MOJIy4aTh WH(Y3UOHHYIO TEpaIlvio, MepeTuBaHue KOMIIOHEHTOB KPOBH,
YTO MOXET OKa3aTb BIMSHHUE HA Pe3yibTaThl TeCTOB. Hampumep, npu nepenvBaHuM IUIa3Mbl KPOBU
MOTYT OBITh MOJY4YEHBl JIOXKHOOTPUIIATEIbHBIE pPE3YyIbTaThl, TaK Kak ompenensemMbie (epMeHTHI
HAXOMATCs B IJIa3M€ U B KJIeTKax KpoBU. HeoOxoanmo ocymiecTBUTh 3a00p KpoBU 715l PepMEHTHOM U
JHK-nuarnoctuku He paHee, yeM uepe3 6-7 AHEH mocie NepesrBaHus Miia3Mbl KpoBU U yepes 7-10

JHEH moclie NepeMBaHNs KOMIIOHEHTOB KPOBHU.

He nomyckaercst 3a60p KpoBH:

e Cpasy MocJje NpoBeACHUS MAlMeHTy UH(PY3UOHHOW Teparnuy;
e Cpazy MocJe oneparuy 3aMEHHOTO MepeINBaHUs KPOBH.
XpaHeHHe M TPAHCIOPTHPOBKA OUoMaTepuaJa

OO0pa3iibl BHICYIIEHHBIX MATEH KPOBH MOJKHO XPAHUTh B 0OBIUHOM Kamepe XonoauibHuKa npu +4°C no
ornpaBku. CpoK XpaHEHHUs 10 MOMEHTA OTIIPABKM HE JOJDKEH NPEBbIIATh 7 JAHER. Temreparypa mpu
TpaHCHIOPTUPOBKe Onomarepuania nomkHa 0eTh 0T 0°C mo +10°C. Ecniu xpanuthb J1onblie u npu 0olee
BBICOKOH TeMIIeparype, TO aKTUBHOCTh ()epPMEHTa JaKe€ B HOPME MOXKET CHUXKAThCS, UTO MPUBEIET K

JIOKHOITOJIOKUTCIIBHBIM PC3YJIbTATaM.



Ipuaoxkenue b. AJropurMbl JeiicCTBUA Bpaya

[Tpu BeisiBieHun 3-I'MKoAJI/] HeoOX0auMO BbI3BaTh CEMBIO JJII KOHCYJBTAllUU M MPOBECTU OCMOTP
peOeHKa C ILEeNnbpl0 pElIeHUs] Bolpoca O rocnuranu3auuu. [I0CKoIbKy MOBBINIEHHE KOHUEHTPALUU
C50H =Hwe saBmsgercs crnenupuUYIHBIM JJII  OTOro  3a00JeBaHMS, HEOOXOIUMO IPOBEACHUE
JIOTIOJTHUTENIbHBIX TECTOB U MOATBEpKAatomen quarnocTuku (puc. 1b). IIporuo3 6maronpusiTHeINA U BO

MHOTOM 3aBHUCHUT OT CPOKOB YCTAHOBJICHUA IWUArHO3da 1 HA3HAYCHUS JICUCHUA.

HoBopoxnenubie ¢ mnono3penrieM Ha 3-I'MKoAJIJ] momnexar rocnutaju3alid B OTICICHUE
[aTOJIOTMU HOBOPOXKIAEHHBIX WJIM PEaHUMAllMM UHTEHCUBHOW Tepamnuu (B 3aBUCUMOCTH OT COCTOSIHUSA),
IJIe OCYILECTBIAETCS B3STUE KPOBU JJIsi MPOBEACHHUS pEeTecTa, a Takxke cOop oO0pa3loB MOYM IS
aHaJIM3a OPraHUYECKUX KUCIOT MOUM (00pa3Ilbl OTIPABISIIOT B peepeHCHbIN 1IeHTp). B 3aBucuMocTu
OT PE3yJabTaTOB OpraHUYecKux KucioT moun nuarHo3 3-I'MKoAJIJl moxer ObITh MOATBEPKICH Ha
OMOXMMHYECKOM YpOBHE WJIM YCTAaHOBJIEH Jpyrod auarHos. Ilocie modyyeHus: MOJIOKUTEIbHBIX
PE3yAbTaTOB HOBOPOXKJIEHHOTO HEOOXOAMMO HE3aMEJIUTEIbHO HAMPaBUTh K CIELHAIUCTY (Bpady-
TCHETHKY, Bpady-lieAuarpy) JUisi Ha3HAYeHHWs] TATOTCHETUYECKOM  Tepamuu, MPOBEACHUS
NOATBEPKAIOIIEH JUAarHOCTUKH, a Takke OOyueHHUsT M KOHCYJIbTHUPOBAaHUS CEMbU W OpraHU3aluu
nanbHeimero Habmonenus. IlogTBepikaaronias AUAarHOCTUKA MPOBOAUTCA B peEepeHCHOM IIEHTPE,
JMAarHo3 TMOATBEPKAACTCS Ha MOJEKYJIAPHO-TEHETUYECKOM YpPOBHE B PE3YJIbTAaTe BbISBICHUS
OunaeNnbHBIX MAaTOTeHHbIX BapuanToB rena HMGCL.



NATHaX KPOBK

’ v

C50H = 0.5 mkMin C50H < 0,5 meh/n

v

KOHCyNbTaUuwWA Bpava-reHeTrKa
PeEWeHKe BONPOCa O rocNUTanu3adn

CONOCTABNEHWE KITMHWMET KX W
nabopaTopHbIX AaHHBIX
paccMoTpeHue Bonpoca ob

OTMEHE Tepanuu
aKTUBHOCTL BUOTUHMAASE! aKTMBHOCTb BMOTHMHWAE3bI B WCKNIOYMEHWE OWKBoK
CHWKEHA HOpME NpeaHanuTUYEeCKoro 3Tana
A

Heo4HO3HauHkIe pe3yneTaThl
JHK guarHocTHKK

reHaTun dHOBNEH
KOHCYNeTauuAa Bpada-reHeTuKa yer

Ha3HaYeHWe JWeTOTepaniK

MEAWKO-TEHETUYECKOE
KOHCYNsTUPOBaHue CeMbM

NOMCK MyTaLwii B rere BTI

Pucynok 1Bb. AnroputM HEOHATaJbHOTO CKPUHUHIA Ha BBISIBICHHE AePUIUTA 3-TUAPOKCHU-3-
Metwinnytapmi-KoA  mmaser  (3-IMKoAJII) u apyrux 3abosneBaHuil, acCOIMHPOBAHHBIX C
MOBBILIEHHBIM ypOBHEM 3-ruapokcumnzoBanepuikapautuia (C5OH): HenocTaroyHOCTh CHHTETA3bl

roJIOKapOOKCHIIA3 U HEIOCTATOYHOCTh 3-MeTUIKPOTOHMI-KOA kapOokuciasbl.



Ipuwioxenue B. Unpopmanus 1 manmeHTa

Ioyemy Bo3HMKAaeT 3a00JieBaHue?

Hedumut 3-ruapokcu-3-metunrnytapui-KoA muaszer (3-IMKoAJIJI) — penkoe HaciencTBEHHOE
3a00JieBaHKe, CBI3aHHOE C MoIoMKaMu (MyTarusimu) B rene HMGCL.

I'enbr mpenctaBnsaOT coboit mocnenoBatenbHOCT, JIHK W B HMX 3ammcaHbl MHCTPYKIIUU TIO
«mpurotosnenuto» 6enkoB unu PHK (pubonykiennosas kuciota). ['eHbl HaxoaaTcsa B XxpoMocomax. Y
yesioBeka 23 napbl XxpomocoM. OIHy U3 XpOMOCOM C COOTBETCTBYIOIIMM Ha0OpOM T'€HOB OH HaclleyeT

OT MaTepu, BTOPYIO — OT OTILIA.

I'en HMGCL naxomgutcst Ha 1 xpomocome. Korga B rene HMGCL npoucxXoauT MyTaius, OH OOJbIIe
HE MOXET CIYXUTb «HUHCTpyKuuew» miga cosganus (epmenta 3-IMKoAJl. Takum o6paszom,
MOJyYUBIIMMCS (QepMEeHT (YHKUMOHUPYET HENPAaBUIBHO WM K€ BOBCE HE MPOU3BOIUTCA B

OpraHu3Me.

3-I'MKoAJI/l Hacnenyercs Mo ayTOCOMHO-PELIECCUBHOMY THUITY. DTO 3HAYUT, 4TO y peOeHka 0oye3Hb
IIPOSIBIISIETCS TOJIBKO B TOM Cllydae, €ciau 00a pOAUTENS SBISIOTCS HOCUTENIAMU OOJIE3HU M, XOTSI CaMu
OHM HE OOJICIOT, MepeIaroT peOeHKY JBE KOMUU “TIOBPEXICHHOr0” reHa (reHa ¢ myrtanueit). Hocurens
00JI€3HU HACJIENYET TOJIBKO OJHY “TIOBPEXKACHHYIO KOIUIO: JTUOO OT 0TIa, 1100 oT Marepu. Hocurenu
He OOJICIOT U HUKAKUX MPU3HAKOB O0ie3HU y HUX HeT. Puck poxnenus pedenka ¢ 3-IMKoAJIJ[ B
ceMbe, TAe 00a ponuTeNs SBISIOTCS HOCUTEISIMHU “‘TIOJIOMAHHOTO T€Ha, COCTaBisieT 25% Ha KaXIyio

6epeMeHHOCTSH (puc. 1B). Mabuuku v 1IeBOYKHU OOJICIOT C OTMHAKOBOM YaCcTOTOM.

Bce cembu ¢ 3a0o1eBaHuEM JOMKHBI MPOUTH MEAUKO-T€HETUYECKOE KOHCYJIBTUPOBAHUE U MOIYYUTH
MOJIHYI0 MH(OPMAIIMIO OT Bpaua-TeHETUKAa O PUCKE MOBTOPHOTO MPOSBICHUS JAHHOTO 3a00JIeBaHUS B
ceMbe, OOCYIUTh CO CIELUAIMCTOM BCE BOIIPOCHI, CBA3aHHBIE C HacjeloBaHHWEM 3aboseBaHus. B

Poccun MCINKO-TCHCTUYCCKUC KOHCYJIbTAlluN pa6OTaIOT B KQXKIOM PCTHUOHC.

¢ ¢
OTteu-HOCUTEND n * MaTb-HOCUTENBbHULA

l L |
00 00 ©

@ ¢ @ ]
/AN /AR AR, AN
L & L ¥ \ $
3noposble 25% Hocutenu (retepo3urotbl) 50% bonbHble 25%

Pucynok 1B. Cxema HacnenoBanus jaeduuurta 3-rugpokcu-3-merunriytapui-KoA mmaser (3-
I'MKoAJIJT). Ilpu Hamuuuu IBYyX KOMHM “TIOBPEXKACHHOTO” TeHa («1»), YHACIEIOBAHHBIX OT 00OMX
poaurteneii-nocuTenel, puck poxaenus pederka ¢ 3-I'MKoAJI/] cocrapnsieT 25% («rr»).



Yrto Hapymaercs B meradonusme npu 3-I'MKoAJLL?

[Tpu 3-I'MKoAJIJI depment 3-ruapokcu-3-merunrnytapmi-KoA nuasa (3-I'MKoAJl) ne paboraer. B
HOpME 3TOT ()EpPMEHT yYacTBYEeT B PaCHICIICHUN JICHITMHA, KOTOPBIN IMOCTyIAeT ¢ MumeH. JIenmma —
oqHa u3 20 aMUHOKHUCIIOT, U3 KOTOPBIX cocTosT Oenku. Y nanueHToB ¢ 3-I'MKoAJIJl atoro ¢epmenta
HET, U JIEULMH MOJIHOCThIO HE pa3pymiaerca. Korna takue manueHTsl €T NUily Ooraryio OeskoMm, B
KpPOBHM HAaKaIlJIMBA€TCSI MHOIO JEHIWHA, W OH IPEBpPAllacTCs B OMNACHbIE TOKCHYHBIC BEILECTBA,
KOTOpbIE HAaHOCAT Bpen opranusmy. Kpome Ttoro, y depmenta 3-' MKoAJI ects Bropas dynkuus. C
MOMOIIIbIO ATOT0 (hepMEHTa B MpOLIECCe pacHICIUICHUsI KUPOB 00pa3yroTCcsi KeTOHOBBIE Tesa. Korma B
OpraHu3Me HEIOCTAaTOYHO ITIFOKO3bI, KETOHOBBIE T€JIA CTAHOBSATCS OCHOBHBIM “TOIUIMBOM ™ JIJISI HALIUX
opradoB. Y manueHToB ¢ 3-I'MKoAJIJ[ KEeTOHOBBIX Te€l Majo, W, CJIEAOBATEIbHO, HET 3alacHOTO
VCTOYHUKA SHEPruu. B pe3ynbrare MOryT HaKaIuIMBaThCsS BPEIHbIE COEAUHEHUS, KOTOPBIE MPUBOIST K
TOMY, YTO KPOBb CTAHOBUTCS CJIMILIKOM KHCJIOM (KETOalMa03), YTO YyXyAllaeT (PyHKIMIO TKaHEH B
0COOEHHOCTH IIEHTPAJIbHON HEPBHOM cucTembl. KeToamnmo3 — maroiornueckoe xKU3HEYTpoxKarolee

COCTOSIHME OpraHu3Ma, TpeOyroliee HeMEUIEHHOTO BpaueOHOro BMeIIaTeNIbCTBa
Kak nposiBasiercsa 3-I'MKoAJI/1?

[Tpu poxxaenuu cumntoMoB HeT. B 80% cirydaeB 3a0oneBaHre MPOSBISETCS B T€UEHUE TIEPBOTO TO/1a
KU3HU, OJTHAKO U3BECTHBI CIIy4daH MPOSIBICHUSI IEPBBIX CUMIITOMOB BO B3pOCIIOM Bo3pacTe. CUMITOMBI
3-I'MKoAJIJl ouenb pazHooOpa3Hbl. YacTo peOCHOK CTAHOBUTCS Pa3IpaKUTEIbHBIM, OTKA3bIBACTCS OT
€/1bl, OTMEYAIOTCS Juapesi, TOIIHOTA, PBOTA, MBIIIEYHAS CIA00CTh, BAJIOCTh, OBICTPast YTOMIISIEMOCTb.
Yacto 3aboneBaHWE MPOSBIACTCS IOCIE JUIMTEIBHOTO TOJOMAHWS, WHPEKIUH WIH (U3HUISCKUX
Harpy3ok. Y mnanueHToB ¢ 3-I'MKOAJI/I MoryTt pa3BuUBaTbCcsi HEBPOJOTHMYECKHE OCIOKHECHUS:
3a7iepKKa pa3BUTHSA, 3aJiepKKa peuu, snuierncus. Y manueHToB ¢ 3-I'MKoAJIJl MoryT oTmedarhcs

KapIMOMHUOMATHUs C apUTMHEH, opakeHne NeueHu (yBeInueHUe MeYeHU, )KUPOoBasti 00JIE3Hb MEUEHN ).
Kak ycranaBinuBaercs auarno3 3-I'MKoAJI/L?

[lepBuyHyt0 IMAarHOCTHKY 3a00ieBaHUsS MPOBOAUT Bpay-menuarp. JlMarHo3 CTaBUTCS Ha OCHOBAHUU
KJIIMHUYECKOM KapTUHBI, aHaJInu3a MOYM (TOBBIIIAETCS YPOBEHb 3-TUIPOKCH-3-METHII TIIyTapoBOM, 3-
METUJITITYTapOBOM, 3-THAPOKCUU30BATIEPUAHOBOM, 3-METHUITIIYTAKOHOBOM, aIUIIMHOBOM, CyOepHUHOBOM
U cebalMHOBOW  KHCJIOT) M aHamu3a  KpoBH  (TIOBBIMIACTCS ~ KOHIEHTpamus  3-
TUPOKCUU30BAJIEPUIIKAPHUTHHA). /{narHo3 moATBEPKIAETCs HAa MOJIEKYJIIPHO-TEHETUYECKOM YpOBHE

npu 0OHAPYKEHUH MMaTOreHHbIX u3MeHenuii rena HMGCL.
Kak sneuar mauuenToB ¢ 3-I'MKoAJIL?

OcHoBHble npuHuunoMm Tepanuu npu 3-I'MKoAJIJl sBisieTcsi Ha3HAYEHUE JIEKAPCTBEHHBIX
NpernapaToB, COJAEPKAIIUX JICBOKAPHUTHH, €CIM Yy TMAIMeHTOB HAOMIOMAeTCsl HU3BKUU YPOBEHB
CBOOOJHOrO KapHUTHMHA. [lo mMoOKa3aHWSIM Ha3HAYalOT MPOTUBOAMMUJIECNITUYECKUE IIpenaparsl.
[TanmmenTaM pekOMEHAYIOT U30eraTh JJIMTEIIBHOTO TOJIOMAHMS U KUPHOM (KETOTEHHOM ) AUETHI, a TAKKE

orpaHu4uTh noTpednenue 6enka (1,5-2 r/kr/cyTku) u KupoB (6,3 T/Kr/CyTKH).



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

Ipuioxenue I'l. OueHka MOTOPHOTO Pa3BUTHUA
MJIQJIEHIIEB 110 HIKaJe AJbOepTa

HasBanne Ha pycckoMm s3pIKe: mKana Anp0epTa MOTOPHOTO Pa3BUTHS MJIAJICHIICB.
OpurunansHoe Ha3BaHue: Alberta Infant Motor Scale (AIMS).

Hcrounnk (ohunmantbHBIA callT pa3padoTunKoB, myoaukamus ¢ Banuganuei): 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 (MoA4YEepKHYTH):
- IIKaJia OLIEHKH

- UHJIEKC

- BOIIPOCHUK

- Ipyroe

Ha3nauenue: moropHas mikana juist miuanaeHieB Ansoepra (AIMS), mkana Habm0AaTEILHOM OLEHKH,
Obuta pazpaboTaHa Al U3MEpPEHHs] OOIIero JBUraTeIbHOTO CO3pPEBaHMS Yy JIETEH OT POXKACHHUS 10

CaMOCTOSTEILHOM XOObOBbI.

Conepxanue (mabIoH): OCHOBBIBAasICh Ha JHTEpaType, 58 HABBIKOB OBUTM CTEHEPUPOBAHBI U
pacmipe/iesieHbl 10 YeThIpEeM TMO3UIIMSAM: JieXKa Ha CIIUHE, JIeKa Ha KUBOTE, CUAS U cTost. Kaxkmomy u3

HAaBBIKOB MPUCBAUBAETCS OINPEAEIICHHBIN Oal.

Kirou (maTEpnpeTanys): 0amisl CyMMHUPYIOTCS, TIPOBOAUTCS OOIasi OIEHKa MOTOPHOTO Pa3BUTHS U

OTKJIOHEHUE/COOTBETCTBUE HOPMAIIBHOMY Pa3BUTHIO B MEPLEHTHIISIX

IIkana Anb0epTa MOTOPHOTO Pa3BUTHA MJIA/ICHIIEB

yucno/mecauy/rog
damunusa, nms [aTta nccnepoBaHus: Y A A
NAaeHTUdUKALUMOHHBIA HOMep [NaTta poxaeHus: Y A A
Mccneposatens XPpOHOIOrM4yeckmin Bo3pacT: I S
MecTo npoBefeHUs nccnenoBaHms CKOppeKTUpOBaHHbI BO3pacT: I S A




MpeawecrBylowme 3aCyMTaHHble MyHKTBbI, 3acCyMTaHHble B Bann no
MYHKTbI «OKHe» wKane

[MonoxeHwne Ha

XNBOTE

[MonoxxeHne Ha crnnHe

[Mocaaka

BcraBaHune

OO6mumii 6am: MEPICHTHUIIb:

[Ipumeuanust/pexkoMeH AN

HIKAJIA OHEHKA MOTOPHOI'O PA3BUTHUA Y MJIAIEHIIEB

Me
HCCIeT0BAHHSA

IoaoxeHne Ha
HHEOTE

IMogoxenne Jexka Ha KHE0Te (1)

Pazronormdeckad daekcuA. [loeopadrEaeT
TOJIOEY 78 OTESIEHHA, HOCA 0T IOBEPXHOCTH.

IMogoxenne Jeka Ha KHEOTe (1)

CHMMeTPHIHO DOZHHMAET TONOEY HOJ VII0M
45® He cnocodeH yAepKHEATE TOIOEY Ha
OJHOH THHHE ¢ TYIOEHINEM.

IMono#eHHe HA XHBOTE ¢ OIMOPOH

JlokTH HaxoaaTca mosagH mied. bes
MOSAEPEER DOOHAMAET TOIOEY 0T YTIOM
45°.

Onopa Ha npegnaedss (1)

TlognnMaeT H VISpAHEAET TOI0BY 00T VII0M
oomee 45° JlokTH Ha 0JHOH THHEHH ¢
mnedaME. [ pyaHaT KIeTEA pasMEmacTcd oo

LEHTPY.

TloABEM:XHOCTE B NOJ0EEHHH HA KABOTE

TlogsnMaet romoey mog yraom go 907
HexoHTpomipveMEle TONETEE TEpeH0Ca Beca.

"

Onopa Ha npeJnIetdss (2)

JoxTH HaXO0JATCA NEPET NIETaMH. AETHEHOE
NOOTATHEAHHE ]ID,I[ﬁGpDI[Ka C ERITATHEAHHEM
mIEH.




IoaoxeHBe Ha
CITHHE

EECHDP.‘E,I[D‘IHI:IE JEHECHHA DVEAMH H HOTaAMH.

TlonoxeHne deka Ha coAHe (1)

PHIHOMOTHIECKAT DIeKCHA.
[ToEOpOT TOMOER, IOJHOCHT POT K PYVEE.

IlonoxeHne Jeka HA COHHE (2)

IloEOpOT IOAOEH K CpedHeH THHHH.
HeobazaTensHEH acHMMeTPHIHEE meHHBIR
ToHHIecEHH pednerc (AIITTE).

Tono:xeHne Jeka Ha cHHE (3)

['onora HA 0TEOH ITHHEHH C TYIOEHINEM.
JEHTAET PVEAMH, HO He cOoco0eH DOJHECTH
DYKH K cpegHeH THHHH.

TMonoaxenne Jexa Ha couHe (4)

AETHEHOCTE cTHOATETRH el ¢
MOSTATHEAHHEM mogboponka. [logHoCHT pyER
K cpegHel THHHH.

IMogHecenne PYK K KOJIeHAM

Tlograrueanre nogdopogea. JocTaeT pyramm
J0 KoleHeH. AKTHEHOCTE OPEOIIHEIY MBI,

IMocamka

IMocagka ¢ noggep:Ekoi

TlogEHMaeT H KPaTROEPEMEHHD VIE[EHEIET
TONOEY Ha OOHEOH THEHH ¢ TYIOEHITEM.

IMocagka ¢ omopoil HA pYKH

YV aepsHEAET TOIOBY HA OJHOH IHHHH C
TVIOBHIOEM. KpaTkoBpeMeHED ONHPAeTCd Ha
DVEH.

I[IoaTArHEaHHE B CHAAYCE MOT0KCHHE

TlogTarHeaeT DoI00p0J0K; TOI0EA HA OOHOH
MHHEHH C TYJIOBHIIEM HIH BISpeIH.




Beraeanne —

o *

Onopa Ha HOTH ¢ moggep:&EKo#H (1)

Bosmo#Ho nonepeMeEHoe cTHOAHHE B
Ta300eIpeHHOM H KOIEHHOM CVCTABaX.

Onopa Ha HOTH ¢ NOAJEPEKOH (2)

T'omoea Ha OOHOH JHHHEH C TYIOEHIIEM. EE,E[IIIE.

¥-, HaxogATcA Io3agH niaed. PazHoodpasHEe

JEHFEHHA HOTAMH.

Onopa Ha BEITAHYTEIE
PYKH

]]EPEKH.T]:IBH}IEE H3
MOI0KEHHA Ha AHBOTE B
moJI0GkeHAE Ha CIHHE §e3

IIOEOPOTA

IInaganne

o

r‘""-_

PvKH BHITAHVTEHL
IloaTarHEanHEe TOAGOPOTEA
C MOTBEMOM TPYIHOH

JEmEeHA: HEHIHHPYEICT
roaoeol. TyaoeHme

IlaTTepH AXTHEHOCTH

H HAEETCT KaK OJHO A:THOATETeH.
E1eTEH. hoKoEOH mepeHoC e M P
HET0e.
E2Cca.

ToneITKa JOTAHYTHCH I0 ITepexkaThIBEAHAE H3 MOT0ECHHH
OpegMeTa H3 YIOpa Ha epesopor Ha :XHBOTE B ODOI0EeHHE: Ha
npeaniedba CIHHE C DOEOPOTOM

[ 4 -
Pt

6

AKTHEHEIH IepeHoC Beca C
OOHOH CTOPOHEL
KoHTpomHpyeMat DONETEL

Ileperopothl. [JEHEeHEA
pvE H HoT. BokoBas
bIeKcHA TYI0EHIA.

[ToEopoT TYIOBHIIA




IMoao:seHne Ha

IMogAeceHne PYK K

]]E]]EKET]:IBH}IEE H3 MO TKEeHHA
Hi CITHHE B M0T0KeHHE HA

YeTBepeHbKax (1) CTYIIHAM
' *KHEOTE Ge3 moBOpoTa
g—t o S
- ® ot S
= i B
R
- il
CoocobeH VIepAHEATE

HorH corHyTH, OTE€IEHH H HOTH E CpeJHEM EOKOEOE BAIINAMTEHIE TOMOREL

MOEEPHY TH KHADYEKH. MOTOHEHHH. P ’

- TynoEHIE JEEEETCH KK 0ZHO
[TogcHHYIHEIR TOpIos. IIprcyICcTEYET 06
Y OepEHEEAET OOI0XKEHHE. NOJEEKHOCTE E TA30E0M . )
OTAETE.
IepexaTEIEAHHE H3
010k eHHA Ha COHHE B AKTHEHO®
IMocagka Ge3 mogaepEKHa
MOJI0KEHHE Ha AKHBOTE ¢ BLITATHEAHIE
NOBOPOTOM
Pa Ve
L_ > i
- = %
TIpHEEAeHHE TONATOK H
BriTarHeasTca,

IloROpOT TYIORHINA.

OTTANTEHEACH HOTAMH.

pazradaHHde naed. He coocober
YAepEATE NOT0KEHH:,

Ilocagka c oMopoil Ha PYKH

Mocazea Gez
MOAJEP:EKH He3
OTIOPEI Ha PYKH

MMeperoc Beca B MOI0:KeHHH
CHAA Ge3 moagepRKH

BEITATHEAHHE TPYVIHOTO OTIEIA
NIOZEOHOYEHEA. [[EHAEHET

TOTOERI, HE33aEHCHMEIE OT
TYIOEHINA; OMHPAETCA HA
EBITAHYTHIE PYEH.

He MOEET OCTAaEaTECA
OJHH E CHITIEM
MONIOEEHHE
HEOTPaHHTIEHHOE
EpeMa.

[leperoc Beca ENEpE, HA3ad HIIH
E CTOpOHEL He MO®ET OCTABATRCA

O0HH B CHIA9EM IMOTOEEHHH.




IMocanka Ge3 omopbl HA PYKH

(1)

IMoneiTEA
JOTAHYTECHA 0
npegMeTa ¢
OOBOPOTOM B
MOI0:ReHAR CHIA

BcragaHHe ¢ MogIep:aioil (3)

Pvyxu He OpHKATH K TETY.
CnocobeH HIPATE ¢ HTPYIIEOH.
MoxeT oCTaEaTHCE OJHH E
CHISIEM TIONOXEHHH.

CHOET
CaMOCTOSTEABHO.
TAHETCA K HIPVIOEE C
MOBOPOTOM TYJIOBHIIA.

begpa EaxogaTcd HA THHHE IUIEY.
AKTHEEEIA KOHTPOIE TVIOBHIIA.
Pasroo0OpasHEe JEHKCHEA
HOTAMH.

IloaoseHHe Jeka HA GOKY C
onmopoi

PeunnpokHoe
MmoJI3aHHE

IlepeMenenne 13 MOI0KeHHAA
Ha YeTECPEHBEKAX B MOI0AKEHHE
CHIA HIH MOV CHIA

PazodmersocTs HOT.
HenogemsaocTs mied. [Toeopot
E TIPEJeIay OCH Tela.

PenunpoxHEe
OBMEEHHAT PYK H HOT C
MOEOPOTOM TYIOBHITA.

TleperemmasTcd B JaHHEOE
moToEeHHe H 12 Hero. MozeT

OIPHHHEMATE CHII9EE MOMOEEHHE.




PenunpokHoe No13aHAE Ha
qeTEepeHBRAX (1)

IMoneiTEA
JOTAHYTECHA 0
mpeIMeTa 02 VIopa
Ha BRITHHYTYH PYEY

IMoxockeHne Ha HYeTBEEpeHEKAX

2)

Hors oTERIEHE H IOBEPHY TH
EHapyaH. [ToACHHIHEHR TopIaos;
NEpPeHOC Beca ¢ 0JHOH CTOPOHE
Ha JIpyTVE ¢ DoKOBOH duekcHeR

TYJIOEHINA.

TaneTcH K mpeaMery
EHTAHYTOH PVKOH.
TlopopoT TYIOEHIA.

begpa BEIPOEHEHH IO TA30M.
YVIIOIMeHHE TOACHHIHOTD

OTOena.

MomndnauuposaHHOE
MoI0:EeHHe HAa 9eTBePeHBKAX

Mepememenne u3
NOJI0KeHHA CHIA B
MOT0XeHHe HA
HHBOTE

HEPEME]]IEHHE H3 MOI0keHHH
CHIA HA YeTEEpeHEEH

[lepeMEMIAETCA B JAHHOE
nonoEeHHe. BosMozHD
NpOJBEECHHE BIEped.

[MepememaeTca €3
OOIOFEEHHA CHIA,
9TOOR 29k Ha KHEOT.
[MograrveacTca
DPYEAMH, HOTH
HEaKTHEHEL

AKTHEHO IOJHHMAeT Tas,
ATOJHOE H HEHATPYHEHHYIO
HOTY, 9T00EI ECTATE Ha
qeTEEPEHEEH.




CaMoCTOATEILHOE CTOAHHE

IlepEkie marn

Berapanne 13
MO H(PHIHPOBAHHOT O
MOT0:EeHHA Ha KOPTOYKAX

Hog|T
B 1edeHHe KOPOTKOTO EPeMEHH . IlepenMelTaeTCa HE NOI0EEHAT Ha
CaMOCTOATEIEHED; -

CTOHT CaMOCTOATEIEHO. EKOPTOYEAX E [IOT0KEHHE CTOA C
VpaEHOESIMIHEAST PEAKIHH B TIEPEAEHTACTCA KOHTpOMHEpYeMoH guekcHei B
P P OBEICTPO MEIKHEMH B ) -

CTVITHAY. BRIIPAMIEHHEM Delep H KoneHedH.
IDaraMH.
BcTraBaHHe H3 ONOPEI Ha CaMocTOATeIRHOE
CHOeHHe HA KOPTOYKAX
JeThIPe KOHeIHOCTH X0EIeHHES
» 4
L] -
- L £
» ! 'h
CoxpanieT monoKeHHE,
BEICTpO OTTATKHEAETCA XogeT i
VPAEHOBCIIHEAR PEAKIHH E
J3J0HAMH, 9T00El ECTATE. CaMOCTOATEIRHD. -

CIVIIHAX H IIOI0EECEHE TVIIOEHIIA.




IMocagka Ge3 omopbl HA PYKH

()

IMoaTATHEASTCH AIH
ECTAEAHHA C 0MOPOi

IMoaTATHEACTCH I8 ECTABAHHA
f CcTOHT

F e aj

ITomoxeHHE HOT BapBHPYET.
MaagenHen NETEO NepeMeIacTC
H3 OOHOTO IOT0MEHHS B OPVIOE.

OTTATKHEARTCE
PYEAMH H BEIIPAMIAST
KOTeHH.

[TogTaraeaeTcd, 9T00R BCTATE,
NePeHOCHT BEC C OJHOH CTOPOHEL

Ha OpVTVED

Becraganne ¢ onopoii ¢
MOBOPOTOM

XoxJeHHe C onopoii
fiez mopopoTa

Tloxo:xeHne Ha 0THOM KOJIEHE

XOJHT ¢ ONOpoH B

Mo#eT BECTABATEH HIH

KonTpoIHpyeroe 0Ny CKAHHE
H3 MO0k EeHHA CTOH

MoIzaHNe HA
YeTEepeHBKAX (1)

TloeopoT TVIO a4 H Taza O0KOBOM [EPEMEITATECE B JAHHOE
POT Ty IOBHIT ) HANPAETIEHAH De3 i
TOIOECHHE.
TMOEOPOTA.
PenunpoxHoe

XoxJeHHE C 0OI0POoi ©
MOEDPOTOM

KoHTpoaHpyeMOe ONyCEAHHE H3
MONOEEHRT CTOA.

[TnockHE MoACHEHYHEH
otaen. JEHESTCA C
MOBOPOTOM TYJIOBHINA.

XOJHT ¢ ONOopoH C IOEOPOTOM.

BeqmunHbI nepueHTHICH
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