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Cnucok coxkpameHui

3-I'MKoAJIl — nedunut 3-ruapokcu-3-metuiriaytapui-KoA nuassr;
3-I'MKoAJI — 3-ruapokcu-3-metunriaytapuwi-KoA nuasa;

C50H — 3-ruapoKcunu30BalIepUIKAPHUTHH;

KoA — ko3H3uM A;

KT — xommnbroTepHasi ToMmorpadus;

MPT — marHuTHO-pe30HaHCHAsE ToMorpadus;

TMC — tanaemMHas Macc-ClIeKTPOMETPHS.



TepMuHBI U onIpeaeJeHUs

Meta6onueckuii KpHU3 — KPUTHYECKOE, YrPOXKAIoIlee IKU3HU  COCTOSHUE,
CIPOBOIIMPOBAHHOE  HEONAroNpUsATHBIMU  (akTopamMu, OOYyCIaBIMBAIOUIMMH  yCHUJICHUE
MPOLIECCOB  KJIETOYHOIO KaTabojiu3Ma C HAKOIUIEHUEM TOKCHYHBIX MPOU3BOJHBIX U

MIPOSIBIISIONIEECS] OCTPO BO3HUKIIEH HIIe(paonmaTueit, mpucTymaMu PBOTHI, CyI0POTaMH.

HeonarajabHbIi CKPMHHUHHI — IIPOBEACHHUE MaCCOBOI'O 06CJ'ICI[OB3HI/IH HOBOPOXKACHHBIX
,Z[CTCI‘/'I Ha HauOoJjee paciIpoCTPaHCHHBIC BPOXIACHHBIC M HACICACTBCHHBIC 3a00/1eBaHNs B OeIAax
MNpeaAOTBpAIICHUA PAa3BUTUA  TAXKCIIBIX q)OpM 3a00JIeBaHUM A0 pa3BUTUA KIIMHUYCCKUX

CHUMIITOMOB.



1. KpaTtkas nndopManus no 3a001eBaHUI0 WIH COCTOSTHNUIO (TpyIe

3a00J1eBaHUIl UM COCTOSIHUI)

1.1 Onpeneaenne 3a00JJeBaHUA UM COCTOAHUSA (FPYIIBLI 3200J1eBAHNI HJIH COCTOSHHUI)

Hedunut 3-ruapoxcu-3-mMetunrayrapuia-KoA a3l (3-I'MKoAJI) —
Iporpeccupyrollee HacaeACTBEHHOE 3a00IeBaHue OOMEHa BEIIECTB, B OCHOBE KOTOPOIO JIEKUT
nedext rena HMGCL, kogupytromero ¢gepmeHT 3-Tuapokcu-3-metuiartyTtapmi-KoA nmaszer (3-
I'MKoAJI) u cBsizZaHHOTO C HapyLIEHHEM MeTaboIM3Ma KeTOHOBBIX Ten u neinuna [1] (OMIM
246450). 3aboneBaHMe XapaKTEPHU3yeTCs MPUCTYIIAMH METa0OJUYECKOr0 KeToammao3a ¢
HAKOIUIEHHEM MeTabOoIMTOB JeHIiHa, 0OHAPYKUBAEMBIX IIPU KOJTMYECTBEHHOM M Ka4€CTBEHHOM
aHaJlM3e OPraHUYeCKUX KUCIOT MOYH (3-THIPOKCHU-3-METHUITIYTapoBas, 3-MeTHUITTyTapoBas, 3-
THJIPOKCUU30BATICPUAHOBAsA, 3-METUJITIYTaKOHOBAs, aIUIIMHOBAs, CyOepHHOBas, ceOalmHOBas
KHCJIOTBI), @ TakXXe IOBBIIIEHUEM KOHIIEHTPAIMK AIMJIKAPHUTHHOB B  KpoBH  (3-
TUIPOKCUU30BAIEPUIIKAPHUTHUH).

CHHOHUM: 3-FI/I,I[pOKCI/I'3'MCTI/IJ'II‘J'IYTapOBa$I aluaypus.

1.2 DTHOJIOrHs M _NAaTOreHe3 3a00JIeBAHUSA MJIH COCTOSHUSA (rpynnsl 3a200J1€BaHNH WM

COCTOSIHM )

Hedpuuut 3-I'MKoAJI (3-'MKoAJIZl) — 3T0 ayTOCOMHO-pelecCCHBHOE 3a00JIeBaHUE,
XapakTepusylolieecs HapylleHHeM KaTaOoyM3ma JIeWHIHMHAa WM YTWIM3alMM KETOHOBBIX Tell.
XapakTepHble J1abOpaTOpHBIE MaHHBIE BKIIOYAIOT HAKOIUIEHHME B TKaHSAX M TIOBBIMICHHYIO
HKCKPELHI0O C MOYOH MPOMEXYTOYHBIX INPOJIYKTOB KaTaboiu3ma JeHIMHA, Takux Kak 3-
THJIPOKCU-3-METWIITIIyTapoBasi, 3-MeTHITIyTapoBasi, 3-TUAPOKCHUHM30BajJepHaHoBas U  3-
METHJITITyTAaKOHOBAasi KUCIOTH. B Moue Takke TMOBBIMIACTCS KOHIICHTPAIUS ITUKapOOHOBBIX
KHCIIOT, TaKUX KakK aJMIUHOBas, cyOepuHOBas U ceOallMHOBas KHCIOTHI, B OCOOCHHOCTH B
MepHroJ MeTaboIuYecKor JeKoMIeHcauu (kpusa) [2, 3].

3aboneBaHue 00YCIIOBICHO HapylleHueM (DYHKIIMOHUPOBAaHUS (GepMeHTa 3-TUIPOKCU-3-
Metmirnytapui-KoA muasel (3-'MKoAJI), koTopslif pacnonoxeH B MaTpUKCe MUTOXOHAPUN U
B TIEPOKCHCOMAaxX B II€UYCHHU, TOJOBHOM MO3T€, MBIIIIAX, JeHkonutrax u ¢Gudpodracrax.
N3zBectHO, uTo 3-' MKOAJI dyHKIIMOHMpYET B IBYX MeTaboanuecKkux myTsx (puc. 1). B neuenun
3-I'MKoAJI Bmecte ¢ 1pyruM GpepMeHTOM — 3-THJIPOKCU-3-MeTHIrTyTapui-KoA-cuHTa3oin —
y4acTBYeT B 00pa30BaHUU KETOHOBBIX TEJ W3 KUPHBIX KUCIOT [4]. KeToHOBBIC Tema, Takue Kak

aneroancrar Hu 6eTa'FI/I,£[pOKCI/I6YTI/IpaT, SABJIIIOTCA BaXXHBIMHM HCTOYHHUKAMHW OJOHCPrun JJid

6



BHEIICUCHOYHBIX OPraHOB, B YAaCTHOCTH JUIsl TOJOBHOTO MO3ra B MEPHOABI HEIOCTaTOYHOI'O
sHeprocHadkenusi. B apyrux tkamsx 3-I'MKoAJl katamusupyeT IMOCIEAHIO pPEaKUuio B
Karabonu3Me JIeHIIMHA — pacileIuieHue 3-THAPOKCH-3-MeTUATrayTapui-KoA Ha aneroanerar u
anetuin-KoA [1, 4]. Takum oGpazom, o marorenesy 3-I'MKoAJIJl MoxHO oTHecTH cpaszy K
IBYM rIpynmnaMm Oosne3Hed oOMeHa BEIECTB: HAcJEeACTBEHHbIE HApYyLICHHUs KETOreHe3a W

OpPraHUYECKUE allUypHH.

JNerAyuH HUpHBIE KNCNOTBI
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Pucynoxk 1. buoxummuueckue nyTu ¢ ygactuem pepmenTa 3-ruApokcu-3-MeTHiIrmyTapuia-KoA

mna3sl (3-'MKoAJI) B MmeTaGonu3me jeilinHa U KETOHOBBIX Tell.

3a0osneBaHWe BO3HMKAET B pe3yJbTaTe TOMO3ZHUIOTHBIX W KOMIIAyH[-T€TePO3UTOTHBIX
mytammii reHa HMGCL, kaptupoBaHHOM Ha JiuuHHOM Iiede 1 xpomocombl (1g36.11) [5].
Cormacio panaeiM ClinVar, Ha CETOAHSIIHUN JE€Hb HW3BECTHO IO MEHBIIEH mepe o 79
MATOTCHHBIX W BEPOSTHO MaToreHHbIX BapuaHTax reHa HMGCL, npuBomsmmx K HapyIICHUIO
¢ysukuun ¢pepmenta 3-I'MKoAJl: HoHceHc-BapuaHThl (20/79; 25,3%), BapuaHThl CO COBUTOM

pamku cumtbiBaHus (20/79; 25,3%), BapuaHThI, 3aTpardBaroliue caThl cruaiicuara (12/79;



15,2%), n muccenc-Bapuantsl (6/79; 7,6%). 13BecTHO, UTO BCE OMMCAHHBIE MHCCEHC-3aMEHBI
BBI3BIBAIOT TIOTEPIO aKTUBHOCTH (pepmeHTa Ooiee ueM Ha 95% [6].

Bricokas 3abonmeBaemocth 3-I'MKoAJIJl ormeuaercss B CaynoBckoil ApaBuu, Te
HauboJlee PacIpoCTpaHEHHBIM BapuUaHTOM sBsieTcs BapuaHT C.122G>A, (p.Arg41GlIn) [7]. 3-
I'MKoAJIJl Takke BXOAUT B YHCIO CAMBIX PACHPOCTPAHEHHBIX OPraHUYECKUX alUAYPHUH,
BBIABJISIEMBIX Yy HaceneHus bpaswiuu u Ilopryramum [8, 9]. pyrumu pacrnpocTpaHEHHBIMHU
BapUaHTaMH B MHUpe SBIAIOTCA HoHceHc-3ameHa c¢.109G>T (p.Glu37Ter, p.E37X), Bnepsbie
onucanHass B [lopryramuu, m nenermus ¢.504 505delCT (p.S169LfsX8) [10, 11]. CornacHo
JUTEpaTypHbIM AaHHbBIM, BapuaHThl €.122G>A u ¢.109G>A otBerctBeHHbI 32 87% u 94%
ciyyaeB 3-I'MKoAJIJl, cooTBeTcTBEHHO, B Takux cTpaHax Kak CaynoBckas ApaBus,
[Hopryranus u Mcnanusa [12]. KoauuecTBo ntonell ¢ MOATBEPKICHHBIMUA BapHaHTaMU B I'€HE
HMGCL onennBaercs npumepso B 200 genoBek Bo BceM mupe [13].

B Hacrosiiee Bpems reHo-peHotunudeckas koppensauus 3-I'MKoAJIJ] He ycraHoBieHa
[14].

[Tarodpuznonorus 3aboneBanus u3ydeHa iumb 4yactudHo. I[lammentsr ¢ 3-T'MKoAJIJ]
CTpaJaroT, C OJHOM CTOPOHBI, HEJOCTATKOM KETOHOBBIX Tell, KaK aJIbT€PHATUBHOTO MCTOYHHKA
SHEPTHUH, a C IPYroi CTOPOHBI, HAKOIUICHHUEM TOKCUYECKMX METaOO0IUTOB KaTaboiu3ma JiedinHa
— 3-THJIPOKCH-3-METUITTYTapOBOM, 3-METHITIYTapoBOH, 3-THAPOKCHU30BaIepuaHOBOH U 3-
METHJITTYTaKOHOBOH KUCIOT. Bece 3Tu coearHeHus MpOBOLUPYIOT MPUCTYIBI META00INYECKOTO
KETO0Aal1/103a U BbI3bIBAIOT TOKCUYECKOE BO3/EHCTBHE HA TKaHU. BriBeeHue 3Tux MeTaboInToOB
OCYIIECTBIISIETCS C MOYOW B BUJE KOHBIOTATOB C KAPHUTUHOM, YTO OOYCIABIMBAECT BTOPHUHBIMA
neuuT KapHUTHHA [15], KOTOpBIH MOXET MPHUBECTH K TUIOTIUKEMHUHU, TernaToMeraliuw,
KapIuoMuoONaTUU M runepamMmmonuemun [16]. Bmegenue L-xapHuTuHa mnamueHtam ¢ 3-
I'MKoAJIJl MokeT oka3blBaTh AE3MHTOKCHUKAIMOHHOE JCHCTBHE, MPEAOTBpaIlaTh BTOPHYHBIN
nedunuT KapHuTHHA [17], a TakKe CHIXKATh YPOBEHb OKHCIUTENbHOTO moBpexaeHus IHK u
JUNHUIOB, BBI3BAHHBIX HAKOIUIEHUEM 3-TUIAPOKCU-3-METHITIYTapOBOM U 3-METHUITTYTapoBOMH
kucnotr [18]. Tlonomanme, wHbekuuu, a TakkKke HUMMYHHM3AIUS CTUMYJHUPYIOT TPOLECCHI
KaTaboJu3Ma, COMPOBOXK/IAACh YBEIMYEHUEM KOHIEHTPALMU CBOOOJHBIX aMHHOKHCIIOT, B TOM

quCie HCﬁHHHa, n ycyry6n5151 BCIO IICTIb MTPOLECCOB MOJICKYJISIPDHOTO MMATOTCHE3a.

1.3 DuuaeMuoJI0rus 3a00eBaHNs MM COCTOSTHUS (TPYINLI 3200JeBaAHNI HJIN COCTOSHMIT)

Pacnpoctpanennocts  3-I'MKoAJIJ] BapuaGenbHa B 3aBUCUMOCTH OT (DakTopoB

STHUYECKON MPUHAIJIECKHOCTH U reorpaduueckoro nonoxenus. Tak, 3-I'MKoAJIJl Bxoaut B



YHCIIO CaMbIX pPACIpPOCTPAHEHHBIX OPraHWYEeCKUX aluAypHil, BBIIBISEMBIX Yy HaceJIeHHUs
Caynosckoit Apaun, bpaswmmu u [Mopryramuu [7-9]. Tlo oneHkaM cuctemaruueckoro od3opa
211 cnyuaeB 3-I'MKoAJIJ] B 2017 rogy, cCMEpTHOCTb BCIeACTBUE 3a00eBanus coctaBisieT 16%
[19]. YHacroTta 3-I'MKoAJI/ cocrasisier B cpennem 1:1,000,000 sxuBbix HOBOpOX)IAeHHBIX [20].

B Poccuiickoit denepanuu yactora 3a007€BaHUs HE OINPE/IeIICHa.

1.4 Oco0eHHOCTH KOANPOBAHNS 3a001eBaAHUA WM COCTOAHHNA (rpynnnl 32001eBaAHMIT HIH

COCTOSIHUI) M0 MeKIVHAPOAHON cTATHCTHYEeCKOH Kaaccudukanuu 00Jie3Heli M mpoodJeMm,

CBA3AHHBIX CO 310POBHEM

Cornacao MKb-10, 3-'MKoAJIJ] otHocutcst k kimaccy 1V — BonesHsM 3HIOKpUHHOM
CUCTEMBI, pACCTPOICTBY MUTAHUS U HAPYLICHUIO OOMEHA BEIIECTB.

MKB-10: E71.1 — JIpyrue Buasl HapyiieHUsT oOMeHAa aMUHOKHUCIOT C Pa3BETBICHHOMN
LENBIO.

MKB-11: 5C52.02 — Hapymienust MeTabomu3Ma KETOHOBBIX Tell.

OMIM: 246450

ORPHA code: 20

1.5 Knaccuduxkanus 3a00JeBaHus1 WJIH COCTOSTHUSA (IPyNnbl 3200J1eBaHNHA HJIM COCTOSTHHIH)

Knaccudukanus orcyTcTBYET.

1.6 Kanpudeckass KapTHHA 3200J€¢BAaHUSA WJIH COCTOSAHHUA (rpynnbl 3200JeBAHUHA WJIH

COCTOSIHMIT)

CornacHo cucreMatudyeckomy uccienoBanuto 2020 roma, B 42,4% ciy4aeB mepBble
CUMIITOMBI NPOSIBISAIOTCS Y€ B HeoHaTanbHOM mnepuoze [13]. B 80% cnyuaeB 3-I'MKoAJI/]
MaHH(ecTUpyeT B Te4YeHHE IepBoro rojga >kKu3HU [13], HO wu3BecTHBl ciyyau JelroTa
3a0oneBanus BO B3pociaoMm Bo3pacte [21-23]. HauGonee mno3musas wmaHudecTanus ObLia
3aperuCTPUpPOBaHA y TAIlMeHTa B Bo3pacte 54 et [23].

Knuanyeckuit ¢eHotun rereporeHeH. Y OOJIBIIMHCTBA IALMEHTOB 3a0o0JieBaHHE
MPOSIBIISIETCS. AMHU30JlaMH  METa0OJIMUYECKOr0 anuo3a (BBI3BAHHOI'O IEPHOAAMHU TOJIOJaHMS,
UHOQEeKUMsIMH ~ WJIM  4Ype3MepHbIMH  (U3MYECKMMM  Harpy3kamH),  HEKETOTHYECKOM/
TUTIOKETOTUYECKOW TMIOTJIMKEMHUEH, IIMaHO30M, PBOTOM, Cy0pOraMu, TUIIOTOHHUEHN U JIeTapruen

[20, 24]. ITo cBouM mposiBIeHHEM 3a00JIeBaHHE CX0XKe ¢ CUHAPOMOM Peife, Tak Kak MpoTeKaeT B



BHJIC HapylIeHWH (QYHKIIMM TIEYeHHW C rurnoriumkemued [5, 17, 25-27]. YV namuentoB ¢ 3-
I'MKoAJIJl Tak:ke OTMEYarOTCsl TenaToMeraius, THIepaMMOHUEMHUS, KUPOBasi 00JIE3Hb MEUCHU
U TIOBBIIICHHE AaKTUBHOCTH CHIBOPOTOYHBIX TpaHCAMHHA3 (acmapTaTaMHUHOTpaHcdepasa,
anaHuHaMuHoTpaHc(epa3a) [5].  IloBblleHHe  NMEYEHOYHBIX  (EPMEHTOB  3a4acTylo
HE3HAUUTEJIbHOE, OJIHAKO Yy HECKOJbKUX MAlMEHTOB COOOIIAJIOCh O TMOBBILIEHUH HX
koHreHTpanuu 10 1400 en/m [5, 19, 28]. M3BecTHBI ciay4aw OCTPOTO U PEUUTUBUPYIOLIETO
naHkpearura [28, 29].

VY mamuenToB ¢ 3-I'MKoAJIJl HaGmrogaeTcss psisi MPOrPecCUPYIONTUX HEBPOJIOTHIECKUX
OCJIO)KHEHUH, B TOM YKCJI€ TMIIOTOHUS, 3aJIep’KKa pedH, 3a7eprkKa pa3BUTHs, HECIIOCOOHOCTb K
O0yYeHUIO, JMWICNTHYCCKUE CYIOPOTH, CHACTUYHOCTh W dHuedanomarus [17, 19]. Tlo
pe3yiabTaTaM MarHUTHO-pe3oHaHCHOM Ttomorpadun (MPT) BeisBIsSIOT Hecnenuduyeckue
W3MEHEHMsI MEePUBEHTPUKYJIIPHOIO M INIyOOKOro Oesoro BellecTBa, LepedpanbHylo arpoduto,
JeMHeNM3allui0, UIIeMHUI0 rojoBHOro mosra [17, 30], a Takke XpOHHUYECKHE CyOaypasibHbIC
reMaToMbl, CyOIypaibHble TMIPOMBI M JIBYCTOPOHHIOK 3aTbUIOYHYIO Mop3Huedanmuio [13].
W3BecTHBl ciayyau MOPaK€HUS KOPKOBO-CIIMHHOMO3IOBbIX nyTed [31] u JBYycTOpOHHEro
nopaxeHusi 0azaibHbIX raHriueB [32]. Y oxHoro mamueHra Obula onucaHa Makpouedaius c
pacrpoCTpaHEHHBIM M3MEHEHHEeM Oeoro BellecTBa B  BHJAE TUIOJEHCUBHOCTH IIpU
komnbroTepHOit Tomorpadpun (KT), «kykosibHOE JIUII0», BBIMYKJast J00HAas 4acTh U BAABICHHAs
nepeHocwuria [33].

Co CcTOpOHBI CEpIEYHO-COCYAMCTON CHUCTEMBl OTMEYAIOT Clydyau JUIaTalliOHHON
KapAMOMHUONIATHH ¢ apuTMHEN y Tpex naunueHToB ¢ 3-I'MKoAJI/l ¢ neranbHBIM HCXOOM B ABYX
ciydyasax [34, 35]. bpuio NpeanonokeHo, 4YTo KapIUOMMOIATHS SBISETCS PEe3yJIbTaToOM
HapylLIeHHUs] KETOreHe3a, HAKOIUIEHHWsS BHYTPHUKJIETOYHBIX JKUPHBIX KHUCIOT U BTOPHUYHOTO
nepunura kapHutuHa [35]. YV ogHOro manueHTta ObUIO JAMAarHOCTUPOBAHO MOPAXEHUE JIEBOTO
xemyaouka [35].

OcHoBHBIE KIMHUYECKHEe M Ouoxumuueckue mnpusHaku ¢ 3-I'MKoAJIJl mo maHHbIM

JUTEpaTyphl IPUBEICHBI B Ta0IMIE 1.
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Tabauua 1. OcHOBHBIE KITMHUYECKUE U JJaOOpaTOpHbIE TaHHBIC AehUIIUTa 3-THIPOKCH-3-
Metunriytapui-KoA nuassl (3-IMKoAJLJT).

Kiannnyeckue
pBOTa, Auapes, TUIIOTOHUS, TUIIOTEPMUS,
NPOosIBJICHUSI IPH OdeHpb 9acTo
amHo?, KoMa
OCTPBIX IMH301aX
MeTaboIMYeKU alua03, TUIIOTJINKEMHUSI, Beerna
TUIIOKETOHUS
JlaGopaTropHbie
THIIepaMMOHHEMHUSI Yacro
JaHHbIE
1 MMEYCHOYHBIC TPAHCAMHUHA3HI Yacrto
1 OUIUPYOHH U 1 MPOTPOMOMHOBOE BPEMsI WNHuorma
1 3-TUAPOKCH-3-METIITITYTapOBasi KUCIOTa Bcerna
1 3-METUITIyTapoBasi KUCIOTa Bcerna
1 3-TUAPOKCHUU30BATICPUAHOBASI KUCIIOTA Bcerna
JEOEEIO DTG 1 3-METHIITIIyTaKOHOBAs KUCI0Ta
AAHHbIE: y Bceerna
OpraHuvecKue 1 cyOepuHOBas KUCIIOTA Yacto
KHCJIOTHI 5
1 cebalHOBAas KUCIOTa YacTto
1 agUITMHOBAs KHUCIIOTa YacTto
MaKpO- WJIM MHKpPOIEhaTHs Penxo
Ilopa’keHHBbIE OPTaHbI:
VO3 nopa)keHue 0eoro BelecTBa Yacro
SIMJICTICUS Penko
Ilopa’keHHBbIE OPTaHbI:
NMO/IKeTy10YHAs OCTPBIN PELMIMBUPYIOIINN TAHKPEATUT Penxo
JKeJie3a
ITopa:xeHHbIe OpraHbl:
rernaroMeranus OueHsb yacTo
neYeHb
Ilopa:xeHHbIe OpraHbl: o
T JVTATAllMOHHAS] KapTUOMHOTIATHS C apUTMHECH Wuorna

T = ITIOBBIIICHUEC KOHI_IeHTpaLII/II/I/ YBCIIMUCHUC.

2. IlnarnHocTuka 3a00/1eBaHUs WM COCTOSIHUA (TpyNNbl 3200/ 1eBaHUI HJIH
COCTOSIHUI), MEIMIIMHCKHE NIOKA3AHUA M NPOTHBONOKA3AHUA K IPUMEHEHHIO

METO/10B JMATHOCTHKH

OOpamaeM BHHMaHHE, 4YTO, COIVIACHO TPeOOBaHMAM K pa3pabdOTKe KIMHUYECKUX
peKOMeHJalui, K KaxJAOMy TE3UCYy-pEKOMEHJAlUd HEOOXOAMMO  yKa3blBaTh  CHILY
peKOMeHIauuid W J0Ka3aTelbHyl0 ©0a3y B COOTBETCTBUM CO IIKajJaMH OLEHKH YpOBHS
noctoBepHOoCcTH noka3aTensCcTB (YIJ]) u ypoBHsa yOenutensHOoCcTH pekomennauii (YVYP). [lns
MHOrux TezucoB YVYP u V]IJI Oyzner HU3KUM IO NPUYMHE OTCYTCTBHUS TOCBSIICHHBIX UM

KJIMHUYECKUX UCCIEIOBAaHMI BBICOKOTO nu3aiWHa. HeB3upas Ha 3TO, OHU SBISAIOTCA
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HEOOXOIMMBIMH AJIEMEHTaMHU 00CIICIOBAaHUS MAlMeHTa ISl YCTAHOBIICHUS JMAarHo3a U BbIOOpa

TAaKTHUKH JICUCHUS.

Kpurtepun ycraHoBJ/IeHUsI INATHO32 M COCTOSTHUA

Jnarnos 3-I'MKoAJI YCTaHABJIMBACTCS Ha OCHOBaHUM COBOKYITHOCTH
AHAMHECTUYECKUX JTAHHBIX, KIMHUYECKUX JaHHBIX, PE3YJbTAaTOB JJAOOPATOPHOI'O UCCIEIOBAHUS
(OMOXMMHUYECKOTO M MOJEKYJISIPHO-TEHETHUECKOTro aHanuza). OrnpeneieHre MOBBIIIEHHOM
KOHIICHTPAllUU 3-THJIPOKCHU-3-METUIITIIYyTAPOBOM, 3-METHIITITYTapOBOM, 3-METHITITYTaKOHOBOM,
3-TUIPOKCUM30BAJICPUAHOBOM, aJWMUHOBOM, CyOepMHOBOH © CceOAlMHOBOM KHCIOT TIpH
KOJMYECTBEHHOM M KAYECTBEHHOM aHAJIM3€ OPraHWYECKUX KHUCIOT MOYHM; IOBBILIEHUE
KOHIIEHTPAllMK alWIKapHUTUHOB KpOBH - 3-THapokcuuzoBasiepwikapuutuHa (C50H) -
MO3BOJISIIOT YCTAHOBUTDH KIIMHUYECKUM 1UarHO3.

BrisBenne narorenusix BapuantoB reHa HMGCL no pesyneratam JJHK-numarnoctuku
II03BOJISIET TOATBEPAUTD JUArHO3 Ha MOJIEKYJIIPHO-TEHETUYECKOM YPOBHE.

HubdepenunansHas  TUArHOCTHKA  MPOBOJUTCS €O  BCeMU  3a00JIeBaHUAMU,
CONPOBOXKAAOITUMUCS Petie-nogoOHbIM CUHIPOMOM, BKJIFOYAst HapyLIEHUs
MHUTOXOH/IPHAIIBHOTO [-OKHUCJIEHUS, CUCTEMHYIO HEJIOCTaTOYHOCTh KapHUTHHA, IJIyTapOBYIO
alUAypHIO THII 2, IpyTrUe OpraHuyecKre auuaypuu (M30BajJepruaHoOBYIO allulyputo, 3-TUIPOKCH-
3-METHITIYTApOBYIO AIMIypUIO U APYTHE), a TAKKE IMOCIEACTBUS TIEPUHATATBHOTO MOPAKEHUS
HEPBHOI CHCTEMBbI, CACTUKO-TUIIEpKUHETHUYEeCKas: (opMa JAETCKOTO IepeOpalbHOro mapainya,

BPOXKACHHBIC ITOPOKH PA3BUTUA TOJIOBHOTO MO3Ta U TOCIICACTBUSA BHYTpHYTpO6H0ﬁ I/IH(i)eKI_[I/II/I.

2.1 ’Kaao0Ll ¥ aHaAMHe3

ITpu cOope anHamHe3a U kanod HEOOXOAMMO OOpaTUTh BHUMAHUE HA CIEIYIOIINE JKaT00bI

M aHAMHECTHYECKUE COOBITHS:

®  OMALOWEHHbIU CeMelUHbIll aHAMHe3 (CXOOHble CUMNMOMbL Y POOHBIX Opamves u

cecmep npobanoa, bIUZKOPOOCMBEHHbIU OPAK);
® manupecmayus 3abonresanus 00 1 2ooa;
® HapyuleHUs BCKAPMAUBAHUSL, OMKA3 OM eObl;

® BA/10CNb, CJZCZ60CI’I’lb, 6bzcmpaﬂ YmMOMaAiemocmy,
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® JOuapes;

® yeHemeHue CO3HAHUSL OM COHIUBOCMU 00 KOMbL,

® cyoopoeu;

® MbllUeUHAsl 2UNOMOHUSL («CUHOPOM 8511020 PEOEHKAY);
®  KAPOUOMUONAMUU U HAPYUIEHUS PUMMA Cepoyd;

®  U3MeHeHUs NOBEOeHUS.

XKanoObl 1 anHaMHe3 TaKKe ONUcaHbl B paszene « Kimmandyeckast KapTHHAY.

2.2 PuzukajabHoe 00CaeT10BAHUE

[Ipu ocmoTpe HEOOXOAMMO OOpaTUTh BHUMAHUE HA OCHOBHBIE KIIMHUYECKHUE MPOSIBICHUS

3-I'MKoAJI:
® ygenuuenue neveHu,
®  300epiHCKaA NCUXOMOMOPHO20 PA3GUMUSL,
® MblUleUHAs SUNOMOHUS,
® cnacmuyecKull cemunapes iy mempanieus,;
®  MAaKpo- Ui MUKpoye@anus,
® HapyuieHue NOXOOKU (MO3XCeUK08as amaKcus),

®  YuUaHO3.

2.3 JlabopaTopHbIe TUATHOCTHYECKHE HCCJIeT0BAHNS

OcHoBHBIE Ta0OpaTOpHBIE METOABI MOATBepKAeHUs nuarHo3a 3-I'MKoAJI/l BkmogaroT
KOJIMYECTBEHHBIM WM KAueCTBEHHBIM aHaJIN3 OpPraHMYECKHX KHUCJIOT MOYH, OIpPEAEICHHUE
AIMITKaPHUTHHOB KPOBH M MOJICKYJISIpHO-TeHeTHueckue uccienoBanns rera HMGCL. Jlannbie

HCCICO0BAaHMUA ITPOBOJATCA B CIICHUATTU3UPOBAHHBIX TCHETUYCCKUX .]'Ia60paT0pI/I$[X.
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° PexoMeHI0BaHO: KOMIUJIEKCHOE OIpeAeNieHuEe KOHIEHTPallud Ha aMHHOKHCIOTHI U
AI[WUIKAPHUTUHBL B KPOBH METOJIOM TaHIACMHOW MAacC-CIIEKTPOMETPUU TAIMEHTaM C
KIIMHUYECKUMH Tpu3Hakamu, xapaktepHbiMu st 3-IMKoAJIJl, ¢ 1enpio MOATBEpKICHUS
quarfHo3a OMOXMMHMYECKMMHU MeTojamMu U Aud@epeHunanbHOl AUarHOCTUKU C  JIPYTUMHU
HaCJIeACTBEHHBIMHU HapyIIeHUsIMHA oOMeHa BemiecTs [17].

YpoBeHb yoeIuTeIbHOCTH peKoMeH1auuii B (YpoBeHb J0CTOBEPHOCTH I0KA3aTEIbCTB — 3)
Kommenmapuu: Konyenmpayuu C50H moocem Ovimb 6 npedenax Hopmbl. Anecopumm
ougepernyuanvHoll OUACHOCMUKU 3-I'MKoAJl]] c opyeumu 3a001e8aHUAMU,

accoyuuposanHvimu ¢ noswviuenHvim yposiem CSOH, npuseden 6 npunosicenuu b.

° PexomMeH10BaHO: KOMIUIEKCHOE ONPEICIICHUE COJEPKAHUS OPraHMYEeCKUX KHUCIOT B
MoYe (KOMIUIEKC HCCICIOBAHUM IS JHATHOCTUKH OPraHMYECKUX AallUIypHii) MalueHTam C
KIIMHUYECKUMH Tpu3Hakamu, xapaktepHbiMu i1 3-IMKoAJI/l, ¢ uenpio moaTBep:KIeHUs
IMarHo3a OWOXMMHYECKMMH MeTofaMu H auddepeHnnanbHoil AMarHOCTHKH C  JPYTUMH
HACJIEICTBEHHBIMU HapylLIeHUsIMU oOMeHa BemecTs [17].

YpoBeHb yoequTeILHOCTH peKoMeH1auii B (YpoBeHb I0CTOBEPHOCTH I0KA3ATEIbCTB — 3)
Kommenmapuu: Xapaxmepuvim onsn 3-I MKoAJII] sensemcsi nosvluienue KOHyewmpayuu 3-
2UOPOKCU-3-MemUn2Iymapogotl, 3-memunenymaposot, 3-MemunerymaxKoHo8ol, 3-

2UOPOKCUUZ08ATIEPUAHOBOT, AOUNUHOBOU, CYOEPUHOBOU U ceOaAyUHOBOL KUCTOM 8 MOYe.

° PexomeHn10BaHO: MOJIEKYJIIPHO-TEHETHYECKOE HccienoBanre myraiuii B rene HMGCL
(KOMILJIEKC MCCIIEIOBAHUM JUTS JHArHOCTHKH OPraHWYeCKUX allMIypHil) BCeM MalHeHTaM ¢
OMOXMMHUYECKUMHU M3MEHEHUAMH, XapakTepHbIMHU Uit 3-I MKoAJL, ¢ nenbio moarBepKaeHus
JMarHo3a Ha MOJIEKYJIIpHO-TeHeTH4YeckoM ypoBHe [17].

YpoBeHb yoequTeJILHOCTH peKoMeHaanuii B (YypoBeHb 10CTOBEPHOCTH I0KA3ATEIbCTB — 3)
Kommenmapuu: Tecm Heobxo0um 011 éepupuxayuy 0UaeHo3a Ha MOLEKYIAPHO-2eHeMUYecKoM
yposue. Coenacrno dannvim ClinVar, na cecoOHsawHul 0eHb U386eCMHO No Menvbulel mepe o 79
NAamo2eHHbIX U 8eposamHo namozeHuwvix eapuanmax 2ena HMGCL, npusooawux x HapyuieHuro
@yuxkyuu pepmenma 3-I'MKoAJI: noucenc-eapuanmor (20/79; 25,3%), sapuanmul co cosucom
pamxu cyumvisanus (20/79; 25,3%), eapuanmol, 3ampazusarouue caimol cnaavicunea (12/79;
15,2%), u muccenc-eapuanmui (6/79; 7,6%). PacnpocmpaneHnubimMu namo2eHHblMU 8apUAHMAamMu
aenssiomes C.122G>A, (p.ArgdlGln), c¢.109G>T (p.Glu37Ter, p.E37X) u c.504 _505delCT
(p.S169LfsX8) [7, 10, 11].

B nacmosuwee spems eeno-ghenomunuueckas xoppenayus 3-1 MKoAJI/] ne ycmanosnena

[14].
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° PexomenaoBano: oOmuil (KIMHWYECKUN) aHAIM3 KPOBH Pa3BEPHYTHIM NAIlMCHTaM C
KIIMHUYECKUMHU Tpu3HaKamu, xapaktepHbiMu g 3-IMKoAJIJl, ¢ uenpio BbIABIECHUS
HEUTPOTICHUH, TPOMOOLIUTONIEHNH, TTAHITUTOTICHUH, aHeMuH [30].

YpoBenb yoeauTeabHocTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH 0KA3aTEJILCTB - 4)
Kommenmapuu: Hccnedosanue npogooumcs npu nepeuyHou OUaeHOCmuKe U 6 OUHAMUYEeCKOM

Habooenuu.

U PexoMeHI0BaHO: UCCIEIOBaHME YPOBHA  BOJOpPOJIHBIX HOHOB (pH) KkpoBu;
HCCIIeIOBaHNE YPOBHs Oy(epHBIX BEHIECTB B KPOBH; OOHApy>KEHHE KETOHOBBIX TNl B MOYE
ManueHTaM ¢ KIMHUYECKMMH @pu3Hakamu, xapakrtepHsiMu st 3-I'MKoAJIJl, ¢ uensio
CBOEBPEMEHHOW KOPPEKIMH TEpalluy MpHU MOAO3PEHUU Ha pa3BUTHE META0OIMYECKOro KpH3a
[19, 36].

YpoBenb yoenurtebHocTH pekomenanuii C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 4)
Kommenmapuu: Jlabopamopnvimu npedgecmuukamu pazeumus Memaboiuieckoeo Kpusa
ABNAIOMCA MEHOeHYUs. K Memaboauieckomy ayuoo3y ¢ 0eqpuyumom OCHO8AHUL, NOBbluleHUe

YPOG6HA noYeyHoll IKCKpeyuu opeanudecKux Kucjiom.

° PexoMeH10BaHO: WCCIIEIOBAaHHE YPOBHS TJIOKO3bI, aMMHAaKa, MOJIOYHOW KHCJIOTHI B
KpOBH MallMEHTaM C KIMHUYECKMMM Ipu3HaKamu, xapakrepHeiMu mis 3-I'MKoAJI/l, u npu
MOI0O3PEHUH Ha METAaOOIMUECKU alua03 ¢ LEeIb0 JUATHOCTUKA U CBOEBPEMEHHON KOPPEKIIUU
Tepanuu [19].

YpoBenb yoenuteabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3ATEIbCTB - 4)
Kommenmapuu: V  nayuenmos ¢  3-IMKoAJll] ommeuaromcsi  Hekemomuueckas/
2UNOKEeMOMUYecKas 2Uno2NUKeMusl, 2UNepamMmonuemMus U NOGbIULEHHAs] KOHYeHmMpayusl 1aKkmama

(monouHou kKuciomul) 6 kposu [19].

o PexomengoBaHo: aHaIu3 KpOBM  OMOXMMHYECKMH  oOlleTepaneBTHYECKUIA;
WCCIIeIOBaHNE YPOBHA anbOyMuHa, oOmiero Oenka, obmero OwinpyOuWHa, CBOOOJHOTO U
CBSI3aHHOTO OWIMpYOMHA, MOYEBHHBI, KpPEaTWHWHA, Kajus, HATPUS B KPOBH; OIpE/CICHHE
AKTUBHOCTH acmapraTaMHUHOTpaHc(epassl, ATAaHMHAMUHOTpaHCEepassl, ramma-
TIIIOTaMUITpaHcdepasbl B KPOBU MAIIUCHTAM ¢ KIIMHHYECKUMU NMPU3HAKAMH, XapaKTePHBIMHA IS
3-'MKoAJIJI, ¢ nenbto BBISBICHUS TOpakeHus redenu [19, 29, 37-39].

YpoBenb yoenureabHocTH pekomenaanuii C (YypoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB — 5)
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Kommenmapuu: Tlosviwenue KOHYeHmpayuu NeYeHOYHbIX MPAHCaMUHa3
(acnapmamamunompancgepasza, aIaGHUHAMUHOMPAHCPeEPAza) 3auacmyro He3HA4UmenbHoe,

00HaKo y Heckonvkux nayuenmos ¢ 3-I' MKoAJI/] coobwanocy o nogviuieHuu KOHYeHmpayuu 0o

1400 o/ [5, 19, 28].

2.4 UHCTpYMEHTAJbHBIE JUATHOCTHYECKHE MCCIET0BAHUS

° PexomMeHI0BaHO: KOMIIbIOTEpHAs TOMOrpadus TOJIOBHOTO MO3ra W/WIM MarHUTHO-
pe3oHaHCHass Tomorpadusi TOJOBHOIO MO3ra IMalUeHTaM C KIMHUYECKHUMH [PU3HAKAMU,
xapaktepubiMu 11 3-I'MKoOAJIJl, ¢ 1enbio OIIEHKHM COCTOSHUSL TOJIOBHOI'O MO3Ta,
madQepeHIMaTbHON JUATHOCTHKH C APYTUMH HACJIeICTBEHHBIMH 3a00JIEBaHUSIMHU U BBISIBICHUS
n3MeHeHui xapakrepubix 1t 3-I'MKoAJIJI [13].

YpoBeHb yoenuresibHOCTH pekoMenanuii C (YypoBeHb JOCTOBEPHOCTH 10KA3aTeIbCTB — 4)
Kommenmapuu: Ilpu nposedenuu MPT 2onoenoco mo3zea ewiasnsdiom Hecneyuguyeckue
UBMEHEHUsL NePUBCHMPUKYIAPHO20 U 2T1YO0K020 0eloeo 8eujecmsd, yepeopairbHylo ampoguio,
oemuenuzayuio, uwiemuro 201061020 mozea [17, 30], a maxoce xpoHuueckue cybOypanvHbie
2emamomsl, Cyo0ypaibHule 2USPOMbl U O08YCHMOPOHHIONW 3AMbLIOYHYI0 nopaHyeganuto [13].
Hszeecmnvl cnyuau nopadxgcenus KOpKOBO-CHUHHOMO3208blx nymeti [31] u osycmoponHezo
nopasicenusi 6azanvhvix eanenues [32]. YV oonoeco nayuenma Ovina onucama maxkpoyepanusn c
PAcnpoCmpaneHHbIM U3MeHeHuem 0en020 euecmea 8 8uoe 2uN00eHCUBHOCIU NO pPe3YIbmamam
KT, «kykonvnoe nuyoy, evinyknas n06Has dacme u edasenennas nepenocuya [33]. Hapxos

npoeodumc;l no NOKA3AaAHUAM.

° PexkomenioBano: sxokapauorpadus; perucTpanys IeKTPOKapANOTPAMMBI TTallueHTaM
C KIMHUYECKHUMH Tpu3Hakamu, XxapakTepHbiMu mns 3-I'MKoAJIJl, ¢ uenpio JUarHOCTHKHU
KapAMOMHUONIAaTUH U HapylleHui putMa cepaua [40].
YpoBeHnb yoenuresibHocTH pekoMenanuii C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 4)
Kommenmapuu: Hzeecmuuvl ciyuau ounamayuoHHoUu KapOUOMUONAMUU C apummuel y mpex
nayuenmos ¢ 3-I'MKoAJll] ¢ nemanvuvim ucxodom 6 08yx cayyasx [34-35]. bBuino
NpPeononoNHCceHo, YMmo KaApOUOMUONAMUS ABNAEMCA pPe3VIbmMamomM HapyuleHus Kemozenesd,
HAKONIEHUs. GHYMPUKTIEMOYHBIX HCUPHBIX KUCTIOM U 8MOPUYH020 dedhuyuma xaprumuna [36]. V
00H020 nayuenma OvLI0 OUACHOCMUPOBAHO NOPAdICEHUEe 1e68020 JHcely0ouKa [35].

Ilpu HeoOXoOumocmu, npu HAIUYUU NOKA3AHUU OJil UCCIEO08AHUs, NPOBOOUMCS

XOJIMepoBCKoe MOHRUMOpUpoesaHue cepdelmoeo pumma, u/unu CYynmoyHoe MOHuUmopupoedarnue
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apmepuailbHoco oaenenus (COZJZCICHO coomeemcmeyromum KIUHUYEeCKUM pexoxwem)auu;m no

HapyweHusam pumma cepoya u/uiu apmepuanlbHoU 2unepmeH3ulL).

° PexomMeH10BaHO: YIBTPa3BYKOBOE HCCIIEOBAHHE OPraHoB OpIONIHOW  IOJIOCTH
(KOMILJIEKCHOE) MalMeHTaM ¢ KJIMHUYECKUMH TTpU3HaKaMu, xapaktepHubiMu s 3-I'MKoAJIJl, ¢
LEJIbI0 CBOCBPEMEHHOM TMArHOCTUKU M KOHTPOJIS JieueHus [29].

YpoBenb yoenureabHocTH pekomenanuii C (YypoBeHb 10CTOBEPHOCTH 0KA3aTeIbCTB — 4)

Kommenmapuu: Hzsecmuvl ciyyau ocmpozo u peyuousupyrouie2o NaHKpeamuma y nayueHmos

¢ 3-I'MKoAJ[J] [28, 29].

° PexomengoBaHno: 3eKTpo3HIepanorpadus; anekTpolHIedanorpadus c
BUJICOMOHUTOPHHIOM TIallMEHTaM C KJIMHUYECKUMHU TpH3HAKAMH, XapaKTEepHbIMUA UL 3-
I'MKoAJI/l, ¢ uenbid CBOCBPEMEHHOW JMArHOCTHKU W KOHTPOJS JICYCHUS CYIOPOIKHOTO
cunapoma [30].

YpoBeHnb yoenurebHocTH pekomMenanuii C (YypoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB — 5)

2.5 UHble fTUAarHocTuYecknue Nccjaei0BaHus

2.5.1 KoHcyJabTanMy ¥ HA0I0AeHN e CHEINATUCTOB

Jlnis HaOmo/ieHusl MAIMeHTOB ¢ ycTaHOBIEeHHBIM nuarno3oM 3-I'MKoAJIJl nHeobxonumo
MPUMEHEHUE MYJbTHAUCIUIUIMHAPHOTO TOJAX0Ja BBUIY TOTO, YTO JIaHHBIC 3a00JIeBaHUS
XapakTepHU3yIOTCS MOPAKEHHUEM MHOTHX OpPraHOB M CHCTEM, YTO B CBOKO O4Ye€peIb IUKTYET
HEOOXOUMOCTh COBMECTHOTO BEIEHHUS TAalMeHTa CHEIHAlIMCTaMH Pa3HbIX MpoQuiei.
[Toka3zanpl nepBUYHBIE U MOBTOPHBIE KOHCYJIBTALlMM Bpada-T€HETUKA, Bpaya-HEBPOJIOra, Bpaya-
KapauoJiora, Bpava-odTasbmorora, Bpaya-cypaoJora, Bpaya-reMaroJsora, Bpaua-
OTOPUHOJIAPHUHTOJIOTA, Bpada-racTPOIHTEPOJIOTa, Bpada-IICHXUaTpa, Bpada-mieauaTpa/ Bpada-
TepameBTa/ Bpada oOmIeld MNpakTUKU (CeMEHHOro Bpaya), a TakKe Bpaded JIpyrux
cneunanbHocteit  manueHtaM ¢ 3-TMKoAJIJl, wumeromuMm  HapymieHuss — (QyHKUIUR

COOTBCTCTBYIOIHNX OPraHOB U CUCTCM.
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° PexomengoBaHo: mpueM (OCMOTp, KOHCYJbTAllMs) Bpaya-liefdaTpa MEepBUYHBIA U
noBTOpHBIA BeeM JieTsiM ¢ 3-I'MKoAJI/] ¢ nenpio Ha3HAueHUs MATOrC€HETHYECKOW Tepanuud U
Jajiee ee KOppeKLuu rnpu Heodbxoaumoctu [41].

YpoBenb yoeauteabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbLCTB — D)
Kommenmapuu: Hnmepsanvt mencoy SUUMAMU OOAHNCHbL ONPeOensimvbCsi UHOUBUOVAILHO C

ywemom eo3pacma, miasicecmu 3abonesanus u cmabuibHOCmu 0OMeHd eeuecmse.

° PexomengoBaHno: mnpueM (OCMOTp, KOHCYNbTallMs) Bpaya-TeHETHKA TIEPBUYHBIA H
noBTopHbIA BceM aeTsaM ¢ 3-I'MKoAJIJl ¢ nenbro Ha3HaueHHUs MATOIEHETUYECKON Tepanuu U
Jajiee ee KoOppeKuu rnpu Heodbxoaumoctu [42].

YpoBenb yoenuTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeILCTB — 5)
Kommenmapuu: Hnmepsanvt mencoy SUsUmMamu OOANCHbL ONPeOensimvbCsi UHOUBUOVAIbHO C

ydyemom eo3pacma, miAasicecmu 3abonesanus u cmadbuibHoCmu oomena eeuecme.

° PexomennoBano: npuem (OCMOTp, KOHCYJbTAalMs) Bpaya-HEBPOJIOra NEPBUYHBIM U
MOBTOPHBINA BCEM MAalIMEHTaM C KJIMHUYECKUMHM MpU3HaKaMu, XapaktepubiMu i1t 3-I'MKoAJI/,
IpU TMOAO3PEHUM WM HATUYUKU HEBPOJOTHYECKHX HApPYIICHWH C LEJIbI0 CBOEBPEMEHHOM
JIMarHOCTUKY U JICYEHHs BIABICHHOM martosoruu [43].

YpoBeHnb yoenurebHocTH pekomenanuii C (YypoBeHb J0CTOBEPHOCTH 0KA3aTEIbCTB — 5)
Kommenmapuu: V nayuenmos c¢ 3-I'MKoAJI[] nabawooaemcs pso npocpeccupyroujux
HeB8POI02UYeCKUX OCIONCHEeHUN, 6 MOM Yucle 2UNOMOHUS, 3A0epiCKa pedu, 3a0epicKa
passumus, HeCcnocoOHOCMb K 00yYeHUro, JSNulenmudeckue cyoopocu, CHnACMU4YHOCMb U
snyepanonamus [17, 19]. llkara Arwbepma momopno2o pazéumusi MIAOCHYe8 NPUBCOCHA 6

npunoxcenuu I'1.

° PexomenaoBaHo: mpuem (TECTUPOBAHHE, KOHCYJIbTAIMS) MEIUIIMHCKOTO ICHUXOJOra,
Bpada PU3NIECKON U peaOMIINTAIIIOHHON MEIHUIIMHBI HJIM Bpava, BBITIOIHSIONMIETO ero (QYHKIIHIO
(cmenuanyucTa MO MEIUIMHCKOM peabunmuTanuu: Bpadya Mo JiedeOHOM (u3KynbType U Ap.)
MEPBUYHBI M TIOBTOPHBIN; pa3paboTKa WHAMBHAYAIBHOH MpOrpaMMbl 1e(eKTOIOTHYeCcKOn
peabunutanuu; pa3paboTka WHIUBUAYATHHOW MPOTPaMMbl JIOTOTEIWYECKON peaduiInTaluu
manueHTaM ¢ 3-ITMKoAJIJl m mX cemMbsiM C IeIbI0 OKa3aHUS IICHUXOJIOTO-TIeAarorndecKom
nojepxku [45].

YpoBensb yoenuteabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeILCTB — 5)
Kommenmapuu: Y nayuenmos ¢ 3-I’ MKoAJIJ] ommeuarom 3a0epiicky pedu, cunepakmusHoCm,

Hecnocoonocms K obyuenuro  [32].  Ilayuenmam  HeoOX00umo  mecmuposauue  no
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VMBEPHCOCHHLIM — Memooukam — Ol onpedeleHus  UHMELIeKmyalbHo20  pa3eumusl.
llcuxonozuueckas nomowp nayueHmam moxcem nompebosams Kypc 3aHAMUN 8 3a8UCUMOCTU

om UHOUBUOYANLHBIX 0COOEHHOCMeEU NAYUeHmMAa U CeMbU.

Yenyeu noeoneoa:
® Meouxo-n102oneduueckoe ucciedosanue npu oucghauu;
® Meouxo-n102oneduueckoe ucciedosanue npu agazuu,
® Meouko-n10coneduueckoe ucciedosanue npu Ou3apmpuu,
® Meouko-noconeduueckas npoyedypa npu oucgazuu;
® Meouxo-noconeduueckas npoyedypa npu agazui;
® Meouko-noconeduueckas npoyedypa npu Ouzapmpuu,
® Meouxo-n102oneduueckas MOHATLHO-PUMMUYECKAS. NPOYeOypd,
® Meouxo-noconeduueckast npoyedypa c UCNONb308AHUEM UHMEPAKMUBHBIX

UHDOPMAYUOHHBIX MEXHONIOUII.

2.5.2 InddepeHnyaanLHaAsg THATHOCTHKA

[JanuenTam ¢ KIMHUYECKMMHM @pU3HaKamu, xapakTepHbiMu aina  3-I'MKoAJl/],
HEeoOXoauMo TpoBeaeHue auddepeHuaibHON TuarHocTuku ¢ Peiie-mogoOHBIM CUHIPOMOM,
BKJIIOYasi HApylIEHUS MHUTOXOHIPUAIBHOTO [-OKHUCIEHMS, CHUCTEMHYIO HEIOCTaTOYHOCTh
KapHUTHHA, [NTyTapOBYIO allUYPHIO TUM 2, IPYTHe OpraHndecKue alu1ypiun (M30BajlepuaHOBYIO
alMIypuIo, 3-TUAPOKCU-3-METUITIYTapOBYIO AllUAYPUIO U JIPYTHE), a TaKXKe C MOCIEACTBUIMU
MEPUHATAJIBLHOTO MMOPAXEHUS] HEPBHOM CHUCTEMBI, CHACTUKO-THIEPKHUHETUYECKON (opmoit
JIETCKOTO 11epedpanbHOro Mapajinya, BPOXKJIEHHBIMH MOPOKAMH Pa3BUTHs TOJIOBHOTO MO3Ta U
MOCTE/ICTBUSIMU BHYTpUYTpoOHONW uH(pekuuu. Ilpu keToze B coueTaHMM C TUIOTIMKEMHUEH
CIIEqyeT paccMaTpUBaTh COCTOSIHUSA, COIPOBOXAAIOIIMECH KETOTHUYECKOM TMIOIIMKEMHUEH, -
SHAOKPUHHBIE  HapylleHHs  (HampuMmep,  HAAMOYEUHUKOBYIO  HEJAOCTAaTOYHOCTh) U
HaCJIEICTBEHHbIE HapylleHus oOMeHa YIJIEBOAOB (Hampumep, ASPHUIUT TJIMKOT€HCUHTA3bI,
rMkoreHossl). Ilpm  coderaHmm  keroanuupo3a C  TUINEPAMMOHUEMHUEN  MPOBOJIUTCS
muddepeHranbHas AMaArHOCTUKA ¢ OPraHUYECKUMH alluAEMUSIMHU.

Anroput™m muddepenimanpHoi quaraoctuku 3-I'MKoAJIJ] ¢ apyrumu 3ab6oieBaHusIMH,

aCCOLIMMPOBAHHBIMHU ¢ M3MeHeHueM ypoBHs CSOH, npuseaens! Ha puc. 1b B npunoxenun b.
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3. JleyeHne, BKJIHOYAS MeIUKAMEHTO3HYI0 H HEMEIUKAMEHTO3HYI0 Tepanum,
AMETOTEPANuIo, 00e300,1uBaHNEe, MEAMIUHCKHE IOKA3AHUS H

NMPOTUBOINOKA3aHUA K IPUMCHCHUIO METO10B JICHCHUSA

B cBs3M ¢ HE3HAYMTENBHBIM KOJHYECTBOM OITMCAHHBIX CIIy4aeB, CIUHBIX IPOTOKOJIOB
neuenus 3-I'MKoAJIJl ve cymectByer. Ha ocHOBaHWUM maroreHe3a 3a0o0JieBaHUsI, OCHOBHBIMHU
TEPANEeBTUYECKUMU MOAXO0/IaMH SIBJISTFOTCSI IPHEM JIEKAPCTBEHHBIX MPEMapaToB, coaepxkammx L-
KapHUTUH (JICBOKAPHUTHH), a TAaK)KE NPUMEHEHHE IHEThl C OrpaHWYCHHEM JICHIIMHA W/WIN
HATypaJbHOrO Oelika ¢ JI00aBJICHHUEM CHCIHMAIM3UPOBAHHBIX MPOJAYKTOB MHUTAHUS, HE
coliepKammx JeHIH. HekoTopble CHEMUaTMCTBI PEKOMEHAYIOT TakKKe OrpaHUYHBATh
MMOCTYIUICHHUE KHUPOB C IMHIIECH.

Ocnosuble npuHnunel tepanuu npu 3-I'MKoAJIJ] HampaBieHsl Ha mpeAoTBpallleHue
MeTa0O0JIMYECKOW JICKOMIIEHCAlud  (MeTa0oJIMYecKoro Kpusa), CHIDKCHHE 0O0pa3oBaHUs
TOKCUYHBIX OPTraHUYECKHX KHCJIOT, MPEAYNPEKICHUE PA3BUTHS TOKCHUYECKOTO IOPAKEHUS
TKaHEeW TOJIOBHOTO MO3ra W BHYTPEHHUX OpPraHoB ¢ OOECHEYCHHEM IPH 3TOM TIPOIECCOB
HOPMAJILHOTO pOCTa U pa3BuUTUs jered. [1o moka3aHusM Ha3HAYaIOT MPOTHUBOSIMUICTITHYCCKUE

npenapaTtsl U APYIruc BUAbL CUMIOTOMAaTHYECKOH TCpaIinu.

3.1 IlaToreHernuyeckoe JeueHue

[Tanmentam ¢ 3-'MKoAJI/] ¢ HuU3KMM ypOBHEM CBOOOJHOIO KapHUTHMHA HA3HAYalOT
JIEKapCTBCHHBIE TIperaparhl, cojepxamme L-KapHUTHH (JI€BOKapHUTHH), B mo3upoBke 75-100
MT/KT/CYTKH C T[eJIbIO TTaTOreHeTHYecKoro jeueHus [30]. BeiBeieHre TOKCHYIHBIX 3-THIAPOKCH-3-
METUJITYJIaTOPOBOH, 3-METUIITITYy TapOBOM u 3-ruIpOKCUU30BATIEPUAHOBOM KHUCJIOT
OCYIIECTBIISIETCS C MOYOW B BUJE KOHBIOTATOB C KAPHUTUHOM, YTO OOYCIIABIMBAET BTOPHUHBIH
nedunut KapHUTUHA [15], KOTOpBIM MOXXET TPUBECTH K THIOTIUKEMHH, TeraTOMETanH,
KapIuOMUOTIaTHH M TurnepamMMmonuemun [16]. BBenenme L-kapHuTMHA mnamueHtam ¢ 3-
I'MKoAJIJl moxeT oka3blBaTh JAE3UHTOKCHKALMOHHOE ACHCTBUE, MPEAOTBpaliaTh BTOPUYHBIN
neduuT kapHuTHHA [17], a TakKe CHIXKATh YPOBEHb OKHCIUTENbHOTO moBpexaeHus JIHK u
JIUTIUJIOB, BBI3BAHHBIX HAKOIUICHUEM 3-THIAPOKCH-3-METHIINIYTapOBOM W 3-METHJITIYyTapOBOM

kucior [18].
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° PexomengoBano namnuvieHtaM ¢ auarHozoM 3-I'MKoAJIJ] Ha3HaueHHe TUETOTEepanuu C
LEJbIO JieueHus 3a0oieBanus [46].

YpoBenb yoenuteabHoCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeIbLCTB — 5)
Kommenmapuu: J[luemy wnaznauaem 6pauy-ouemonoz, 6pau-Hesposloe, 8pay-ceHemukK, 6pau-
neouamp, epaw-eacmposwmeponoe. Heobxooumo oepanuuums nompebaenue oenxa (1,5-2
e/ke/cymku) u owcupog (6,3 o/ke/cymxu) [30, 47]; kemocennas Ouema NpomMuUBONOKA3AHA.
Hccreoosanus noxazvieaiom, umo y nayuenmos ¢ 3-1 MKoAJI/], cobniodaowux HuzkoOeikosyio
ouemy, HOpMAIU3YIOMCs KIUHUYecKue u buoxumuyeckue noxkazamenu nevenu [5]. Ilayuenmam c
3-I'MKoAJI]l maxoce Heobxo0umo uzoecamv OAUMeENbHO20 20100AHUS, A 8 Clyyde AUXOPAOKU
u/unu peomul HEOOX0OUMO Yeauuums nompeoaeHue y2neeo008. Ilpu nogviuieHuu KemoHo8bix
mes 8 MOue NPOBOOAMC UHQDY3UU OEKCMPO3bi.

3.1.1 Jleyenye nanueHTOB B IEPHO META00JIMIECKOr0 KpH3a

IIpu yrpoze wim B cilydae pa3BUTUS META0OJIMUYECKOrO KpHU3a JIEYEHUE JIOJIKHO
HAauMHATbCA He3aMeuTeNnbHO. JleueOHble MeponpusTHs HalpaBieHbl Ha IpeKpalleHue
0o0pa3oBaHMsl W HAKOIUICHHS TOKCHYHBIX OPraHMYECKUX COCJMHEHWN W BBIBEICHUE HX W3
opranusMa. TakTHKa JIedeHUs AeTell B MepHoj Kpu3a BKIOYAET KOPPEKLUI0 METa00IN4YeCKOro
alM03a U BOJHO-IEKTPOJIUTHBIX HApyIIEHUH, a TakkKe 3HEPreTHUYecKyro Mojiepxkky. Ilpu
yrpo3e WIM B cly4dae pa3BUTHS METabOJIMYEeCKOro KpHu3a HeoO0XoJuMma 3KCTpEeHHas
TOCIUTANIM3aMs C LENbl0 HE3aMEUIMTEIbHOTO TPOBEIACHHMS HWHTEHCUBHOW Tepamuu |
MIPEIOTBPALLEHUS )KU3HEYTPOXKAIOIINX OCIOXKHEHHI.

JleueHne MeTabOIMYECKOTO KpHU3a MPOBOJUTCS B OTAEICHUN peaHMMAaIlM WHTEHCUBHOU
TepalMi  BPAadyOM-aHECTE3UOJIOTOM-PEAHUMATOJIOTOM, A  TaKXKe  JPYTMMH  BpadyaMu
CIeLUAINCTaMH (Bpau-HEBPOJIOT, Bpad-HE(QPOJIOT, Bpau-TracTPOIHTEpOJIOr U Ap.). B mepuon
KpU30B HEOOXOAMMO BBEIEHHE JI€KCTPO3bl BHYTPUBEHHO Jake€ NPU HOPMAIBHOM YpPOBHE
TJIFOKO3BI JUIsl TIOAJIEP)KaHUs €€ KOHIICHTpAlM Ha BEPXHEW I'PaHULBI HOPMBI, YTO IO3BOJIAET
nojaBnATe keroreHes. Ilpu cHmwkenun ypoBHs pH (<7,1) mpoBomsr OoitocHOE BBeAEHUE
6uxapOonara (1 Mmons/kr B TeueHue 10 MUHYT) ¢ nocienyomiei HenpepbiBHOM nHpy3ue. [Tpu
3TOM CJIeAyeT MPOBOJUTH MOHHUTOPHHI KHCIOTHO-OCHOBHOT'O COCTOSHUSI U 3JIEKTPOJIHUTOB,
qToObl M30€XaTh THUMEPHATPUEMUUM U TUMOKATUEMHMHU. B TSKeNmbIX choydyasx MOXKeT

HOTpC6OBaTBC$I HCpHTOHCaHBHBIﬁ Anajin3 WA UCKYCCTBCHHASA BCHTHJISINWA JICTKHX.

3.2 CuMnToMaTHYecKoe JeueHue
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CumnroMatnyeckoe JieueHue nanueHToB ¢ quario3oM 3-I'MKoAJIJ] mpoBoauTcs, B OCHOBHOM,
BpayOM-HEBPOJIOTOM, Bpa4yOM-KapIU0JIOTOM, Bpa4yOM-TaCTPOIHTEPOJIOTOM. Jleyenue
OCJIO)KHGHI/II;'I 3360HeBaHI/I$I HpOBOI[I/ITCSI B COOTBCTCTBHUU C KIMHHUYCCKUMU peKOMeHI[aI_II/II/I 110

COOTBGTCTBYIOH_Ieﬁ I1aTOJIOI'H.

Y mamuentoB ¢ 3-I'MKoAJIJ[ HaGmomaeTcs psl MPOTPECCHUPYIOMIMX HEBPOJOTHUECKHUX
OCIIO)KHEHUH, B TOM YHCJIE TUIIOTOHUS, 3aJepKKa PEeUH, 3aIepKKa Pa3BUTHS, HECITOCOOHOCTh K
00yd4eHUI0, SMHUIENTHYECKUE CYJOpPOTH, CIACTUYHOCTh u dHIedamonatus [17, 19]. Illkama

AnpbepTa MOTOPHOTO pa3BUTHA MJIaJICHIIEB IIpUBEIeHA B MpuiIoKeHuu ['1.

Co  CTOpOHBI  CEpIEYHO-COCYAMCTON  CHCTEMBl OTMEUAIOT Clly4ad JAWJIATAI[MOHHOM
Kapauomuonatuu ¢ apurmueit [34, 35]. M3BecTeH ciaydail moOpa)X€HUs JIEBOTO KEITyJ0uYKa y
nanuenta ¢ 3-I'MKoAJIJ] [35]. Bsuto mnpenrnonokeHo, 4YTO KapAUOMMOIIATUS SIBISETCS
pE3yNbTaTOM HapyILICHHUs] KETOreHe3a, HAKOIUICHHWS BHYTPUKIIETOUHBIX >KUPHBIX KHCIOT U
BTOpuyHOro aedumura kapuutuHa [35]. Koncynbranmus mnpoBoautcs He pexe 1 pasa B 6

MCECAILICB.

3.3 Xupypruueckoe Je4eHue

He nmpumenunmo.

4. MenuuuHcKasi peaduanTanus, MeAMINHCKUAE MOKA3aHUS U

MNPOTHBONIOKaA3aHUA K IPUMECHCHUIO METO0B peaﬁn.ﬂnTaunn

Crneunduueckoit peaOunurauuu nanueHtaMm c¢ 3-I'MKoAJIJ] ne TpeOyerca. B kpyr
peadmIuTalMoHHBIX MepornpusaTuii namuentam ¢ 3-I'MKoAJIJ] MoryT ObITh BKIIIOUEHBI 3aHATHS
C IICUXOJIOTOM, OTJBIX B CIIELIMAIIM3UPOBAHHBIX CAaHATOPHUAX, @ TAKXKE COLIMAJIbHAS aJalTalus C

Y4acTUEM CIICHHUATIMCTOB U COLIMAJIbHBIX pa6OTHI/IKOB, KYpChl MaccCaxa.

5. IIpodpunakTuka U AUCIAHCEPHOE HADII0IeHN e, MeAUIUHCKUE TIOKA3aHUS U

IPOTUBONMOKA3AHUA K IPUMECHCHHNIO METO10B IlpO(l)I/IJIaKTI/IKI/I
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5.1 IIpoduaakTuka

[Mammentam ¢ 3-I'MKoAJIJl criexyer mpoBOauTh NMPO(UIAKTHYECKYIO BaKIMHAIMIO B
COOTBETCTBMHM C HAIMOHAJIBHBIM KalleHAAapeM MNpOo(UIaKTUYECKHX MPHUBHBOK, BKIIOYAs
BaKIMHAIIMIO TMPOTUB TPUIINA W POTABUPYCHOM HH(DEKIMH, ¢ COOIIOACHHEM BO3PACTHBIX
OrpaHUYEHUN UMMYHOOHOJIOTUYECKUX MpernapaToB Ha (JOHE CTPOroro BBHIMOJIHEHHS JeueOHBIX
Ha3HA4YeHUH ¢ 1enpio (GopMupoBaHus FPPEKTUBHOIO UMMYHHOTO OTBETAa U NPEAOTBPAIICHUS
pa3BUTHs METa0OIMYECKUX KPH30B. BakumHammio 1enecoo0pa3Ho MPOBOAMUTH MOJA KOHTPOJIEM
CHEIHAMCTOB, UMEIOUIMX OMBIT paboThl C MalnueHTaMu ¢ MertaboinyeckuMu OonesHsmu. B
MIOCTBAKIIMHAIILHOM IE€PHOJE CIIEeIyeT MPUCTAIbHO HAONIOAATH 3a MPUBUTHIMU C MOBTOPHBIM
u3MepeHreM temmeparypsl Tena. [Ipu gmarnoctupoBanum juxopanku >38,0°C HeoOXoauMo
He3aMeUINTENbHOE — HAa3HAYeHWE S KApONOHIDKAIOMed  Tepamuu  (HapameTamon MM

ubynpoden” ).

° PexomennoBano: mpuem (OCMOTp, KOHCYJIbTallUsi) Bpada-TeHETHKA [EePBUYHBIN
nanueHTy ¢ auarHo3oM 3-I'MKoAJIJl unu ero oQuIMalbHBIM MPEACTABUTENSIM C IIENBIO
MPOBEACHUS MEANKO-TEHETUUECKOT0 KOHCYJIbTHpOBaHus [42].

YpoBenb  yOenutTeabHocTH — pekoMenaauumii C  (YypoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5).

Kommenmapuu: Cemvsim ¢ Odemvmu ¢ ycmanosnennvim ouacnozom 3-I'MKoAJl/]
mpebyemcsi MeOuKo-2eHemuiecKkoe KOHCYIbMUposanue ¢ Yeivio OnpeoeieHus 2eHemuieckKo2o
pucka. Kax u npu opyeux aymocomuo-peyeccusHuvlx 3sabonesanusix, npu 3-I’ MKoAJI]] ons
Kaxcoou bepemMeHHOCmU PUCK poxcoenus pebenka cocmasisem 25%. Ilpenamanvhas
ouasHocmuxa 3a601e8anuil, Komopvle noooaomcs ¢h)gekmusHol mepanuu, 603MONCHA, HO
IMUYECKU COMHUMENbHA, peuleHue 0 ee NPo8edeHUU 00NIHCHO Oblmb NPUHAMO NOCe NOOPOOHO20

00CYIHCOCHUS C ceMbell BCeX PUCKOB.

5.2 JlucnancepHoe HAQJIIOAeHUE

ExerogHo manueHThl ¢ ycTaHOBIEHHBIM auarHo3om 3-I'MKoAJIJl noikHbBl IpOoXOoAUTh
yIIIyOJIeHHYI0 aucrnaHcepu3anuto. s HaOmroleHus TarMeHTOB HEOOXOAMMO TPUMEHEHHUE
MYJIbTUIUCIUILUTMHAPHOTO TMOAX0/ia BBUAY TOTO, YTO JaHHOE 3a00JeBaHHE XapaKTEePHU3YHOTCS
MOpaXEHHEM MHOTHX OpPraHOB W CHUCTEM, YTO B CBOIO O4Yepelb TUKTYET HEOOXOJAMMOCTH

COBMECTHOTO BEJICHHs TAIlMEHTa CIEeIHAINCTaMHU pa3HbIX npoduieii. C menpro odecrneueHus
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KOMIUIEKCHOM Tepanmuud U CBOEBPEMEHHOW €€ KOppeKUMH MpU HEOOXOAUMOCTH MOKa3aHBI
MEepPBUYHBIE U TIOBTOPHBIC KOHCYJIbTAIIMM Bpaya-TeHETHKA, Bpada-HEBpOJIOra, Bpada-
OTOPHMHOJIAPUHTOJIOTA, Bpada-oTaIbMOJIOra, Bpada-nieauarpa/ Bpada-TepaneBra/ Bpada oOmiei
MIPaKTUKU (CeMeHHOro Bpayda), Bpaua-peabuanTosora, a TakKe Bpadeil Jpyrux crenuaibHOCTel
nanueHTam ¢ 3-I'MKoAJIJl, umeronuM HapyiieHuss GyHKIHUA COOTBETCTBYIOIIMX OPraHOB M
CHUCTEM.

[TarueHTH ¢ CHUMITOMATHYECKOW OSIWICTICHEH HYXKIAIOTCS B HAOMIOJCHUM Bpaya-
HEBPOJIOTa C OIBITOM PadOThI ¢ MAUEHTAMHU C IHJICTICUEH.

Taxxke oCylIeCTBIAIOTCS HEOOXOIMMBbIE peaduINTAallMOHHBIE Meponpuatus. Pomutenu
JOJDKHBI OBITh OOYYCHBI TPaBHJIAaM OpPTaHHW3aIlUM TEPallid B MEXIPUCTYITHBIA TEPHOA W B
Mepuoj yrpo3bl MeTadoJMueckoro kpuza. Y pebOeHka mpu cebe Bcerjaa JoJKHA HaXOIUThCS
MaMsATKa ¢ YKa3aHUEM HEOTJIOKHBIX MEPOIPUSATHI B IEPUO HAYNHAIOIIETOCS] METa00INYECKOTO

Kpu3a.

° PexomMeH10BaHO: KOMIUIEKCHOE ONPEJCIIEHUE COIEpXKAHUS OPraHMYECKHX KHUCIOT B
Moue mnanueHtam ¢ guarHozoM 3-IMKoAJIJ] ¢ uenbio CBOEBPEMEHHOIO BBISIBICHHS
MeTaboIMUeCKUX HapyIIEHUH U MPeAOTBpaIlleHUs pa3BUTHS MeTabonnyeckoro kpusa [17].

YpoBenb  yOenurtenbHocTH — pexoMeHgamuii C  (ypoBeHb  A0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 3).

Kommenmapuu: Xapaxmepnvim onsa 3-I MKoAJI/] sensaemcs nogvluienue KOHyenmpayuu
3-eudpoxcu-3-memuneiymaposotl, 3-Memunenymaposoi, 3-MemunenymakoHosol, 3-
2UOPOKCUUZ08ANIEPUAHOBO, AOUNUHOBOL, CYOEpUHOBOL U CeDayuHO8OU KUCIOmM 6 Moue.

Kpamﬁocmb npoeeaeuuﬂ aHaiu3oe saeucunt ont COCmosAaHusA nayuenma.

° PexoMeHI0BaHO: KOMIUIEKCHOE ONpENEIECHUE KOHLEHTpalMd Ha aMHUHOKHCIOTHI U
AIMJIKAPHUTUHBI B KPOBH METOJOM TaHIAEMHON MaccC-CIEKTPOMETPUH MAllMEHTaM C JIUarHO30M
3-I'MKoAJIJI ¢ tienbro KoHTpoJIs Tepanuu [17].

YpoBenb yOeaureqnbHOCTH  pexkoMeHgauuii C  (YypoBeHb  /10CTOBEPHOCTH
A0KA3aTEJbCTB — 3).

Kommenmapuu: Yposnu C50H 6 kposu 6 pesynvmame Jieuenus OONHCHbL Oblmb
npuOIUNCEHBL K pehepeHCHbIM 803PACMHbIM 3HAYEHUSM.
° PexomennoBano: oOnuii (KIMHUYECKUI) aHATU3 KPOBH Pa3BEPHYTHIM BCeM NaleHTaM
¢ gumarHo3oM 3-TMKoAJI/l ¢ 1uenblo BBIABICHUS HEUTPONEHUH, TPOMOOIIUTOIECHHUH,

naHiuronenuu, anemuu [30].
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YpoBenb yOeaurTeqabHocTH  pekoMeHgauuid C  (YpoBeHb  /10CTOBEPHOCTH
0Ka3aTeJbCTB — 4).
Kommenmapuu: Obwuti (KiuHU4ecKuil) pa3eepHymuvlli aHalu3 Kpo8U KOHMPOJIUPYemcs

He peoice 1 paza 6 200.

° PexomengoBaHno: aHanus3 KpOBH OMOXUMUYECKUI o0IeTepaneBTUYECKHIA;
WCCIICIOBAaHNE YPOBHA anbOyMuHa, oOmiero Oenka, oOmiero OwimpyOuWHA, CBOOOIHOTO U
CBSI3aHHOTO OWIMpYOMHA, MOYEBHHbBI, KpEaTMHHWHA, Kallus, HATpUsi B KPOBU; OIpeAelicHUE
AKTUBHOCTH acnapraTaMHUHOTpaHc(epasbl, aJlaHMHaMUHOTpaHchepassbl, ramma-
roTaMunTpancdepasbl B KpoBH narueHTaMm ¢ quarao3om 3-I'MKoAJIJl ¢ menbio BBISBICHUS
nopaxenus neven [ 19, 29, 37-39].

YpoBenb  yOenutenbHocTH — pexkoMeHgauuii C  (ypoBeHb  JOCTOBEPHOCTH
JA0KA3aTeJIbCTB — 5).

Kommenmapuu: Ananuz kposu duoxumuveckuti Konmpoaupyemcs ne pexce 1 paza 6 200.

° PexomeHnoBaHoO: WCCIICZIOBaHUE YpPOBHS  BOAOpOAHBIX HOHOB (pH)  kpoBu;
UCCIIeIOBaHKE YPOBHsI Oy(epHBIX BEIIECTB B KPOBHU MarpeHTam ¢ auarHosom 3-I'MKoAJIJ] ¢
L[EbI0 CBOEBPEMEHHON KOPPEKIMU TEpamnuy MpH MOJ03PEHHH HAa Pa3BUTHE METa0OINYECKOTO
kpu3za [19, 36].

YpoBeHb  y0eauTeqabHOCTH  pexoMeHaamuii C  (YypoBeHb  J0CTOBEPHOCTH
J10KA3aTeJILCTB — 4).

Kommenmapuu: JlabopamopHuvimu npedgecmHuKamu pazeumus MemaboiuiecKko2o
Kpusa A6AAI0MCs MeHOeHYUuss K Memaboauyeckomy ayuoo3y ¢ oepuyumom OCHOBAHUI,

noevluierue ypoeHrs noueyHou IKCKpeyuu opeaHudyecKux Kuciom.

° PexomenaoBaHo: IUCHaHCEPHBIA MpHEeM (OCMOTpP, KOHCYJbTallvsl) Bpada-HEBpOJOra
nanueHTaMm ¢ auario3om 3-I'MKoAJIJl ¢ menbi0o MOHUTOPHHTA COCTOSIHUSI U CBOEBPEMEHHOTO
BBISIBIICHUS [TaTOJIOTHH HEPBHOM cucTeMsbl [43].

YpoBensb yoenuteabHoCcTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeIbLCTB — 5)
Kommenmapuu: Koucynomayus npogooumcs He pedice 1 pasa 6 6 mecsayes. VY nayuenmos c 3-
I'MKoAJIJ] nabatooaemcs pso npoepeccupyromjux He8poi0cUdecKux OCL0NCHEHUL, 8 MOM YUcie
SUNOMOHUSA,  3A0ePIHCKA  peyll, 3a0epxHcKa  pa3eumus, HeCcnocooHocms K  00yueHuio,
snunenmuveckue cyoopoeu, cnacmuunocms u suyeparonamusn [17, 19]. Ilkana Anvbepma

MOMOPHO20 pazeumus Miadenyes npusedena 6 npunodxceruu I'1.
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PexomMeHI0BaHO: JMCIIAHCEPHBIN MpUeM (OCMOTp, KOHCYJIbTAlMs) Bpauya-Kapauoiora

nauuentaMm ¢ auario3om 3-I'MKoAJIJl ¢ 1enbi0 MOHUTOPUHTA COCTOSIHUSI U CBOEBPEMEHHOI'O

BBISIBJICHUS ITATOJIOTHH CEPJICUHO-COCyaucToi cuctembl [40].

YpoBenb yoeauteabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbLCTB — D)

6. Opranusanus MeJUIMHCKON MOMOILIH

Ilokazanus JJIA IUIAaHOBOM rociiMTain3alyyu B MCIUIUHCKYIO OpraHu3aluio:

1.

IIpoBeneHue TUArHOCTUKU W JIEYCHMs, TPeOyIOIHe MPOJOJKUTENBHOIO (AHEBHOE WIH
KpYyTJ0CYyTOYHOE NpeObIBaHUE) MEIULIMHCKOIO HAOIIOACHNUS U MOHUTOPUHIA KIMHHUKO-
1ab0paTOPHBIX MTOKA3aTENICH;

Heo6xonuMocTe NpoBeAEHUS DPA3JIMYHBIX BUIOB SKCHEPTU3 WIM O0CIEelOBaHUSA B
MEIULMHCKOW OpraHu3alliy INpH HEBO3MOXKHOCTU IPOBEINEHHUS HMX B aMOyJaTOPHBIX
YCIIOBUSAX (B TOM quciie odopmieHne 3aKJIIOYEHUS (benepanpHOTO

KOHCHJIYMa/BpayeOHOM KOMHICCHN).

IToxazanus ais SKCTpeHHOﬁ rocuvuTaain3alvi B MCAUIUHCKY0 OpraHUu3aluio:

1.

OcTpble yrposkarolue JUisl )KU3HU U Pa3BUTHUS OCJIOKHEHUH COCTOSHMA, Tpedyroliue
HEOTJIOKHOTO JICYEHUs, B TOM YUCJIE NHTEHCUBHOM TE€panuu, a TaKKe KPyIrJIOCyTOYHOTO
MEIULMHCKOTO HAOMIOEHUs] U MPOBEACHUS CIHEIHUAIbHBIX BHUAOB 00CIEIOBaHUS U

JICUCHHUA.

IToka3anus K BBITIHCKE nalueHTa U3 MGI[I/IIII/IHCKOﬁ OpraHu3alru:

1. OTCYTCTBI/IG YIPO3bI IJIA JKU3HHU ITalUCHTA U YI'PO3bl PA3BUTHS OCHO)KHGHHﬁ, Tpe6y101111/1x

HEOTJIOKHOTO JICYEHUS 110 3aBEPILIEHUU JUATHOCTUYECKUX MEPOIIPUSITHH.

Crabwin3anusi COCTOSHHUS U OCHOBHBIX  KJIIMHHUKO-Ta0OpaTOPHBIX  IOKazareseu
MaTOJIOTUYECKOT0  Mpollecca, OTCYTCTBUE HEOOXOAMMOCTH B  IMPOJOJIKUTEIEHOM
MEIULMHCKOM HaOII0IeHUH (JHEBHOE WIIM KPYTJIOCYTOYHOE MPeObIBaHNUE);

Breimonunen mnaH oOcineqoBaHWs M JICUEHHUS TAIMEeHTa, JaHbl PEKOMEHAAlUd TI0
JalbHeNIeMy HaOJI0/IEHUIO U JIEYEHHUIO.

HeoOxonumocTh mepeBofa mNalMeHTa B JIpyroe MEIUIMHCKOE YUpEeXKJIEHUE WIIU

YUpEXIEeHUE COIIMATIBLHOTO 00eceueHusl.
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7. JonmosHuTebHast nHpopManus (B TOM 4Yucjiae GaKkTopbl, BJUSIOIINE HA

HCXO0/1 3200/1eBAHUS WJIH COCTOSTHMS)

[Ipy cBOEBpEeMEHHOH KOpPPEKIMHM U NPOPHIAKTHKE METa0OJMUECKUX KPHU30B,
COOJIFOJICHUH M CTPOTOM KOHTPOJIE MATOr€HETHUECKOW Teparnuu 1 CHMITOMAaTHYECKOTO JICUCHUS
IIPOTHO3 JJIs1 )KU3HU OJaronpUsITHBIN.

[TporHo3 cocTosiHUs U ypOBHS ICUXUYECKOTO Pa3BUTHUS MAIMEHTa 3aBUCUT OT TSDKECTH
3a00JIeBaHUs, HAIWYUA WHCYJIHTONOJOOHBIX COCTOSHHMM, BOBJIEYCHHSI B I1aTOJOTHYECKUI
IIPOLIECC BHYTPEHHUX OpraHoB (TMOYKH, CEpJle, INOJDKENTyl04Has JKele3a), a TAaKKe CPOKOB
Hayaja CHEeNUAIM3UPOBAHHON Tepalnmuu M KadecTBa JICUEHUs, CIIOCOOHOrO MpenynpeanTh

IMPUCTYIIbL MeTa00INUECKOH JCKOMIICHCALIMH.

Kpurepuu oueHKH KayecTBa MeIUIIMHCKOMN IMOMOLIH

Ne Kpurepun kayectBa OueHka BLINOJHEHUSA

[TpoBeicHO KOMILICKCHOE OMPECIICHUE COACPIKAHUS
1. aa/Her
OpPraHUYECKUX KUCIOT B MOYE

HpOBeIleHO KOMIIJICKCHOC ONIPEACIICHUC
2. KOHIOCHTPAlIMU HA aMWUHOKHCJIIOTBI U alTUJIKAPHUTUHBL 11a/ HET

B KpoBHu MeTtoaoM TMC

ITpoBeneH MONEKyISIpHO-TeHETHUECKUI aHaINU3 reHa
3. | HMGCL (xomriekc uccineqoBaHui sl TUarHOCTHKU aa/ner

OpraHMYECKUX alluTypuil)

[IpoBeneHa KOHCYIbTAIMS Bpaya-TeHETUKA TPU
4, na/aer
YCTaHOBJICHUH TUATHO32

S. Haznauena nquetorepanus aa/er

Ha3znauena TCparun-d L-KapHI/ITI/IHOM IIpU HAJINYUU
6. MEIUITMHCKUX MOKa3aHUuM 1 OTCYTCTBHUU ]_Ia/HeT

MPOTHUBOIOKA3aHU I

BrInonHeHbl MEpONPUATHS IO KOPPEKIIMY TEPANIUU U

7. IIPOBEICHUIO0 NUHTEHCUBHOM TEpanuy npu Aa/ner

MeTa00INYECKOM Kpuse
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2. baiinaxoBa I'aquna BuktopoBHa, k.0.H., BEAYIIHI HAYYHBIH COTPYAHUK JaOOpaTOpHH
HacneACTBeHHBbIX Oone3neld oomena GI'BHY "Menuko-reHeTHYeCKU HAyYHBIA ICHTP
nM. akagemuka H.I1.boukosa", unen Poccuiickoro oOiecTBa MEIUIIMHCKUX T€HETHKOB.

3. bapanoB AJjexcanap AJiexkcanapoBuu, akan. PAH, mpodeccop, n.M.H.; MOYETHBIHA
npesugeHt Coro3a neauarpoB Poccuu, coBetHuk pykoBoautenss HUU nenuarpum u
oxpanbl 31mopoBbs geredi 1IKb PAH, mpodeccop kabenpsl meamarpud W JETCKOU
peBmaronorun ®I'AOY «llepsoiii MI'MY um. U.M. CeuenoBa» Munsapasa Poccuun
(CeueHoBckMil YHUBEPCUTET), TJIaBHBIM BHEIUITATHBIA crieluanuct neauarp MuH3apasa
Poccun.

4. bapanoBa Ilonuna BuaagumupoBHa, HayuHblli coTpyaHuk LIKIT “Merabonom™
OI'bHY «Meauko-reHeTnueckuii HayuHblid HEeHTp UM. akagemuka H.11.boukoBay.

5. bymyeBa Tarpsina BaagumupoBua, nMm.H., ®OI'AY "Hayuselif MemunmuHCKUN
HCCIIeI0BATENbCKUM 1IEHTP 3710poBbs netei" M3 PD, unen Coro3a nenuarpos Poccun.

6. Bamakmanze Hato /I:zkymM0epoBHA, J1.M.H., PYKOBOJUTEIH OT/IeNa OppaHHBIX OoJIe3HEH
U TpoUIAKTUKU HHBATUAM3UpYOMUX 3aboneBannii HUW mnenuaTtpuu U OXpaHbI
3nopoBbst  gereir LIKb PAH mpodeccop kadeapsl ¢GakyIbTeTCKOH NeauaTpuu
nenuarpuieckoro gaxynprera PI'BOY BO «PHUMY um. H.U. [Tuporosa» Munszapasa
Poccun.

7. JerrsipeBa AnHa BaagumupoBHa, 1.M.H.,, npodeccop, 3aBeAyrollas OTAEIOM
neauarpuun, PI'BY «HMMUL akymepcrBa, ruHekonoruu u nepuHaronoruu um. Ax. B.1.
Kynaxoa», npodeccop xadeapsl HeoHatonorun MHctutyta 310poBhs aereit PI'AOY
BO "TlepBblii MOCKOBCKMI TOCYyIapCTBEHHBIM MEIULMHCKUN yHHBepcuTteT nM. M.M.
CeuenoBa" Munzapasa Poccun (CeueHOBCKUIT YHUBEPCHUTET).

8. 3axaposa Exartepuna IOpbeBHa, 1.M.H., 3aBeIyIoIIast JJa0opaTOpUeii HACIEICTBEHHBIX
oonesneit oomena GI'BHY "Menuko-reHeTnuecknii HaAyYHBIH I[EHTP WM. aKaJeMHKa
H.Il.boukoBa", wuinen Poccuiickoro oOmecrBa MEIUIMHCKAX TIE€HETUKOB, 4Yi€EH

CBPOHCﬁCKOFO 06H_[CCTBa 0 HU3Y4YCHHUIO HACJICACTBCHHBIX Ooiie3Heit oOMeHa BCIICCTB

(SSIEM).
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10.

11.

12.

13.

14.

15.

16.

17.

18.

19.

Kakayniuna  Bukrtopus  CepreeBHa, Bpau-HeBpoJior, snuientoigor ['bBY3
«Mopozosckass AI'Kb [JI3M», wuneHn eBpomneickoro oOImecTBa 10 H3YyYECHUIO
HaclleICTBEHHBIX OoJe3Hel oOMeHa BeniectB (SSIEM).

KekeeBa Tarbsna HukosaeBHa, 3aBeayroniass MeEIUKO-TEHETUYECKUM OTJEICHUEM
I'bY3 «Mopozosckas JI'’Kb JI3M», Bpau-reHeTukK.

KpacnomexoBa Huna AJiekcaHapoBHa, Bpau-nienuatp, Bpau-reHeTuk ['BY3
«Mopo3zosckas JII'Kb JI3M».

Ky3enkoBa JlrooMuIa MuxaiijioBHA, JI.M.H., 3aBeyIOIIast OTAEIICHUEM
MICUXOHEBPOJIOTUU U TcuxocoMarnuueckor natosiorun @I'AY "HayuHblid MEIUUIMHCKHI
HCCIIEA0BATENbCKUM LEHTP 3710poBbs nerei" M3 PD, unen Coro3a nenuarpos Poccun.
Kypkuna  Mapuna  BaaguMupoBHa, HaydHBId  COTPYOHHMK  JlabopaTopHu
HaCJeCTBEHHBIX Oose3Helt oomeHa BemecTB @PI'BHY "Mennko-reHeTHueckuii HayqHbIi
neHTp um. akagemuka H.I1.boukoBa".

Kyue Cepreii UBanoBu4, n.M.H., wi.-kopp. PAMH, aupexrop ®I'BHY "Menuko-
TFeHETUYECKUU Hay4YHbIN IeHTp uM. akagemuka H. I1. boukosa", [Ipe3unent Accommaruu
MEJIUIMHCKUX reHeTHKoB (AMI).

Jlobenckas Anacracuss FOpbeBHa — 3aBenyromias OmoxuMudeckoil jabopatopuei,
Bpau-naboparopuslii reHeruk CII6 T'KY3 "/lmarHoctmueckuit ueHTp (MeIUKO-
TEeHETUYECKUIN )».

Muxaiisioa Cgersiana BurtanseBHa, 1.M.H., 3aBenytomas otaeneHuem DOrrAOY
«Poccuiickas [erckast Knuanueckas bonsuunay PHUMY um H.U. [Tuporosa.
Ha3zapenko Jlioamuaa IlaBiaoBHa, mpodeccop, M.M.H., 3aMECTHTENb IUPEKTOpa IO
Hay4YHOU U JieueOHOM paboTe, pyKOBOJIUTENh JIA0OPATOPUU HACIIEICTBEHHOUM MAaTOJIOTHU
HUWN wmemumuuckoit reHernku, Tomckoro HHUMIL PAH, wunen Accomuanum
MEIUIIMHCKUX TeHeTUKOB (AMI).

Hama3zoBa-bapanoBa Jleiina CeiimypoBHa, akanemuk PAH, npodeccop, aA.M.H.,
[Ipesugent Coroza nenuatpoB Poccuu; mact-npesunentr EPA/UNEPSA; pykoBoaurtens
HUWMU nennarpun n oxpans! 310poBbs aereit [IKb PAHMunncTepcTBa HayKu U BBICIIETO
obpazoBanust Poccuiickoit ®enepaunu, 3aBeaytomas Kadeapoi  (akyIbTeTCKOU
neauatpuu neauarpuueckoro gaxkynsrera ®I'bOY BO «PHUMY um. H.U. ITuporosa»
MunzapaBa Poccun, riaBHBIN BHEIITATHRIN IETCKUH CIEIUATUCT MO MPOPUIAKTHIECKON
Menuimae Munszapasa Poccun.

Hukonaesa ExarepuHa AJleKCaHAPOBHA, J.M.H., TJaBHBIA HAY4YHBIM COTPYAHHUK
OTJICNICHUST HACIICJICTBEHHBIX W BPOXKICHHBIX 3a00JeBaHUI C HApyIICHHUEM TICUXUKU

HayuHo-uccnenoBarenbCckoro KIMHUYECKOr0 MHCTUTYTa neauaTtpuu umenu akaia. HO.E.
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Benstumesa I'bOY BIIO PHUMY wum. H.U. ITuporoBa Munsapasa Poccum otnena
KJIMHUYecKOoW reHeTukn HaydHo-MccienoBaTenbCcKOro KJIMHUYECKOINO MHCTUTYTa
nenuatpun umenu akan. FO.E. Benptumesa ®I'AOY BO PHUMY um. H.U. Iluporosa
Munznpasa Poccun.

20. ITeuaTnukoBa Hartanabsa JleoHuaoBHa, pykoBoauTtenb [opoackoro Llenrpa opdanHbIx
U JOpyrux penakux 3aboneBanHuil y aereit m monpoctkoB I'BY3 «Mopo3zosckas HAI'Kb
J3M».

21. CequmssinoBa Jluiauss PoGeproBHA, K.M.H., BeAylmuid Hay4dHbId coTrpynHuk HIUU
neauatpu U oxpansl 310poBbs nerei [IKb PAH MunucrepcTtBa Hayku W BBICILIETO
obpaszoBanusi Poccwmiickoii ®Denepanmu, A0mEHT KadeApsl NEAUATPUU € JETCKOH
pesmatonorun ®I'AOY «Ilepeiit MI'MVY um. U.M. CeuenoBa» MunsapaBa Poccun
(CeueHoBCKkUIT YHUBEPCHUTET).

22. CmupHoBa Oubra $SIkoBjieBHA, Bpau-T€HETUK, CTApPIINI HAYYHBIH COTPYIHUK OTIEINa
CTaHJIapTHU3alUM U M3Y4YEHHS OCHOB Jl0Ka3aresibHOM meauumubl HUM nempmatpuu u
oxpansl 310poBbs neteit [IKb PAH.

23. CrpokoBa Tarbsina BuktopoBHa, 1.M.H., npodeccop PAH, 3aBenyromias otaeneHuemM
MeIMaTPUUECKON racTpOIHTEPOIIOruH, renatonoruu u guerorepanuu Knuankn @I'BYH
"®UII nmuTaHus 1 OMOTEXHOJIOTHH".

24. Cyooorun JImutpuii MuxaiijoBuy, Bpau-reHetnk ®I'BHY "Meauko-reHeTHUECKHIA
Hay4yHbId 1HeHTp uMm. akagemuka H. II. boukoma", umen Acconuanuv MeIUITMHCKHUX
reHeTuxkoB (AMI).

25. Cymuna Mapusi 'enHaabeBHA, 3aBeymollas OTAEICHHEM MEIUKO-TEHETHUYECKOTrO
KOHCYJIbTHUpOBaHMs, Bpau-reHeTuk ['AY3  CsepmioBckoit ob6mactu  “KnuHuko-
JTUArHOCTUUYECKHH HeHTp “OxpaHa 37J0pOBbs MaTepU U peOCHKA .

26. Tapan Hartanusa HwukosaeBHa, K.M.H., CTaplIMil Hay4HBIH COTPYJHHMK OTAEICHUS
NeANaTPUYECKOW TacTPOIHTEPONIOruH, renaronoruu u auerorepanun OI'BYH "OUIL]
nutanuss W OuotexHomoruu"", accucteHt kadeapsr OPI'AOY BO PHUMY wuwm.

H.N.ITuporosa Munzapasa Poccun.

ABTOpPBI IOATBEPKJIAIOT OTCYTCTBHE (PMHAHCOBOW MOJIEPKKHU/KOH(PIINKTAa HHTEPECOB, KOTOPBII

HE0OXO0IMMO 0OHAPOIOBATH.
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Ipunoxenne A2. MeronoJiorust pa3padoTKki KJIMHAYECKHX PeKOMEH AN K

Hacrosimue pekoMeHpanmuu TpeIHA3HAYCHBI IS MPUMEHEHUS MEIUIIUHCKUMU
OpraHM3alMsIMH W YUIPEXKACHUAMU (elepanbHbIX, TEPPUTOPHATBHBIX W MYHHUIUMATBHBIX
OpraHOB  YIpPAaBJIEHUS 3/JpPAaBOOXPAHEHUEM, CHUCTeM O0053aTeIbHOr0 M J0OpPOBOJILHOTO
MEIUIIMHCKOTO  CTPaXxOBaHUs, JAPYTMMU  MEIUIMHCKUMHU  OpPraHM3alUsIMH  Pa3JINYHBIX
OpPTraHU3aIMOHHO-TIPAaBOBBIX (OPM JEATEIBHOCTH, HAINPABICHHONH HA OKa3aHHE MEIUIIMHCKON
TTOMOIIIH.

Knunuueckne pexkoMeHJaluMy CO3JaHbl Ha OCHOBAaHMM CHCTEMAaTHYecKoro o03opa
mutepatypsl 1976-2022 rr. Medline (Pubmed version), Embase (Dialog version) u Cochrane
Library databases, ¢ uCnoib30BaHHEM CO3/IaHHBIX ITPOTOKOJIOB COBPEMEHHBIX MEKIYHAPOTHBIX
KIMHAYECKUX PEKOMEHJAIMil 10 JWarHOCTUKE, JICYCHHWI0O W BEACHUIO OOJBHBIX C
MeTaboIMYeCKUMU OOIE3HAMU.

3-I'MKoAJI/l oTHOCUTCS K pEeIKHM HACIIEJCTBEHHBIM 3a00JEBaHHSIM, YTO HCKIIIOYAET
BO3MOXXHOCTh TIPOBEJCHHUS OOJBIIMX KOTOPTHBIX W PaHIOMU3HPOBAHHBIX KOHTPOJIUPYEMBIX
WCCIICIOBAaHUA W ISl CO3JaHHUS NPOTOKOJIOB IUArHOCTUKU M TEPANUU HMCIIOJIB3YIOTCS JIHIIb
TEMaTUYECKHE UCCIIeIOBAHUS IKCIIEPTOB, OMyOIMKOBAaHHBIC B IOCIEAHUE JBA IECATUICTUS.

Onenka KayecTBa JOKa3aTENbCTB W CHIIBI PEKOMEHJAIUN MPUMEHEHUS MEIUIIUHCKUX
TEXHOJIOTUI IMPOBOJWIACH B COOTBETCTBUM C YHU(UUIMPOBAHHOHN IIKalIOW, NMPUBEJCHHOW B

Tabmunax 1-3.

IleseBast avaiuTOpHs AaHHBIX KIMHUYECKHX PEKOMEHIAIMINA:

Bpauu o611eii BpaueOHOM NMpakTHKH (CeMelHbIe Bpaun);
Bpaun-nequatpsr;

Bpauu-tepaneBTsl;

Bpauu-reneruku;

Bpauu-nabopatopHbie reéHETUKH;

Bpauu-kapauosory;

Bpauu-odransmonory;

Bpauu-oTopuHOIapUHTOIIOTH;

S A A R

Bpauu-remaronoru;
10. Bpauu-neTckue KapanoJiory;

11. Bpaun-HeBposory;
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12. Bpaun QyHKITMOHAIPHOW TUATHOCTHUKHY;
13. MeauuuHCKUE TICUXO0JIOTH;
14. Crynentsl MequumHckux BY30B;

15. Obyuaroutuecs B OpAMHATYPE M aCIIUPAHTYPE.

Tab6amnna 1. [Ilkana olieHKH ypoBHEHN 10CTOBEpHOCTH AoKa3aTenbcTs (Y /1) mig meToioB

JMArHOCTUKU (JIMAarHOCTUYECKUX BMEIIATEIIbCTB)

Y Pacummdgposka

1 CucremaTtnueckue 0030pbl UCCIETOBAHHMI ¢ KOHTPOJIEM peepEeHCHBIM METOI0M HIIN
CUCTEMAaTUYECKUI 0030p PaHI0MU3UPOBAHHBIX KIIMHUYECKUX UCCIIEOBAHUN C

IMPUMCHCHUCM MCTAa-aHAJIN3a

2 OtnenbHbIE UCCIIEI0BaHMS C KOHTPOJIEM pe(epeHCHBIM METOI0OM UM OT/ENIbHBIE
PAaHAOMHU3UPOBAHHBIC KIIMHUYCCKUC UCCIICAOBAHNA U CUCTEMATUUCCKHUC 0630pI)I
HCCIIEI0OBaHMM JII000ro 1u3aiiHa, 32 UCKIYEHUEM PaHIOMU3UPOBAHHBIX

KIIMHUYCCKHX HCCHCHOB&HHﬁ, C IPUMCHCHHUECM MCTAa-aHalIn3a

3 HccnenoBanus 0e3 IMOCJICAOBATCIIbHOI'O KOHTPOJIA peq)epeHCHLIM MCTOAOM HJIN
HUCCICI0BaHUsA C pe(bepeHCHmM METOJ0M, HE ABJIAIONIMMCS HE3aBUCHUMBIM OT
HUCCICAYyEMOI0 METOoAa NI HCPAHIOMHU3UPOBAHHBIC CPABHUTCIIBHBIC NCCIICAOBAHNS, B

TOM YHUCJIC KOT'OPTHBIC UCCIICAOBAHU A

4 HeCpaBHI/ITeJ'ILHBIC HCCIICAO0BaHUs, OITMCAHNUEC KIIMHUYCCKOTO ClIy4as

5 Nwmeetcs nuiis 000CHOBaHUE MEXaHU3Ma AEMCTBHSI UM MHEHHE SKCIIEPTOB

Ta6auna 2. Ikana oueHky ypoBHEl 10cTOBEepHOCTH Jloka3aTenscTs (Y1) ans MeTo10B

npoUTaKTUKHY, JIeYeHUS 1 peabunutaruu (mpouIaKTHIECKHX, JIeYeOHbIX, peaOHINTAIMOHHBIX

BMEUIATENbCTB)
YA Paciiugposka
1 Cucrematuueckuii 0630p PKU ¢ npuMeHnennem mera-aHanmnsa
2 Otnenpabie PKU 1 cuctemaTnyeckue 00630pbl UCCIIEIOBaHMM II0O0TO TU3aifHa, 3a

nckimouennem PKU, ¢ mpumenennem Mera-aHanusa

3 HepaH,Z[OMI/BI/IpOBaHHBIC CPaBHHUTCIILHBIC UCCIICAOBAHMS, B T.4. KOTOPTHBIC
HUCCICIOBAaHUA
4 HeCpaBHHTeHBHBIe HCCIICO0BaHNA, OITMCAHNE KIIMHUYCCKOT'O CilIy4das UJIN CEPpUN

CJIy4dacB, UCCIICAOBAHUA ((CJ'Iy‘IElﬁ-KOHTpOJ'IB»

5 Nwmeercs nuimb 000CHOBaHHWE MEXaHU3Ma JICHCTBHS BMEIIATEIBCTBA (JIOKIMHHYCCKIE
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UCCIIEIOBaHM) I MHEHHE HKCIIEPTOB

Tab6auna 3. [llkana oueHku ypoBHel yoeaurenpsHocT pekomenaanuii (YVYP) nns meronos
npoUIAKTUKY, TUATHOCTUKY, JICYEHUS U peadrIuTanuu (MpouIakTHIecKuXx,

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

YYP Pacummdposka

A CunbHas pekoMeHIaIus (Bce paccMaTpuBaeMble KpUTEPHH dPPEKTHBHOCTH
(MCXOBI) ABISIOTCS BAXXHBIMH, BCE HCCIICIOBAHUS UMEIOT BEICOKOE HJIH
yIIOBJIETBOPUTEIBHOE METOJOJIOTNIECKOE Ka4eCTBO, X BBIBOJIBI 10 HHTEPECYIOIIUM

nuexoaam ABIAIOTCA COFJ'IaCOBaHHBIMI/I)

B YcnoBHas pekoMeHaus (He Bce paccMaTpuBaeMble Kputepuu 3G PpeKTuBHOCTH
(MCcX0mpl) ABISIOTCS BAXKHBIMHU, HE BCE UCCIICAOBAHUS HMEIOT BBICOKOE MIIN
yJIOBJIETBOPHUTEIBHOE METOJOJIOTHIECKOE KAaUeCTBO M/WIJIM MX BBIBOBI 110

HHTCPCCYIOIIUM UCXOAAaM HE SABJIAIOTCA COFJIaCOBaHHBIMI/I)

C Crnabas pexomeHaamus (0OTCYTCTBUE TOKA3aTEIbCTB HA/IJIEkKAIIETO KauyecTBa (Bce
paccMmarpuBaemMble Kputepuu 3(HEKTUBHOCTHU (MCXO/IbI) SIBISIOTCS HEBAXKHBIMU, BCE
HCCIIEIOBAaHMSI UMEIOT HU3KO€ METO/10JIOTHYECKOE KaueCTBO M UX BBIBOJIBI IO

HHTEPCCYIOMIUM UCXOAaM HE SABJISAIOTCA COrHaCOBaHHBIMI/I)

IHopsok 00HOBIEHNS KINHUYECKHX PEeKOMEHIauii

Mexanu3m  OOHOBJIEHHS ~ KJIMHUYECKMX  PEKOMEHJAIMK  MpeaycMaTpuBaeT  UX
CHUCTEMATUYECKYIO aKTyaJU3alMI0 HE PEXe, YEM OJUH pa3 B TPH rojia, a TaKKe MPHU MOSABICHUU
HOBBIX JIAHHBIX C MO3MIMM JOKA3aTeIbHON MEIUIMHBI M0 BONPOCAM JMATHOCTUKH, JIEUEHUS,
NpopUIAKTAKH W peabmINTallud KOHKPETHBIX 3a00JIeBaHMM, HAIMYAA OOOCHOBAHHBIX
JOTIOJTHEHW/3aMeYaHNi K paHee YTBEPKICHHBIM KIMHUYECKUM PEKOMEHIalUsIM, HO He Jare |

pa3a B 6 MecsLEB.
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Ipuioxkenune A3. CripaBo4HbIe MATEPHAJIbI, BKJIKYAs COOTBETCTBHE
NMOKA3aHM K NPUMEHEHHUI0 U TPOTUBONOKA3AHUIA, CTIOCO00B NPUMEHEHNS U
103 JIeKAPCTBEHHBIX MPEeNapaToB, HHCTPYKIUM 10 NPUMEHEHUI0

JJEKApPCTBCHHOI'0 IIperiaparta

1. @enepanbubiii 3akoH oT 21.11.2011 N 323-®3 (pen. ot 28.12.2022) "O6 ocHoBax
OoXpaHbl 3710pOBbsi TpaxkaaH B Poccuiickoit denepanuu" (¢ U3M. W JI0M., BCTYI. B CHIy C

11.01.2023).

2. [Ipukaz MunznpaBa Poccum ot 21.04.2022 N 274n "O6 yrtBepxaeHuu Ilopsiaka
OKa3aHUsl MEAMIIMHCKON IOMOIIM MAlMeHTaM C BPOXKIECHHBIMU M (WMJIM) HACIEACTBEHHBIMU

3a0o0eBanuamMu’.

3. [Ipukaz Munzapasa Poccun ot 13.10.2017 N 804n (pen. ot 24.09.2020, ¢ usm. ot

26.10.2022) "O0 yTBepkJIeHUH HOMEHKJIATYPBl METUITUHCKUX YCIyT".

4. [Ipukaz MunznpaBa Poccum ot 10.05.2017 N 203 "OO yTBEpKIE€HHWU KpPUTEPHUEB

OLIEHKH Ka4YeCcTBa MEIUIIMHCKON momMoru".

5. ITIpukaz MunzapaBa Poccum ot 20.12.2012 N 1183n (pen. ot 04.09.2020) "O6
yTBepKIeHNH HOMEHKIIaTyphl JOJDKHOCTEH METUIIMHCKUX PaOOTHHKOB M (hapMalreBTHYECKUX

paboTHUKOB".

6. IIpukaz MunznpaBa Poccum ot 07.10.2015 N 700 (pems. ot 09.12.2019) "O
HOMEHKJIATYpe CHEIHATbHOCTEH CHEIHAaINCTOB, WMEIOMIMX BBICIIEE MEIWIIMHCKOE H

(dhapmarieBTHUECKOE 00pa3oBanue".

7. ITpukaz MunznpaBa Poccum ot 28.02.2019 N 103u (pen. ot 23.06.2020) "O6
YTBEP)KACHUH TOPSIKA U CPOKOB Pa3pabOTKU KIMHHUYECKHX PEKOMEHAIMid, UX MepecMoTpa,
TUTMOBOH (OPMBI KIMHHYECKUX PEKOMEHIAIMHA U TPeOOBaHU K HMX CTPYKType, COCTaBy M

HAy4YHOH 00OOCHOBAHHOCTH BKJIIOUAEMOH B KIIMHUYECKUE pEKOMEHanu HHpopMauu'.
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8. Nudopmanus o nexkapcTBEHHBIX cpeAcTBax: https://grls.rosminzdrav.ru/

9. MexnyHapoaHas Kiaccuukanusi OoJie3HEH, TpaBM U COCTOSHUN, BIUSIONUX Ha

3mopoBbe (MKB — 10).

Ipunoxenue b. Anropurmsl aeiicTBUIl Bpadya

[Tpu BeisiBneHun 3-I'MKoOAJIJl He0oOX0IuMO BBI3BATh CEMBIO ISl KOHCYJIBTALUUA U
MIPOBECTH OCMOTpP pebeHKa C LEeNbI0 pelIeHus Bompoca O TrocnuTanu3zanuu. I[lockonbky
noBbiieHre  KoHreHTpanmuun CS50OH He sBasercs cnenuuuHBIM UIsE 3TOTO 3a0o0JIeBaHUS,
HEO0OXOUMO TIPOBEJICHUE JOMOJHUTEIBHBIX TECTOB W TOJTBEP)KIAIONICH JHMATHOCTUKH (pHC.
1B). [Iporuo3 GmarompusTHBIA U BO MHOTOM 33aBHCHUT OT CPOKOB yCTAQHOBJICHHS JWArHo3a u
Ha3HA4YCHHS JICUCHM.

HoBopoxaenubie ¢ mnogo3penremM Ha 3-I'MKoAJIJI mnomnexar rocnutaiu3alud B
OTJICJICHWE TIaTOJIOTUU HOBOPOXKACHHBIX WM pEaHUMAllUM WHTCHCHUBHOM Tepamuu (B
3aBUCUMOCTH OT COCTOSIHHS), TJI€ OCYIIECTBIIETCS B3ATHE KPOBU ISl MPOBEACHUS pETECTa, a
Takxe cOop 00pa3I[oB MOUM JIJIsl aHAIHM3a OPTaHUYECKUX KUCIOT MOYH (00pa3ilbl OTIPABISAIOT B
pedepeHcHBI 11eHTp). B 3aBHCUMOCTH OT pe3yJbTaTOB OPraHMYECKUX KUCIOT MOYM JAUarHo3 3-
I'MKOoAJIJl mMoxeT ObITh MOATBEPKICH Ha OMOXHMHYECKOM YPOBHE HJIM YCTAHOBJIEH JAPYTOn
nuarHo3. [locnme monydeHusi MOJOKUTEIBHBIX PE3yJbTaTOB HOBOPOXKIECHHOTO HEOOXOIUMO
HE3aMeUINTEIbHO HAMpaBUTh K CHCHHATUCTY (Bpauy-T€HETHKY, Bpady-Tieauarpy) s
HAa3HAYCHMS NaTOr€HETUYECKON TEpanuu, MPOBEICHUS ITOATBEPKAAIOIIEH JUArHOCTUKH, a TAKKE
oOy4eHUs] W KOHCYJbTUPOBAHUS CEMbU H OpraHU3AIMU JlaJbHEWIIero HaOII0ACHHUS.
[TonTBepsknaronmias AMArHOCTUKA BKIFOYAET MOJIEKYJSAPHO-TEHETHYECKOIO0 MCCIEIOBAHUSI T'eHa

HMGCL u npoBoautcsi B peepeHCHOM LIEHTPE.
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‘ alWMNKapHUTHHBI B BbICYLWEHHbEX NATHaX KPOBK }

Y v

C50H = 0,5 mMin C50H < 0,5 meMin
¢ A J
HELOCTATOYHOCTE

3-rngpoKcK-3 MeTuaryTapun-KoA nuasbl,
3-meTunKpoToHun-KoA kapBokcunassl,
CWHTETasbl xonokapGokcunas
WCKMKMEHEI

KOHCYNbTal KA Bpada-reHeTKa
PeEWeEHKE BONPOCa O rocAMTank3almnn

'

peTecT
aKTWBHOCTb BUOTWHWEE3bI

conacTasnerHke KNMHMYECKKWX 1

naGopaTopHbIX faHHbIX
paccMoTpeHuWe Bonpoca o6

OTMEHE TEpani1

aKTWBHOCTE BUOTWHMA E3bI aKTMBHOCTE BUOTWHMAE3E! B WCKMKYMEHWE aWMBaK
CHIKEHS HOpmE npeaHanMTMYecKoro Tana
HELOCTaTOMHOCTE BMOTMHWA A6 HEO[HO3HaYHbIe pesyneTaTsl
TEHETUYECKAA NaHENb >
noaTBEPHKOEHA OHK owarHocTukm

i v

FeHOTUN YCTaHOBNEH

KOHCYNbTalU WA BpaYa-reHeTHKa
HaaHa4eHne OWeToTepanuM

¢ HEOOCTaTOMHOCTh CUHTETa3kl |
xonokapbokcunas,
HEeOOCTaTOMHOCTb MEAMWKO-TEHETHYECKDE
nauck MyTauuii B reqe BTD 3-rMopoKCK-3 METUArMYTapMI- KOHCYNETUPOBaHWE CEMBbK
KoA nuasel
nogTeepKaoeHa

Pucynok 1b. Anroput™ HeOHaTaIbHOIO CKPUHUHTA Ha BbIsBIIEHUE AeuuTa 3-rTuapoKcu-3-metuirinytapui-KoA nmmassl (3-I'MKoAJI/l) u npyrux
3a00JIeBaHUI, aCCOMUPOBAHHBIX C MOBBIIIEHHBIM YpOBHEM 3-ruipokcuu3oBanepmikapautuia (C5SOH): HenocTaTOYHOCTh CUHTETa3bl

roJIoKapOOKCHUIIa3 U HEJJOCTaTOYHOCTh 3-MEeTUIKPOTOHMI-KOA kapOOKuciIassl.

41



Ipuaoxenue B. Uudopmanus ajas nanueHra

Ilouemy Bo3HUKaeT 3a00s1eBaHue?

Hedunut 3-ruapoxcu-3-metunrayrapuia-KoA mmaszer  (3-IMKoAJI[) — penkoe
HacJIeACTBEHHOE 3a00JIeBaHKE, CBSI3aHHOE ¢ TToJioMKamu (MyTanusmu) B rene HMGCL.

I'ens! npencraBnsaT coboit nocienoBatenbHocTh JJHK 1 B HUX 3ammcanbl HHCTPYKIMH
no «mpurorosneHuo» OenkoB win PHK (pubonykiiemHoBasi kuciora). ['eHbl HaxonsTcs B
xpoMocomax. ¥ uenoBeka 23 mapbl XxpomocoM. OJHY K3 XpPOMOCOM C COOTBETCTBYIOLIUM
HabOpPOM I'€HOB OH HACJEAyeT OT MaTepH, BTOPYIO — OT OTIA.

I'en HMGCL naxonutcs Ha 1 xpomocome. Korna B rene HMGCL npoucxoaut myramus,
OH OOJIbIIIE HE MOXET CIYXHUTh «UHCTpYKumen» st coznanus gepmenta 3-I'MKoAJl. Takum
o0pa3om, MONyYUBIIMKCS (epMeHT (YHKIMOHHPYET HENPaBWIBHO WJIM JK€ BOBCE HE
MIPOU3BOIUTCS B OPraHU3ME.

3-'MKoAJIJl nacnmemyercsi Mo ayTOCOMHO-PELECCUBHOMY THUIy. DTO 3HA4YHUT, UTO Y
pebenka 00JIe3Hb POSIBISIETCS TOJILKO B TOM CIIy4ae, €CIIi 00a POAUTEINS SABISIOTCS HOCUTEISIMU
00JIe3HH U, XOTSI CaMU OHU HE OOJICIOT, TepeNaroT peOeHKY JIBE KOMUHU “TIOBPEKIEHHOTO” reHa
(rena c myranueit). Hocutenb 60ne3HM HACIEQyeT TOJBKO OJHY “TOBPEXKACHHYIO KOMUIO: 100
OT oT1a, 1100 oT MaTepu. Hocurenu He 60EI0T M HUKaKUX MPU3HAKOB 00JIe3HU Y HUX HET. Puck
poxnenust peberka ¢ 3-I'MKoAJI/l B cembe, rme o0a poauTeNsl SBISIOTCS HOCUTEISIMU
“HosoMaHHOrO” reHa, cocraBisger 25% Ha kaxayro OepemeHHOCTh (puc. 1B). Manpuuku u
JI€BOYKH OOJICIOT C OJIMHAKOBOM 4acTOTOM.

Bce cembu ¢ 3a005eBaHuEM JOKHBI IPOUTH METUKO-TEHETUYECKOE KOHCYJIbTHPOBAHHUE
U TOJY4YUTh MOJHYIO HH(GOPMALMI0O OT Bpaya-reHEeTHKa O PUCKE IOBTOPHOTO MPOSIBICHUS
JNaHHOro 3a0o0JieBaHUA B Ce€Mbe, OOCYIWUTh CO CIIELMAJIMCTOM BCE BOMNPOCHI, CBSA3AHHBIE C
HacienoBaHueM 3abosneBaHus. B Poccum meamko-reHeTMuYecKHe KOHCYJbTalluu padoTaoT B

KaXXZ10M pECruoOHC.
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(B ¢
Oreu-HocuTenb i ' Martb-HoCUTeNbHMLA

J | l
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3poposble 25% Hocutenu (reteposurotsl) 50% bonbHble 25%

Pucynok 1B. Cxema HacnenoBanus aeduinuta 3-rugpokcu-3-mMetuiriaytapui-KoA nuaser (3-
I'MKoAJIl). [Ipn Hanuuuu ABYX KOMUN “MOBPEKICHHOrO” reHa («r»), yHACIEIOBaHHBIX OT

oboux poauTenei-HocuTenel, puck poxacaus pedenka ¢ 3-I'MKoAJIJ] cocraBusieT 25% («rm»).

Yro napymaercs B Mmeradoansme npu 3-I'MKoAJI?

[Tpu 3-I'MKoAJIJ] depmenT 3-runpokcu-3-mermnrinytapii-KoA nmuasza (3-'MKoAJl) ve
pabortaer. B HOpMe 3TOT (hepMEHT y4acTBYET B PACIICIUICHUH JICHIIMHA, KOTOPBIA MOCTYIAET C
nuei. Jleiiuun — onHa u3 20 aMHHOKHCIIOT, U3 KOTOPBIX COCTOST OenkH. Y malnueHToB ¢ 3-
I'MKoAJIl storo ¢epmeHTa HeT, M JEHIMH MOJHOCThIO He paspymaercs. Korma Ttakue
MalUeHThl eIT NHILy Ooraryro OelKoM, B KpPOBM HaKalUIMBaeTCs MHOIO JeHIIMHAa U OH
IIPEBPAIACTCS B ONIACHBIE TOKCHUYHBIE BEIIECTBA, KOTOPBIE HAHOCAT Bpex opraHuzmy. Kpome
toro, y ¢pepmenta 3-I'MKoAJI ects Bropas ¢pyHkuus. C momouibio 3Toro pepmMeHTa B mporecce
pacuieryieHust KUpoB 00pa3yloTcsi KeToHOBble Tena. Korga B opraHuaMe HeIO0CTaTOYHO
[JIIOKO3bl, KETOHOBBIE Te€Ja CTAaHOBSTCSI OCHOBHBIM “‘TOIUIMBOM™ JJisi HAllUX OPraHoB. Y
manueHToB ¢ 3-I'MKoAJIJ] keTOHOBBIX Te Mallo, W, CISA0BAaTEIbLHO, HET 3aIaCHOTO UCTOYHUKA
9HEpruu. B pe3ynbrare MOryT HaKallJMBaTbCS BPEIHBIE COECIMHEHUS, KOTOPHIE NPUBOAAT K
TOMY, YTO KPOBb CTAHOBHUTCS CIMILKOM KHUCIOH (KETOAIU103), 4TO YXYyAIaeT (GYHKIMIO TKaHEeH
B OCOOEGHHOCTM IIGHTPaJbHOM HepBHOW cucreMbl. Keroanmmao3 — mMaToOJIOrMYecKoe
KU3HEYTPOXKAIOLIee COCTOSIHME  OpraHui3ma, TpeOyloliee HEMEIJEHHOro  BpayeOHOTo

BMEIIaTCIILCTBA

Kak nposiBasiercs 3-'MKoAJI[?

HpI/I POXIACHUU CUMIITOMOB HCT. B 80% CJIydacB 3a00JIeBaHUE MMPOSABJIACTCA B TCUCHHUC

IEPBOro roga XMU3HU, OAHAKO M3BCCTHBI ClIydau MPOABJICHUA IICPBLIX CUMIITOMOB BO B3pPOCIOM
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Bo3pacte. Cumnromel 3-I'MKoAJIJl ouenp pa3HooOpa3Hbl. YacTto peOCHOK CTaHOBHUTCS
pa3ipaXUTENbHBIM, OTKa3bIBACTCS OT €Jbl, OTMEYAIOTCS Juapesi, TOUIHOTA, PBOTA, MbIIICYHAS
C1aboCTh, BSUIOCTh, OBICTpas yTomusieMocTb. Yacto 3abosieBaHHE TMPOSBISIETCS TIOCHE
JUTUTEIIBHOTO TOJIOAAHUS, MHPEKIMH WK (U3MIECKUX HArpy3ok. Y manueHToB ¢ 3-I'MKoAJIJ]
MOTYT Ppa3BHUBAaTbCSl HEBPOJOTMYECKHE OCIIONKHEHUS: 3aJepKKa PpPAa3BUTHSA, 3aJEpKKa peud,
snunencusd. Y nanueHtoB ¢ 3-I'MKoAJI/] MoryT orMedarbcs KapIMOMMOIIATHS C apUTMUEH,

MOpaXeHHE MeYeHH (yBEIIMUCHHUE TTIEUYSHH, JKUPOBasi 00JIE3Hb TICUCHN ).

Kak ycranaBiauBaercs auarao3 3-I'MKoAJIJ?

[lepBuuHy10 AMArHOCTUKY 3a00JieBaHUs MPOBOAUT Bpau-nieauarp. JluarHos craBuTcs Ha
OCHOBaHUU KIMHUYECKOW KapTUHBI, aHATN3a MOYH (IIOBBIIIACTCS YPOBEHB 3-THAPOKCU-3-METHI
[JIyTapoBOM,  3-METWITIYTapoBOHM, 3-TUAPOKCHU30BAJIEPUAHOBOM,  3-METHITIyTaKOHOBOM,
aJIMIIUHOBOM, CyOepMHOBOM W ce0alMHOBOW KHUCIIOT) H aHajlu3a KPOBU (IIOBBIIIACTCS
KOHIEHTpalus 3-TUAPOKCUU30BANICPIIIKAPHUTHHA). [ MOATBEPKIEHUS IUarH03a HEOOXO0AUMO

MIPOBEJICHUE MOJIEKYIIIpHO-TeHeTn4Yeckoro ananu3a rena HMGCL.

Kak jgeyat nauuenToB ¢ 3-I'MKoAJI?

OcHoBHble mnpuHiunoM Ttepanuu 1npu  3-I'MKoAJIJ] saBisercs  Ha3HaueHue
JIEKapCTBEHHBIX NPEnapaToB, COAEPXKALIMX JIEBOKAPHUTHH, €CIM y TalMeHTOB HalOI0JaeTcs
HU3KUI ypOBEHb CBOOOJHOr0 KapHUTHHA. [To moka3zaHusAM Ha3HAYarOT NPOTHBOAMUIIEITHYECKHE
npenapaThl. [lanimeHTaM pEeKOMEHAYIOT u30eraTb JUIMTENBHOIO TOJIOAAHUS M KUPHOU
(KeTOTeHHOI) TUETHI, a TAKXKE OTPaHUYUTh noTpedienue oenka (1,5-2 r/kr/cyTku) u xupos (6,3

I/KT/CyTKH).
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Ipuiaoxenue I'1-1'2. lIIkanbl oneHKH, BONMPOCHUKH U JIPyrue OLeHOYHbIE
HHCTPYMEHTBbI COCTOSIHUSA MAIUEHTA, IPUBECHHbIC B KIIMHUYECKUX

PEKOMEHIAAIIUAX

Hpuioxkenue I'l. OeHKa MOTOPHOTO Pa3BUTHS MJIAJCHIEB 10 LKA

Aablepra

HasBanue Ha pycCKOM s3bIKE: IIKajga AlbOepTa MOTOPHOTO PAa3BUTHS MIIA/ICHIIEB.
Opurunanbaoe HasBanue: Alberta Infant Motor Scale (AIMS).

Hcrounuk (oduinanbHbIi CalT pa3paboTUUKOB, MyOiuKalus ¢ Banuaanueii): 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;83:546-50.

Tun (moaYepKHyTh):
- LIKaJa OLEHKHU
- HHIEKC
- BOIIPOCHHUK

- Jpyroe

Ha3nauenuwe: MoropHas mkana Juisi MiajgeHueB Aussbepra  (AIMS), 1mkana
HaOmoAaTeNnbHOM OlLleHKH, Oblna pa3paboTaHa [UIsi M3MEpEeHUs OOIIero JBUraTeiIbHOTo
CO3pEBaHUA y JICTEH OT POKIACHUS JO CAMOCTOSITEIIHHOM XOAbOBI.

Copepxanue (m1abJIOH): OCHOBBIBasiCb ~Ha  JHUTepaType, 58 HaBBIKOB ObLIU
Cr€HEepUpPOBaHbl M pacIpeieieHbl 0 YEeThIpeM IMO3UIMAM: JieKa Ha CIHMHE, JIe)ka Ha KHUBOTE,
cunis ¥ crost. KaxioMy 13 HaBBIKOB ITPHCBANBAETCS ONPEIEICHHBIN Oal.

Knrou (uHTepnperanus): 6amibl CyMMHPYIOTCS, TPOBOAUTCS 00IIasi OlIEHKa MOTOPHOIO

Pa3BUTHA U OTKJIOHEHHE/COOTBETCTBHUE HOPMAJIbHOMY PAa3BUTHUIO B IIEPLUCHTUIIAX
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IIkana Anb0epTa MOTOPHOTO Pa3BUTHUS MJIA/ICHIIEB

YHCIIO/MECSII/TOI
Damunus, uMs JlaTa nccienoBaHus: / /
NnentndukannoHHbIMI
Jlata posKICHUS: / /
HOMEp
XPpOHONIOTHYECKUI
UccnenoBarens / /
BO3PACT:
MecTo npoBeeHus CKOppeKTHPOBAaHHBIN ; ;
HCCIIEIOBAHUS BO3pACT:
[IpenmectBytomue [TyHKTBI,
3aCYUTAHHBIE 3aCUMTAHHBIE B Ba mo mkaie
MTyHKTHI «OKHE
ITomoxxenme Ha
JKUBOTE
TlonoxeHue Ha ciuHe
ITocanka
BcraBanue
OO0muit 6asmt: MEePLEHTUIb:

[Tpumevanus/peKOMeH 11K
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IKAJIA OHEHKH MOTOPHOTI'O PA3ZBUTHUA Y MUIAJJIEHIIEB

Ne

HCCJICI0BaAHUA

IToso:xenue Ha

KHBOTE

IHoso:xxenue Jjexa Ha :xuBote (1)

®duszunonornyeckas ¢uekcus. [loBopaunBaet

TOJIOBY Ui OTBEACHUS, HOCA OT ITIOBEPXHOCTH.

IMonoxenne jexa Ha :xkuBoOTE (2)

CHUMMETpPUYHO MTOTHUMAET T'OJIOBY MO/ YTIIOM
45°. He ciocoOeH yaep>KUBaTh TOJIOBY Ha

OI[HOﬁ JIMHUU C TYJIOBHIICM.

Ilos10:xeHME HA JKUBOTE C Ol'l0p0171

JIokTH HaxomATCsa mo3aau 1miaed. bes
MNOAACPIKKU ITOAHUMACT I'OJIOBY IIOJ YTJIOM

45°.

Omnopa Ha npeamieubs (1)

[TonHUMAaeT U yAepKUBAET TOJIOBY MO/ YTIIOM
ooitee 45°. JIokTH Ha OJITHOU JIMHUHU C

ieyamu. ['pygHast KieTka pa3Meniaercs mno

HEHTPY.

IloaABMKHOCTH B MOJIOKEHNH HA JKUBOTE

[TonHumaer ronoBy noj yriom o 90°.

HexoHTponupyeMble MONBITKH ITepeHoca Beca.
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Omnopa Ha npeaivieubs (2)

JlokTH HaxoOdATCd Mepe mjicuaMu. AKTHBHOE
INOATATNBaHUC Hon6op0):u<a C BBITATHMBAaHHUCM

icu.

ITos10:xkeHune Ha

CIIMHE

onoxenne aexa Ha cnuue (1)

dusnonoruyeckast Gpaexcus.
IToBOPOT TOJIOBBI; MOJHOCUT POT K PYKE.

BCCHOPSII[O‘IHLIC ABUXKCHHUA PYKaMH U HOaMHU.

Monoxenne jexa Ha cnuue (2)

IToBOpOT TOJIOBBI K CPETHEN JIMHUU.
HeoOs3arenbHbpIii aCHMMETPUYHBIN ICHHBIN

tonnueckuii pediekc (ALLITP).

IMoJio:keHue Je:ka Ha cniuHe (3)

I'onoBa Ha OJTHOM JIMHUM C TYJIOBHILEM.
JIBUraet pykaMmu, HO He CIIOCOOEH MOJIHECTH

PYKH K CpEIHEN JIMHUM.

L
b \"
§

Monoxenne jexa Ha cnune (4)

AKTHUBHOCTB CrHOaTeiel Ien ¢
noATsAruBaHueM noadopoaka. [logHocuT pyku

K CpeJHEeH JIMHUM.

IoxHeceHne pyK K KOJEHAM

[ToarsruBanue mogdopoaka. Jlocraetr pykamu

JI0 KOJICHEH. AXTUBHOCTH 6pIOI_HHBIX MBIIIIII.
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IMocanka MMocanka ¢ mogaepxKoi

[TonHMMaeT ¥ KpaTKOBPEMEHHO YJIEP/KHUBAET

rOJIOBY Ha OIIHOI>’I JIMHUU C TYJIOBUIICM.

— IMocaaka ¢ onopoii Ha pyKHu

_ - y,ZLCPDKI/IBaeT TOJIOBY Ha OI[HOI71 JIMHHUH C

TYJIOBUIICM. KpaTKOBpeMeHHO OIINPACTCA Ha

AKX - pyKu.

IloaTAruBaHue B cUAsIYEE MOJI0KEHHE

AN [ToarsruBaeT moa00POIOK; TOJIOBA HA OAHON

~_» '} JIMHUU C TYJIOBHIIEM UJIN BIICPCIU.

BcraBanue —_— =5 Omnopa Ha HOrH ¢ mogaepx Ko (1)

Bo3moxHO TIIOIICPEMCHHOC crubaHue B

LY Ta300eIPEHHOM U KOJICHHOM CyCTaBax.

Onopa Ha HOTH € OAAEPKKOI (2)

=4 I'onoBa Ha o{HOM JIMHMH C TyJIOBUILEM. benpa
HaxoAATcs no3anau mwied. PasnooGpasHele

JABMIXXCHUA HOT'aMU.
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Omnopa Ha BBITAHYTHIE

PYKH

IlepexaTbiBanue u3
I0JIOKEHHUS HA JKUBOTE B
MOJIOKEeHHE HAa CIIHHe 0e3

MoOBOPOTA

Il.1aBanue

Pyku BBITAHYTBI.
[ToaTsiruBanue noxoopoaKa
C IOABEMOM I'PyAHOU

KJIeTKH. BOKOBOM mepeHoc

JIBu>KeHME WHUITUUPYETCS
rojioBoi. TynoBuiie

JABMXKETCA KaK OJHO

HaTTepH AKTHBHOCTH

pasrubareneil.

1ernoe.
Beca.

IMonbITKa TOTAHYTHCS 10 IMepexaTpiBaHHe U3 MOJIO0KEHHUS
npeaMeTa u3 ynopa Ha IlepeBopoTt HA JKUBOTE B MOJIOKEHNE HA
npeaieybst CIHHE C IOBOPOTOM

" ‘_

|
e

AKTHUBHBII IEPEHOC BECA C
OJIHO! CTOPOHBI.
KoHTponmpyemas nonsITka
JNOTSAHYTHCS 10 IPEaAMETa

CBOOOJTHOM PYKOM.

IlepeBopoTsl. [IBrKeHMs
pyk 1 HoOT. bokoBas

(baexcust TyJIOBHIIIA.

IToBopoOT TyNOBHIIA
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ITo10:xeHne HA

yeTBepeHbkax (1)

Iloagnecenne pyk K

CTYNHAM

IlepexaTbiBaHMe U3 MOJ0KEHUS
HA CMIMHE B M0JI0KEHHE HA

JKMBOTe 0€e3 MOBOpPOTAa

A g

Horu cornyTel, OTBEICHbI U
MTOBEPHYTHI KHAPYKHU.
ITosicHnyHBIM 10p103.

Y iepKuBaeT noJI0KEHUE.

Crnioco0eH yaepKuBaTh
HOTHU B CPEJHEM
I10JIO>KEHHUH.
[IpucyrcTByer

INOABU>KHOCTHh B Ta30BOM

BokoBoe BBITIPSMIICHUE TOJIOBBI.
TynoBuie ABMXETCS KaK OJTHO

eiaoc.

oTaere.
IlepexaTbiBanue u3
MOJI0KEHHUS HA CIIMHE B AKTHBHOE
IMocaaka 6e3 mogaepKKu
M0JI0KeHHE HA JKUBOTE € BBITATUBaHHE
MOBOPOTOM
4
L AN { )
J ooy - — -
s e A
BrITsaruBaetcs,
[ToBopoT TynoBuIna. [TpuBeneHue 10MaToK U
OTTAJIKMBACh HOTAMH.
pasrubanue wied. He cnocoben
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yAepKaThb MOJIOXKEHHUE.

IMocaaka ¢ onopoii Ha pyKH

ITocanka 0e3
NnoIepKKu 0e3

OMopbI HA PYKH

IlepeHoc Beca B MOJI05KeHUH

cuA 0e3 MoJJAePKKU

BriTaruBanue rpyaHoro ortacia

MMO3BOHOYHMKA. [[BHKEHUA

He moxet ocraBaThcs

OAHH B CUOAYEM

[Tepenoc Beca Briepe, Ha3aj WK

T'OJIOBBI, HE3aBUCHUMEIE OT HOJIOKEHUU B CTOpOHBI. He MoxkeT ocTaBarbCs
TYJIOBMILA; ONIUPAETCS Ha HEOrpaHUYEHHOE OVH B CUIAIYEM IOJIOKEHNH.
BBITSIHYThIE PYKH. BpeMs.
ITonbiTKa

ITocanka 0e3 onopsl HA PYKH

1)

AOTSHYThCSI /10
npeameTta ¢
NMOBOPOTOM B

MOJIO?KCHHUHU CUAA

BcraBanmue ¢ noaaep:xkoi (3)

Pyku HE npuKathl K Tey.

Cuour

Be,upa HaxogsdaTCA Ha JIMHUU I1JICY.
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Cnioco6eH urpath ¢ UTPYIIKOH.
Mozxker ocraBaThCs OJIMH B

CHUAAYEM ITIOJIOKCHUU.

CaMOCTOSITEIIBHO.
TsHETCA K UTpyYIIKE C

IIOBOPOTOM TYJIOBHUIIIA.

AKTHBHBIN KOHTPOJIb TYJIOBUIIIA.
Pa3nooOpa3zHblie 1BUKEHUS

HOI'aMH.

IHos0keHue Jeska HA OOKY €

onopoit

Penunpoxnoe

nmoJi3aHue

Ilepemelnenue U3 MOJI0KEHUS
HA YeTBePeHbKAX B MOJI0KEeHHE

CUAA WIN MOJyCHUIsA

Pa3obmienHocTh HOT.
Henonsuxuocts mied. [IoBopoT

B IIpcaciax oCu Teia.

Penunpoknsie
JIBUKEHUS PYK M HOT €

IIOBOPOTOM TYJIOBHUIIIA.

[Tepemeniaercs B JaHHOE
IIOJIOJKEHUE U U3 HEeTOo. MOXKeT

MNPpUHHUMATb CUAAYCEC ITOJIOKCHUC.

PeunnpokHoe noJisanue Ha

yeTBepeHbkax (1)

ITonbiTKa
AOTAHYThCS 10
npeaMera u3 ynopa

HA BBITSIHYTYIO PYKY

Ilo0:xeHMeE Ha YE€TBEPCHbKAaX

)

Horwu oTBeneHb! 1 NOBEPHYTHI
KkHapyxu. [losicHU4HBIN 10pa03;

IIEPEHOC BECa C OJHOU CTOPOHBI

TsHeTcd K npenMery
BBITSIHYTOU PYKOM.

IToBopoOT TyJI0BHIIIA.

benpa BEIpOBHEHBI IO/ TA30M.
VYiomenne mosICHUYIHOTO

oTacia.
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Ha Jpyryro ¢ 00KoBOH (ekcueit

TYJIOBHIIA.

MoauguuupoBaHHoe

IMOJIOKEHUE HAa YETBEPECHbKAX

IHepememenue u3
MOJIOKEeHHUS CHAA B
MOJIOKEeHHe Ha

KHUBOTE

Ilepemelnenue U3 MOJI0KEHUS

CUSl HA YE€ETBEPECHLKU

[lepemeniaercs B JaHHOE
noJioxkeuue. Bo3M0OXHO

IMPOABHIKCHUC BIICPCI.

Ilepemenaercs u3
MOJIOKECHUS CUIS,
YTOOBI JIeUb Ha )KHBOT.
ITonraruBaercs
pyKaMu, HOTH

HCAaKTHUBHBI.

AKTUBHO ITOJTHUMAET Ta3,
SATOJULIBI U HEHArPY>KEHHYIO
HOTY, YTOOBI BCTaTh Ha

YCTBCPCHBKU.

CamocTosiTeJIbHOE CTOSIHHE

IlepBble marn

BcraBanue u3
Mo (PUIMPOBAHHOTO

MOJIOKEHUSI HA KOPTOYKaXxX
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B teuenue KOPOTKOI'O BpCMCHHU
CTOHUT CaMOCTOATCIIbHO.

YPaBHOBeHH/IBaeT p€akuuu B

Xoaut
CaMOCTOSITENBHO;
MepeBUracTCs

OBICTPO MEIIKUMHU

[Tepemeniaercs U3 MOI0KEHUS HA
KOPTOUYKaXx B MOJOKEHUE CTOSI C

KOHTpoJIUpyemoii (uiekcueit u

CTYITHSX. BBINPSIMIICHUEM Oeliep U KOJICHEH.
11aramMu.
BcraBanue u3 onopbl Ha CamocrosiTeibHOE
Cujenue Ha KOPTOYKaX
YyeTbipe KOHEYHOCTH XO0sKIeHHne
Y “ ‘l‘.l.--
p )Lz
3 i, »
s 1 = [ |
- [/ 4
, S
CoxpaHsieT MoJ0KEeHHE,
beIcTpO OTTaNIKMBaETCA Xoaut
YPaBHOBELINBAs PEAKLIUU B
JaJIOHSIMU, YTOOBI BCTATh. CaMOCTOSITENIBHO.

CTYIIHAX U IMOJIOKCHUC TYJIOBUIIA.

ITocanka 06e3 onopsbl HA PyKHU

(@)

IonTaruBaercs s

BCTABAaHMS C ONOPOIt

IloaTaruBaercsa AJ BCTABAHUSA

/ cTOUT

[TonoxeHue HOT BapbUpYET.

MnaneHeu JICTKO NCpEMCIIACTCA

OTrankuBaeTcs

PYKaMHU U BBIIPSAMIISAET

[TonTsaruBaeTcs, 9TOOBI BCTATh;

IIEPEHOCUT BEC C OJHOU CTOPOHBI
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M3 OAHOI'O IMOJIOXKCHUSA B APYTOC.

KOJICHHU.

Ha JIpYTYIO0

BcraBanue ¢ onmopoii ¢

MOBOPOTOM

Xo:KaeHue ¢ onopoi

0e3 moBopoTa

ITo0:keHME HA OJHOM KOJIEHE

HOBOpOT TYJIOBUIIIA U Ta3a4.

XOoauT ¢ OIopou B
OOKOBOM
HaIpaBJIeHUHU 0e3

IOBOPOTA.

MoxeT BcTaBaTh UIIH
nepeMCIaToeCA B 1aHHOC

ITOJIOKCHHUC.

KonTposmpyemoe onyckanue

M3 MOJOKCHUA CTOHA

Peunnpoxknoe
MoJI3aHHue HA

yeTBepeHbKax (2)

Xo:KaeHue ¢ oOnopoi ¢

MOBOPOTOM

Kontpomupyemoe onyckanue u3

ITOJIOKCHHUSA CTOA.

Inocknit mossCHUYHBIN
otaen. [Ipmxercs ¢

IIOBOPOTOM TYJIOBHUIIA.

XOIuUT C ONOPO € TOBOPOTOM.
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IMpunoxenue I'2. 3a60p OuMomaTepuasia 1l JUATHOCTUKHU B IAITHAX KPOBH
HOL[FOTOBKa K B3(TUI0 KPOBH

HOI[I"OTOBK& K B3ATHIO KPOBH CTaHAAapTHA: MGI[I/IHI/IHCKI/Iﬁ InepCcoHall JOJKECH CO6J'IIOI[aTB
ImpaBujia CTECPUIBHOCTH, IIPOTHpasd MECTO IIPOKOJa PAaCTBOPOM AHTHCCITHKA, HCIIOJIb3Ys

OJTHOPA30BbIE UTIIBI-CKaPU(UKATOPHI U TIEPUATKH.

IlosryueHne cyxoro niTHa KpoBH

Kak npaBuino, st nonmydyeHus cyxux msareH [50] kpoBb OepyT W3 majblia, Takxke
BO3MO’KHO HCIOJIb30BAaHUE BEHO3HOM KpOBH, B3siToM M3 mpodbupku ¢ J/TA (B 3aBHCUMOCTH OT
HCIOJIb3YEMBIX HAOOPOB).

Y HOBOPO’KIEHHBIX KPOBb HAa HEOHATAJIbHBIA CKPUHUHT U PETECT OepyT TOJIBKO U3 IMATKH,
B UCKJIIOUUTENBHBIX CIIy4asxX — U3 Najbla (IpU HEBO3MOKHOCTHU B3SITUS KPOBU U3 IIATKH).

Mecto mnpokosna (mATKa, Majel) ClIeayeT o0padoTaTh CTEPHWIBHON —Caln(eTKOMH,
cmoueHHoi 70% crnupToM, IMOCie 4ero MPOMOKHYTh CYXOW cTepuiibHOW canderkoit. Ilepas
Karuist, oOpa3oBaBIIascs Ha MECTE MPOKOJIA, HE MUCIOJb3YEeTCs — €€ CTHUPAIOT CyXUM BaTHBIM
tamnoHoM. Ilocnenyromnye Kamniay Moo4epeiHo HAaHOCAT B KPYI'M Ha BIHUTHIBAIOILYI0 MEMOpaHy
TecT-Onanka. Kpyru Ha GiiaHke J0JKHBI ObITh IPONUTaHbl PAaBHOMEPHO, HACKBO3b, 0€3 OEbIX
nsATeH Ha oOpaTHOM cTopoHe OnaHka (puc. 11'2). Jlnsg nmomxyuyeHus ogHoro nsTHa TpeOyercst 80—
100 mxn kpoBu. Ilocne HaHeceHHs KPOBU Ha TecT-OJlaHK oOpasel] BBIICPKUBAIOT J0 MOJHOTO
BBICBIXaHHs B TEUCHHE HE MEHee 2-X YacoB NPH KOMHATHOM TeMIlepaType, He CONpPHKAcasich C
apyrumu  tecT-Onankamu.  Ilocme — BbICymHMBaHWS — TeCT-OJIAHKM — CKJIAJBIBAIOTCS B

HHAWBUAYAJIbHYIO YIIAKOBKY, HC COIIPUKACAsACh M HC HAKIAAbIBAsCh IISITHAMU KPOBM APy Ha

apyra.

0000

He mrsiman afasu noorurmand cvioun Mo emef vsn. 60 AR Al
*  Kanaum 4onXHbl NONHOCTLIO NPONUTATL KPYXKM € 0BPaTHOI CTOPOHSI
* He kacaitTecs 061acT, NPONUTAHHOW KPOBLIO

Pucynok 1I'2. Cyxue nsTHa KpOBH Ha TeCT-OJIaHKe.
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Jiis MONEKyNISpHO-TCHETUYECKMX W OMOXMMHYECKHUX HMCCIEJOBAaHUH HE B pPaMKax
HEOHATaJbHOIO CKPUHMHIA, IOMUMO KalleJIbHOI'O HAHECEHUS, MOXKET NPUMEHSATHCS HAaHECEHUE
HE00X0AUMOro obbeMa LENIbHOW KpOBM Ha TeCT-OJaHK II0JyaBTOMAaTHYECKUM J103aTOPOM,
Hanpumep, U3 NPoOUPKHU, COEpIKallel aHATU3UPyEMbIii OMoMaTepual.

TpancnopTupoBKa TECT-0JAHKOB OCYILIECTBISIETCS MPpH TemnepaType He Boime 25°C [MP

CIIK].

AJIFOpI/ITM JeHCTBHIT MEeTUIIUHCKOTO nmepcoHaJ/ia pu B3ATUU 06pa3u03 KpOBH:

° BBIMBITh PYKH (TUTUEHUYECKUN YPOBEHD ), HAJIETh NIEPUATKH;

° BBIMBITh PYKH MallMeHTa (MATKY peOeHKa, B cliydae, €ClIM KPOBb OepeTcs U3 MATKH);

° MPOTEPeTh 00JIACTh MPOKAIBIBAHUS CTEPUIIbHON canderkoil, cMoueHHOW 70% crupToM,
MIPOMOKHYTh CYXOH CTEpWIBHOW cal(peTKol; - TIPOKOJIOTh CTEPWIBHBIM OJHOPA30BBIM
CKapU(PUKaTOPOM;

° CHSTh [IEPBYIO KAIUIIO KPOBU CTEPUIIbHBIM CYXUM TaMIIOHOM;

° MATKO HaJABUTh JIJISl IOJIyYEHHS] BTOPOM KaIlId KPOBU;

° MPWIOXKUTh TEPHEHAUKYJISIPHO TeCT-OJIaHK K Karjle KpOBHM M MPONUTaThb €ro KPOBBIO
HAaCKBO3b;

° aHAJIOTUYHBIM 00pa30M HAHECTHW Ha TecT-ONaHK 6-8 Kamenb, BUJ MSTEH KPOBH JIOJDKEH

OBITh O/IMNHAKOBBIM C 00EUX CTOPOH.

° BBICYUIUTh TECT-OJJAaHK B TOPU30OHTAJIbHOM IOJIOXKEHUHM HA YHCTOW 00€3KUpEeHHON
MIOBEPXHOCTH HEe MeHee 4 u 0e3 NMPUMEHEHUs TEIUIOBOM 00paboTKM M MomajaHus MNPSMbIX
COJIHEYHBIX JIyU€il;

° yIaKoBaTh TECT-OJaHKM B YHCTHI KOHBEPT TaKUM 00pa3oM, YTOOBI MSTHA KPOBU HE

COIMpHUKACaIUCh.

OcobennocT npu MH(Y3NOHHOH Tepanuu

HCKOTOPBIC MaluMCHTBI MOT'YT MOJIy4aTb I/IH(I)y3I/IOHHy10 TCpaln, MNCPCIMBAHUC
KOMITOHCHTOB KPOBHM, YTO MOXCT OKa3aTb BJIIMAHUC Ha PE3YyJIbTAaThl TCCTOB. HaHpI/IMep, npu
NEpECIMBaHNU IIa3Mbl KPOBHU MOTYT OBITE MMOJIYYCHBI JIO)KHOOTPUIATCIIBHBIC PE3YJIbTAaThl, TAK KaK

OIIPCACIISICMBIC (I)CpMCHTBI HaxoddATCsa B IIA3MC U B KJICTKAaX KPOBHU. HCO6XOI[I/IMO OCYHICCTBUTD
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3a00p kpoBu s depmentHoit um JIHK-muarnoctwku He panee, yem depe3 6-7 nHEW mocie
IIepeMBaHus IU1a3Mbl KpOBH U uepe3 7-10 nHel nocie nepesnBaHus KOMIIOHEHTOB KPOBH.

He nonyckaercs 3a00p KpoBu:

° cpasy mocJiie MpoBeACHUs MalUeHTy WH(Y3UOHHON Teparuu;

® Cpa3y MocCJI€ 3aMCHHOI'0O IIEPEIIMBAaHNUA KPOBH.

XpaHeHue U TPAHCTIOPTHPOBKA OMoMaTepuaJia

OO0pa31pl BBICYIICHHBIX MATEH KPOBU MOXKHO XPaHUTh B OOBIYHOM KaMepe XOJIOIUIbHUKA
npu +4°C no ornpaBku. Cpok XpaHEHHUs JO MOMEHTA OTIPABKHU HE JOJDKEH IPEBbIIATh 7 JHEH.
Temnepatypa npu TpaHCHOpPTHUpOBKE Ouomarepuana nokHa ObiTh oT 0°C nmo +10°C. Ecnu
XpaHUTb J0JIbILE U MpHU OoJiee BBICOKOW TemIeparype, TO aKkTUBHOCTh (pepMEHTa Jake B HOpMeE

MOKCT CHUKATBCA, YTO MMPUBCACT K JIOKHOIIOJIOKUTCIIbHBIM PE3YJIbTATAM.
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