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Kiuarwuesbie ciioBa
ALMIKapHUTHH
I'myrapoBas anuaeMust
['myrapoBas anmmypus
JleBokapHUTHH
['myrapmii-KoA neruaporenasa
I'eu GCDH



Cnmcok cokpameHui
3-OH-rnyrapoBas kuciota — 3-THIPOKCUTIyTapoOBasi KUCIOTa
ADII — aHTU-3NMIIENITUYECKHE TTPEnapaThl
I'A1 —rnyrapoBas auuaypus tam 1
I'’AMK — rammMa-aMuHOMAacHsiHas KUCJIOTa
KT — xomnbroTepHas Tomorpadus
MPT — MarHuTHO-pe30HaHCHas TOMOrpadus
TMC — tanaemMHas Macc CIIEKTpOMETPUS
LICXK — nepedbpocnuHanbHas )KUIKOCTh
C5DC (glutarylcarnitine) —rayTapuIKapHUTHH
GA (glutaricacid) —rayrapoBas kucioTa
GCDH (enzymeglutaryl-CoAdehydrogenase) — depment riayrapuia-KoA peruaporenasa
OMIM (OnlineMendelianInheritanceinMan) — osnekTponnas 06a3a gaHHBIX «MeEHIEIEBCKOE
HacJIeIOBaHKE y YeJIOBEKa
KoA — xosH3uMA
DA/l — praBUHACHUHINHYKICOTHT
®A/IH2 —BoccTanoBneHHON popma DAL
OPBM — octpas pecriupaTopHasi BUpyCHast UH(EKIUsS
AUYTB — akTUBHpOBaHHOE YaCTUYHOE TPOMOOIIACTUHOBOE BPEMsI
MHO — MexayHapogHOE HOPMAIM30BaHHOE OTHOILIEHUE

JIDK — neuebHas pusndeckas KyJabTypa



TepMI/IHI)I H onpeacjJcHus
«IHUePAIUTONONO0HBIH KPHU3» WIN «MeTA00IHYeCKH KpHU3» - KPUTUUYECKOE,
yrpoKamoIee KHU3HH COCTOSHHE, CIPOBOLIMPOBAHHOE HEOIAronpusTHHIME  (hakTopamu,
00yCIaBIMBAIOIIMMU YCHJIEHUE IIPOLECCOB KIETOYHOrO KaTabojau3mMa WU MpOsBIIAIOLIEECs

YITHETCHUEM CO3HAHUA A0 COIIOpa U KOMBI B PE3YJIbTAaTC pa3BUBAKOIICTOCA OTEKA I'OJIOBHOI'O MO3ra.

Cungpomom «rpsickd  mJjagenuna» («Shaken baby syndrome») - xommiekc
IPEIOTBPATUMBIX CEPHE3HBIX MOBPEKICHWN TOJIOBHOTO MO3Ta B pe3yibTare IpyOol TPSICKU
HOBOPOYXKICHHOTO MJIM MITaJIeHIa. SIBIIACTCS OJHUM M3 OPraHUYECKUX HAPYIICHHIA, H3BECTHBIX KaK
CHHJPOM JICTCKOTO COTPSICEHHUS W Yallle BCETO BCTPEYAETCS y JIETEH [0 ISATH JIET, MIIAJIEHIIbI JI0

roga nmoABCPKCHBI HaI/I6OJ'IBI_HeMy PHUCKY.



1. Kparkass wundopManusi mno 3a00/1eBaAaHMI0 HJIHM COCTOSIHUIO (Tpymie

3a00J1eBAaHUIT UJIM COCTOSIHUIA)

1.1 Omnpeneaenue 3a00JeBaHUSA MM  COCTOAHHNA (rpynnbl 3a00J€BAHUN WM
COCTOSITHU)

I'nyrapoBast aruaypust tan 1 (HemoctarodHocTh riryTapwi-KoA —meruaporeHassi,

riryrapoBas anuaemus tan 1, A1) - ayrocomuo-perieccuBaoe 3aboneBanne (OMIM # 231670),
00yciIoBIICHHOE TaToreHHbIMU BapuaHntamu B reHe GCDH, komupyromeM GpepMeHT TIyTapui-
KoA neruaporenaszy (GCDH). Henoctato4HOCT TaHHOTO )epMEHTA MPUBOJINUT K HAKOTUICHHUIO B
OMOJIOTUYECKHX )KUIKOCTAX M TKaHAX TIyTapoBoi U 3-OH-ryTapoBoi (3-TUIpOKCH-TIIyTapOBOii)
KHUCIIOT, OKAa3bIBAIOIIMX HEHPOTOKCHYECKOEe EHCTBUE MPEHMYIIECTBEHHO Ha TOJKOPKOBBIE
CTPYKTYphI rosioBHOro mo3sra. Jluarno3z 'Al He sBisieTcs MCKIIIOUUTENBHO KIMHUYECKHM, OH
YCTAHABJIMBACTCSI HAa OCHOBAaHWU OIPENEICHHBIX OWOXUMHUYECKUX W/WIM MOJEKYJISPHO-
TCHCTHYECKUX W3MEHEHHWH, BBIABISIEMBIX Yy TIAIIMEHTOB C OINPEACICHHOW KIMHUYCCKOU
CUMITOMATUKON WJIM Ha JOKJIMHUYECKOM CTaguM TMpPU MPOBEJCHHUH MacCOBOTO CKPUHHMHTA

HOBOPOXKIEHHBIX [1, 2, 5].

1.2 ITHOJOTrUA ¥ IATOreHe3 3a00J1eBaHus UJIN COCTOAHUA (rPVIIbI 3200J1eBaAHNUN WU
COCTOSIHMA)

I'en GCDH xaptupoBan Ha KOpoTkoM Tuiede 19 xpomocomsl B sokyce 19p13.2. K

Hacrosimemy Bpemenu B reHe GCDH onmcano 6osee 260 pa3nuyHbIX MyTaIfii, OHONW U3 CaMbIX
pacnpoctpaneHHbIX siBisieTcs €.1204C>T (p.Arg402Trp), BcTpedarorascst ¢ yacroroi 12 - 40%
B cTpaHax 3anaaHoil EBponsl. HekoTopble MyTaliy XapakTepHbl ISl OTIPeIeIeHHBIX STHUYECKUX
rpymnn ¥ u3onaroB: mytaruu ¢.743C>T (p.Pro248Leu) u ¢.1093G>A (p.Glu365Lys) ¢ Bbicoko#
4acTOTOM BeTpeydaroTes B Typuuu, mytanuu €.91+5G>T u ¢.1262C>T (p.Alad21Val) B oOmuHax
amumeii [2, 5, 15]. JIBa nauGonee vacteix Bapuanta (c.1204C>T (p.Argd02Trp) u c.1262C>T
(p.Ala421Val), onucanHble B OOJBIIMHCTBE MONYJISIMNA, MISHTU(GUIMPOBAHBI Y POCCHUHCKUX
MAlMEHTOB U COCTABIAIOT 56,38% u 11,7% MyTaHTHBIX ajuienei, cooTBeTcTBeHHO [31].
®epment rayrapun-KoA-nerunporenaza (GCDH) yuactByer B Merabonusme
AMHHOKHUCIIOT JIN3WHA, TUApoiau3uHa, Tpuntodana. @epment GCDH nokanu3oBaH B MaTpHKCe
MHUTOXOH/IPHI U IpesicTaBIsgeT codoit romoteTpamep. Kaxkas cyobeannuma 3Toro 6eaKa COCTOUT
n3 438 amMuHOKUCIOT, N-TepMUHAIBHBIH OCTaTOK (44 aMWHOKHCIIOTBHI) YAQISAETCS TOCIe
TpaHcnopTupoBku (epmerta B mutoxoHApun. GCDH karammsupyer 2 mociieoBaTEIbHBIX

peakuuu npespameHus riyrapuin-KoA B kpotoHun-KoA (peakuuy IeruaporeHUpOBaHUS U

7



nexkapOokcuiaupoBanusi). B pesynbrare OnokupoBaHUS JaHHOW (QEepMEHTHOW peakuuu
MPOUCXOUT HAKOIUICHHE TIyTapoBoi U 3-OH-TryTapoBoii KUCIOT B OMOIOTHYECKUX KUIKOCTSIX

u TKausx (puc.l) [1, 2].

Banos TeaweBme
[T B
L-Tpmogan LTz

womend| Tmymapan-

nyraposan kacnoTa [9=--""" - Koh === iy pe negapHT s
L it i

DA/l — pnaBunagennnaunykieotua, ®AJIHz - BoccranoBnenno ¢popma @AJl, KoA —

kooH3UM A, CO2 — yIrIIeKUCIbId Ta3.

Puc.1 - Cxema MeTabonMUECKUX MPOIECCOB, MPUBOMASIINX K PA3BUTHIO TIyTapoOBOMH
anuaypud TN 1: metabonuveckue OJOKM BBIIETEHBI TONYOBIM IIBETOM, IATOJOTUYECKUE

MEeTa0OJIUTHI BBIIETIEHBI IBOMHONW PaMKOH.

@depMeHT OTHOCHUTCS K Tpymrme (IaBOMPOTENHOBBIX JETHAPOTeHa3 MUTOXOHIPHAIBHOTO
MaTpHUKCa, yYaCTBYIOIIUX B MEPEHOCE JIEKTPOHOB K YOMXHUHOHY Yepe3 dJIEKTPOH-TIEPEHOCSIINUMA
($IaBONIPOTENH B JIBIXaTEILHOMN e MUTOXOHIPHA.

Mexanusmbl pa3zputus 'Al 10 koHLa He u3ydeHsbl. [IpeuMmyllecTBEeHHOE MOpa)KeHUE
CTpUApPHON CUCTEMBI TOJOBHOT'O MO3Ta CBSI3BIBAIOT C U30UPATENIbHON TOKCUYHOCTHIO TITyTapOBOi
KHUCJIOTHl W/WJIM €€ MPOM3BOJIHBIX. TakkKe TIIyTapoBas KUCIOTa U €€ METabOIUThI HHTHOUPYIOT
JeKkapOOKCHIa3y rIIyTaMHUHOBOM KHCIIOTHI (hepMeHT, yaacTByromuil B Metabomm3me I'”AMK), uto
BBI3BIBAET CHIKEHHE KOHIEHTPAI[MU ATOTO TOPMO3HOTO HelipoMeauaTopa. ¥Y nauuentoB ¢ ['Al
BBISIBJICHO 3HAYUTENILHOE CHIDKEHHE aKTUBHOCTH TITyTaMaTAeKapOOKCHIIAa3bl B TOOHBIX OTHAEIax

KOpBI TOJIOBHOT'O MO3ra, XBOCTAThIX fA/Ipax M CKOPJIYIE U CHIKeHue KoHreHTpauuu ['AMK B
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nepedbpocnuHanbHoi xunkoctu (LICXK). Onnako naHHbIe OMOXMMHYECKHE HAPYIICHUS MOTYT
ObITh BTOPUYHBIMU M BO3HUKaTh BciencTBue nospexacHuil TAMK— spruueckux HeMpoHOB
Mo3ra.

MexaHu3Mbl IaTOreHe3a OCTPhIX SHIIE()ATUTONOTOOHBIX KPU30B OKOHYATENIbHO HE SCHBI.
Cuuraercs, uro riayrapoBas u 3-OH-rioyrapoBasi KUCIOTBI, UMEIOIIKUE CTPYKTYPHOE CXOJICTBO C
rJIlyTamMaTtoM, B3auUMOJEHCTBYIOT ¢ N-MeTwiI-acnapTaTHbIMU peLEenTopamMH, s KOTOPBIX
rJIyTamar BJISI€TCSl ECTECTBEHHBIM aKTUBATOPOM, UTO BBI3BIBAET UPE3MEPHOE HAKOIUIEHNE HOHOB
Ca?" B TOCTCHHANTHYECKHX HEHpPOHAX M HPUBOAWT K TMOENH KIeTOK. JpyrMM BO3MOKHBIM
HEHPOTOKCHMYECKHM (PAKTOPOM CUUTAIOT HAKOIUIEHHWE MPOMEXKYTOYHOrO MeTadoiuTa oOMeHa
TpuntodaHa u TM3MHA — KBUHOJIMHOBOM KHCIIOTHL. B HacTosimiee BpeMs, 10 KOHIIa HE pacrio3HaHa
NpUYHHA JOOHO-BHCOYHOW aTpo(UH W/MIIHM TUIOIUIA3HU U CYONypalbHBIX KPOBOM3IHUSAHUHN TPU
['Al. Cuuraercs, uto Bo Bpemsa sMOpuorenesa 3-OH-rimyrapoBas KHCIOTa MOXET HapyllaTh
dbopMUpOBaHHE CTEHOK COCY/IOB, B MIEPBYIO OU€pe/ib — COCYAOB T'OJIOBHOTO MO3Ta, MPHUBOJS K
HOBBILICHUIO HX TPOHUIIAEMOCTH U BOSHUKHOBEHHIO KPOBOM3IMsIHUI [2, 14].

[Ipu ayrorncuu y Bcex nmauueHToB ¢ ['Al BBIABISIOT BBIPAXKEHHYIO CyOKOPTHKAIbHYIO U
KOPTUKAJIBHYIO aTpOQHUI0 TOJOBHOTO MO3ra, arpoUuUecKyl0 BeHTpHKyJoMmeranuw. B
OOJIBIIMHCTBE CIy4aeB BU3YAJIM3UPYIOTCS HEKPOTUYECKHE M3MEHEHHUs B 00JacTH CKOPIYIBl U
TOJIOBKM XBOCTaTOro siapa. Pexxe mopaxaroTcsi 3pUTENbHBIE TPAKThl, MO30JHMCTOE TEJO,
BHYTpPEHHSsl Karicyla, TiyOOKue OTJenbl OeIoro BellecTBa MO3KEUYKa, CTBOJa Mo3ra. Y pdana
NalMEeHTOB OOHAPYKUBAIOT «TI'yOUaTylo» JIereHepaluio 0enoro BelecTa, NpeuMyIIecCTBEHHO B
NEPUBEHTPUKYISAPHBIX 00J1aCTAX, peXke B TaJlaMmyce, OJIeIHOM I1ape U CTBOJIE TOJIOBHOTO Mo3ra |2,
14].

YV OonbIIMHCTBA MALIMEHTOB IIPU ayTOIICUU BBIABIISETCS )KUPOBasi UH(OUIbTPALIUs KJIETOK IEYECHH,
NPOKCUMAJIbHBIX KaHAJBLEB MOYEK M MHOKApJUOLUTOB, YTO MOXET OBbITh CBSI3aHO C

Hecnenn()UIecKol MUTOXOHIpHAIbHON ucyHKImeH [2, 14].

1.3 DnuaeMuoJorus 3a00JeBaHUS WJIH COCTOAHUSA (rpynnbl 3200JeBAHUNA WM
COCTOSIHUM)

I'myrapoBast amumaypus tum 1 (I’Al) OTHOCHTCS K YHCITY PEIKHUX HACJIEICTBEHHBIX

Oone3neit oOMeHa BemiecTB. YactoTa 3aboeBaHus B CTpaHax 3amagHoi EBpoIbI cocTaBisieT B
cpearem ot 1: 30 000 mo 1: 100 000 >xuBbIX HOBOpOXKACHHBIX [21, 24, 25]. Bricokas yacrora

BcTpedaemoct ['Al ormeuena cpeau oOuuH amumiein B Amepuke, Kanane u IlencunsBanun -



1:300 [32, 33]. K HacrosimeMy BpeMeHH B JUTEpaType MMEIOTCs omucanus 6ojee 600 ciydacn

storo 3abosieBanus [1, 2, 5, 26].

1.4 Oco0eHHOCTH KOAUPOBAHNS 3200J1€BAHNS WJIN COCTOAHNSA (IPYIILI 3200J1eBAHUI

HJIM COCTOSIHUI) mo MeXavHapoaHoH CTaTHCTHYECKON Kiaaccudukanuu O0oJie3Heldl M

nmpo0JeM, CBA3AHHBIX CO 310POBLEM

E72.3 - Hapymenust oOMeHa JIM3uHa ¥ THIPOKCHUIIM3UHA.

1.5 Kaaccudukanus 3a00/1eBaHus WJIH _COCTOSIHUS (Tpynnbl 3a00J1eBaHUN _MJIH
COCTOSHMI)

[To kTMHUYECKOMY TEUEHUIO KJIACCH(PHUIUPYIOT Ba OCHOBHBIX moatuna ['Al: ¢ ocTpbim

SHIIE(PATUTONIOTOOHBIM H ITOJOCTPHIM TECUCHHEM [2].

1.6 Kiimnnyeckasi KApTHHA 3200J1eBAHNS WM COCTOSHUS (IPYNINbLI 3200J1eBAHUN HJIH
COCTOSIHUI)

I'A1 oObIuHO EOIOTHPYET B paHHEM JETCKOM BO3pacTe - OT 3 10 36 MecAleB, C MHUKOM

Manudecraruu ot 6 no 18 mecsueB. B 75% cayuaeB HaGmromaeTcst 3HIE(DATUTONOT00HBIN
BapuaHT 3a0osieBaHusd. Y 75-80% mnanveHTOB NEPBBIM CHUMIOTOMOM OOJIE3HH MOXKET OBITh
Makporedanus, KoTopasi OTMEYAeTCsl C POXKAECHUS WM Pa3BUBAETCS B IEPBbIE MECSIIbl KU3HH.
OHuedanuTono100HbIH BapraHT 3abosieBaHus Habronaercst B 75% ciydaeB. Hepenko mepseie
NposiBJIeHUs] OO0JNEe3HH B BHJIE JHIE(ATUTONOAOOHOIO KpU3a BO3ZHUKAIOT Ha (OHE TaKUX
IPOBOLMPYIOMKUX (PAKTOPOB KaK YEPEIHO-MO3TOBasi TPaBMa, XUPYPrHUECKHE BMEIIATEIhCTBA,
JUINTENIbHBIA TIepUO]] TOJOJaHMs, KPOME TOr0, OCTpPbIM 3HIE(aTOoNnaTHUECKUl KpU3 MOXKET
BO3HUKHYTh Yy JIeTel B BO3pacTe NEepBbIX 6 JIeT BO BpeMs JII000ro HHPEKIIMOHHOTO 3a00IeBaHts,
NPOTEKAIOIIET0 C TIOBBIICHHEM TEMIIEpaTyphl Tella, a Takke QeOpHIbHOW peakiuu B
MOCTBAKIIMHAILHOM TIEPUOJIE, KOTOPBIE CONMPOBOXIAIOTCS BBICOKMM YpPOBHEM Tpoliecca
katabomm3ma [28]. Uepes 24-72 waca OT BO3ICHCTBUS «IIPOBOLUPYIOIIETO» (haKTOpa OCTPO
pa3BUBAETCS CHMITOMATHKA B BUJE TUXOPAIKH, SITM30/10B CPHITMBAHUS MIIM HEYKPOTUMOM PBOTHI,
KHAIIEYHBIX PACCTPOUCTB, MMHUICTITUIECKUX MPUCTYIIOB, YaCTO MPOUCXOIUT YTHETEHHE CO3HAHUS
70 comopa M KOMBI, B pe3yjbTaTe Pa3BUBAIOMICTOCS OTeKa M HaOyXaHHsl MO3Ta, 4TO MOXKET
IPUBECTH K OBICTPOMY JIeTalbHOMY HcXoAy. CIycTsl HECKOJBKO AHEW MM Helesb Mocie Kpu3a
MOTYT OTMEYaTbCsi pa3IMyYHble TUIBl TUIEPKUHE30B (XOpeu(pOpMHBIE, XOpPEOATECTOUAHBIE,
OaJUTMCTUYECKHE, NUCTOHUYECKHUE), KOTOPhIE MOTYT OBITh TeHEepaJIM30BaHHBIMHU, (HOKATBHBIMU

HUIIN pacCpeacadaTbCsa 110 TEMHUTHITY, 4 TAKXKE COUCTAThCA ¢ UBMCHCHUEM MBIIIICYHOI'O TOHYCA 110
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CIACTUYECKOMY THIly. 3a00JeBaHHE HOCHUT BOJHOOOpPA3HBIM XapakTep: IMOCe NMEpPEeHECEHHBIX
9HIIE()ATUTOMOAOOHBIX KPU30B MPOUCXOIUT MEUIEHHOE, HO HE TIOJHOE BOCCTaHOBJICHHE
HEBPOJIOTUYECKUX HapylIeHWi. B mocrnemyromeM y MalnueHTOB ¢ TPYObIM TUCTOHHYECKUM
CHUHJIPOMOM 4acTo (DOPMHUPYIOTCS BTOPUYHBIE OCJIOXHEHHS, TaKME€ KakK THIOTpodus,
XPOHMYECKHHM aclMpalMOHHBI CHUHAPOM, IOJBBIBUXM CYCTaBOB M BBIPaKEHHBIH O0JeBOH
cuHpoM [6, 12].

B 25% cmyuaeB 3a0os1eBaHNe UMEET MOAOCTPOE, JOOpOKauecTBEHHOE TeueHne. Ha mepsom
rofly KM3HM J€TH HAOJIOAAI0TCA C 33JEP)KKOM ICUXOMOTOPHOIO pa3BUTHS, a B JajbHEHIIeM
IPOMCXOIUT IIOCTENEHHAasl yTpaTa paHee IPUOOPETEHHBIX HABBIKOB, M IPUCOCAUHSIOTCA
pa3IuYHbIE BU/IbI TUIIEPKUHE30B B COYETAHUHU CO CIIACTUYHOCTHIO. J{UCTOHUYECKUE TUIIEPKUHE3bI
NPUBOJAT K HAPYIICHUIO XOAbOBI, MHUChMA M peueBbIX (YHKIMNA. MHOTHE MAIlMeHTHI [UIUTEIILHOES
BpeMs HaOJIOJAIOTCS Yy HEBPOJOrOB CO CHACTUKO-TUIEPKUHETHUYECKOH (OPMOM JI€TCKOro
nepebpasibHoro  mapanuya. I[lomoctpoe  TeueHue 3a00JI€BaHUST  MOXKET — OCIOXKHATHCS
METa0OJIMUECKONW JIEKOMIICHCAINEH, IMOSBICHHEM HOBBIX HEBPOJIOTMYECKHX CHMITOMOB WIIM
YCUJIEHHEM UMEIOLIENCS KJIMHUKHU.

Jlpyrumu 4acTbIMM CHUMITOMAaMM SIBISIOTCS NMpOo(dy3HOE IOTOOTAEIECHUE, SIU30/Ib
HEMOTHBHMPOBAaHHON JIMXOPAAKH, OSIWIENTUYECKUE IPUCTYNBL. Y HEKOTOPHIX NAIMEHTOB
HaAOJII0JIAI0TCS aTaKTUYECKUE PACCTPOMCTBA, OUYEHBb PEIKO BCTPEHAIOTCS MHOKIOHMM U TPEMOP,
ojTampMonape3, Kocoryiasue. Y OOJBIIMHCTBA NAllMEHTOB MHTEJUIEKT HE CTpajaeT WU
HaOJI01at0TCs JIETKME KOTHUTUBHBIE HapyIieHus. Cpe CHMITOMOB CO CTOPOHBI OpraHa 3peHHs
HepeaKo OOHapyKMBAIOT KPOBOM3IIUSHUS B CETYATKY, KATAPAKTy U MUTMEHTHYIO JIeT€HEepaluio
CeTYaTKU. Y HEJEUEHBbIX MAalMEHTOB CMEpTENbHbIA HCXOJ HACTylaeT B TEYEHHUE IEPBOrO
JECSATUIIETUS J)KU3HU Ha (DOHE TSKEIOro MeTadOJMYEeCKOro Kpu3a WM B pe3yJbTaTe pa3BUTHUS
Peiie-moo0HOrO CHHIpOMA.

VY psapa nmaumentoB ¢ I'Al Ha mepBoMm rony u3Hu B 10-30% ciaydaeB BO3HHKAIOT
cyOypalibHbIE KPOBOM3JIMSHUSA, KaK MPABUIIO, MTOCIIE TIEPEHECEHHOM JIETKON YepernHO-MO3TrOBOM
TpaBMbl. Y TAaIMEHTOB C CyOQypalbHBIMH TIeMaTOMaMU W/WiIK  OUTEeMIOpaIbHBIMU
apaxHOUJAJIbHBIMM KHCTAMHU B COYETAaHUHM € Makporedanueid M TUCTOHUSAMHU JOJDKHBI OBITh
npoBesieHbl uccienoBanus g uckimouenus ['Al. Jlnarno3 I'Al nomkeH ObITh 00s3aTE€IbHO
UCKJIIOYEH J1a00paTOpPHBIMM METOJaMH Y MAallME€HTOB C MPEANOiIaraéMblM CHHAPOMOM «TPSICKU
mitagenma» («Shaken baby syndromey) [2, 9].

KinHuko-nuarsoctuueckue KpuTepuu, MO3BOIISIIOIINE 3a110103pUTh ['A1 nipeicTaBieHb! B

ITpunoxxenun A4.
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2. I[I/IaFHOCTI/IKa 3200/1IeBaHUA WJIH COCTOSIHUSA (prl'lllbl 3a00J1IeBaHU WJIH
COCTOHHHi’i), MEINIMHCKHUEC MMOKA3aHUA U IPOTUBOIMMOKA3aHUA K IMPUMECHCHHUIO
METO0B JMATHOCTHKH

Kpumepusamu ycmanoenenusi ouacnoza I'Al  senaomces nosviulenue KOHYEHMpAyuu
enymaposou xuciomsl (I'K), 3-OH-enymaposoii kucromer u enymapunrkapuumuna (C5DC) 6
OUONIOCUYEeCKUX IHCUOKOCMAX (Moue, Niasme, CNUHHOMO32080U JICUOKOCMU) 8 OecamKU pd3 no

CPABHEHUI0 C HOPMOLL, 6blAGleHUue namoceHHvlx eapuanmos (mymayuti) 6 cene GCDH ¢

2omosucomuom | komnayno-eemeposucomuom cocmosinuu [64].

2.1 ’Kaao0bLI 1 aHAMHE3

Ilpu cbope anamnesa u xanob pekoMeHO08aHO 0OPAMUMb BHUMAHUE HA.

- OmMsA2OWEeHHbIL CeMEUHbLl AHAMHe3 (Haludue 8 cembe NAYUeHmMda ¢ NOOMBEPICOCHHbIM
ouaenozom I'AL, nanuuue 6 cemve cyuas CUHOPOMA «BHE3ANHOU CMEPMU MIAOCHYAY)

- Buesannoe yxyowenue cocmosinusi (6 eude ympamvl panee NPUOOPEMEHHBIX
08UCAMENLHBIX  HABLIKOG, NOSAGNIEHUSL HACUTLCIBEHHbIX — OBUJICEHULl  KOHEYHOCmell,
OUCMOHUYeCcKUX amak) Ha ¢hoHne noanozo 300poeva uiu OPBU, npu onepamusHvix
BMeuamenbCmeax, 4epento-mo32080u mpasme;

- OIU3KOPOOCMBEHHbII OPAK,

- 3NU300bl TUXOPAOKU,

- njoxou annemum,

- HapYWeHUs 6CKAPMIUBAHUSL,

- yacmele CpblCUBAHUS,

—  HEYKpOmuMmyo peomy;

- yeHemeHue CO3HAHUS,

- cyoopoeu,

- 8A10CMb, C1AO0CMb, COHNUBOCb,

- becnokounoe nogeodenue, NiaKcusocmsy,

- nosviulenHoe nomoomoeneHue,

- HapyuieHue KoOpOUHAYUU OBUNCEHUL;

—  Henpou3B0JbHble/HACUTLCMBEHHbLE OBUNCEHUSL,

- QucmoHuuecKue amaxu,

- KIUHUKA CNACTMUKO-2UNEPKUHEMUYECKOU (hopmbl 0emcKo2o yepebpanbHo2o napaiuida,
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I'Al:

2.2 duzukajbHoe 00cae10BaAHUE

IIpu ocmompe Heobx00uMo 0bpamums HUMAHUE HA OCHOBHbIE PUUKATbHbIE NPOABILEHUS

Jemu nepevix 3 nem rHncuznu

maxpoyeghanus;

svicmynaroujue 100Hble Oyepol,

eenamome2anus,

3a0epoHcKa MOMOPHO20 U NCUXO-PEUeBoc0 PA3GUMUSL

U3MeHeHUe MbIUEeYHO20 MOHYCa NO MUNY OUCTNOHUU;

IKCMPANUPAMUOHBIE HAPYUEHUS: USMEHEHUs MbLUEYHO20 MOHYCA NO MUNY PUSUOHOCIU
U pasiuuHble  MUNbL  CUNEPKUHE306  (XOopeugopmHble,  XOPeoamemouoHvle,
banrucmuyeckue, oucmonuyeckue) pasuot JIOKAAU3aAYUU (chokanvhoie,
2eHepaAIU308aAHHbLe, 2EMUMUN),

cnacmuyeckuti  mempanapes  (NOSblUEHUE — CYXONICUIbHBIX — peieKcos,  Hanudue
namoa02UecKuUx CMonHuIX 3HAK08, CHACMUYeCcKdas NOX00Kd U 0p.);

nepuoouyecKas amaxcus, mpemop;,

cyoopoau,

Ilocne 3 nem

maxpoyeghanus,

3a0epocKa MOMOPHO20 U NCUXO-PEUe8020 PA3GUMUSL)

UBMEHeHUe MbIUEYHO20 MOHYCA NO MUNY OUCTOHUU,

IKCMPANUPAMUOHbIE HAPYWIEHUS: PUSUOHOCMb U  PA3IUYHbIE MUNbL CUNEPKUHE308.
MopcuonHvle, OpoayuaibHule, Xopeugopmuvie, Xopeoamemouonwvle, OAIIUCMUYecKUe,;
cnacmuyeckuti  mempanapes  (NoGblUleHUE — CYXONCUTLHBIX — pehieKcos,  Haauyue
NAMONO2ULECKUX CIONHBIX 3HAKOS, CHACTUYEeCKAs NOX0OKA U 0p.);

nepuoouyecKkas amaxcus, mpemop,

cyoopoeu,

nepughepuyecxkas Hesponamusi;

ncuxuampuieckue Hapyulenus,

npogysHoe nomoomoenenue;

nO8MOopHbIe INU00bI HEOOBLACHUMOU TUXOPAOKU (2unepnupexcuieckue Kpusvl),

AHODEKCUAL,
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—  UHCOMHUU;
—  eunoziukemuu Ha pore OnumenbHoU 20J100HOU NAY3bl,
— eenamomezanus,

—  peoko paboomuonus.

Iloopobno danuvie uzuxkarbHo2o 06C1e008aHUSL ONUCAHDL 8 pa30ee «KIUHUYECKaAs KaAPMUHAY.

2.3 JIaGopaTopHbIe THATHOCTHYECKHE HCCAe10BAHUS

Obpawaem Humanue, 4mo, CO2IACHO MPebOBAHUAM K pA3pabomKe KIUHUYEeCKUX peKOMeHOayul,
K KAXiCOOMY me3UCy-peKomMeHoayuu HeobXoo0umMo YKa3vleamv CULY PEKOMeHOayuti U
odokazamenvHylo 0a3y 6 COOmeemcmeuu CcO WKAIAMU OYEeHKU YPOBHA O00CMOBEPHOCTNU
ookazamenvcms (YI[/]) u yposus yoeoumenvrnocmu pekomenoayuii (YVP). /s mnoeux mesucos
YVP u V]I 6yoem Huskum no npuuune OMCYMCMEUs NOCEAUCHHBIX UM KIUHUYECKUX
uccneoosanuil  gvlcokoeo ousaunina. Heezupas na smo, onu AenAOmMcs He0OXO0OUMbIMU
nemenmamu 06C1e008aHUs NAYUEHMA 011 YCMAHOB8LeHUsl OUASHO3A U 8b100pA MAKMUKU IeYeHUs.

o Pexomennyercs uccieoBaHUE YPOBHs CBOOOJIHOTO KAPHUTHHA U allUJIKAPHUTUHOB B KPOBU
METOJIOM TaHJAEMHON Macc-CHEKTPOMETPHH MalUeHTaM C KIMHUYECKUMHU MPOSBICHUSIMU,
xapakTepHbiMu 1151 A1 ¢ 1espi0 OMOXMMHUYECKON TUarHOCTHKH 3a0ojeBanus [2, 7, 4, 14].

YpoBeHb YyoenuTEILHOCTH peKoMeH1aluii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 3)

Kommenrapun: Memooom mandemnoi macc cnekmpomempuu (TMC) onpedensiom

koHyenmpayuio enymapuirkapuumuna (C5DC) 6 nammuax evicywennou kposu. Konyenmpayus

2NYMAPUTKAPHUMUHA NOBbIUAEMCSl Y NAYUEHMO8 C pAaHHe20 803pacmd, euje 00 Hadyand

KAUHUYECKUX NPoseLeHUl. J{aHHbLL mecm NPUMEHSAIOM NpU NPO8eoeHUY Macco8020 CKPUHUHSA HA

T'Al. Uzeecmuwbt 6apuanmoel I'Al ¢ nozoneu manugecmayueil u 1eekum medeHuem, npu KOmopvlx

VPOBEHb  2IYMAPUIKAPHUMUHA MOodicem  Oblmb 8 npeoeiax HOopMvl. Ypogewsb €80000H020

KAPHUMUHA Y MHO2UX NAYUEHMO8 MONCEeMm OblMb CHUICEH.

e Pexomenayercsi onpesieNieHUue B OMOJIOTHYECKHX JKUIKOCTIX (MOYa) OPraHUYECKUX KUCTIOT
METOJIOM T'a30BOW XpoMaTtorpaduu ¢ mMacc-crieKTpomerpueii (KOMIUICKCHOE OMpeesicHre
KOHIICHTPAIlUX OPTaHUYECKUX KUCIIOT B KPOBU METOJIOM TaHJIEMHON MacC-CIIEKTPOMETPHH )
MalMeHTaM C KJIMHUYECKUMHU TMpPOSIBJICHUsIMU, XapakTepHsiMu s ['Al, ¢ uensio
OMOXHMMHUYECKOI TUarHOCTHKH 3a0oseBanust [4, 14].

YpoBeHb yOeTUTEIHLHOCTH peKOMeH1anuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 3)

KommenTapumn: V nekomopwix nayuenmos c I'A1 konyenmpayus 21ymapoeoti KUciomsl 8 Moye

U Kposu mooicem Obimb 8 npedeﬂax HOPMbL, 6 MAKUX Caydasix OUACHOCMUYECKU 3HAYUMBIM

14



mapkepom Aensgemcs noegviulenue Konyenmpayuu 3-OH-enymaposoii  kuciomwl, umo u

noseonsiem ycmanosums ouacnos I'A1 [2, 4,7, 14,19, 20].

e Pexomenayercsi onpezeieHHEe BapUaHTOB T'€HOB B 00Opasie OMOJOrMYECKOro marepuaia
IPYroM WJIM HEYTOYHEHHOM, HEeKJIacCU(QHUIMPOBAaHHBIE B JPYrUX pPYyOpHKax, METOJOM
cekBenupoBanus 1o  Cenrepy  (03.5199.18.999.039) w/miaum  METOAOM  TapreTHOIO
BBICOKOIIPOU3BOAUTENbHOTO  cekBeHupoBanus  (03.5199.18.998.041) w/munu  meroaom
BBICOKOIIPOU3BOIUTENbHOTO  cekBeHupoBanus  (03.5199.18.999.041) w/munum  meroaom
noaumepasHoi 1emnHoi peakmuu (03.5199.18.999.048) u/unm METOAOM MHOKECTBEHHOM
JaurasHo-3aBucumoit amrutudukanyu 308108 (03.5199.18.999.059) (BeisgBiIcHHE OHALIEIBHBIX
naroreHHbIx BapuaHToB B reHe GCDH) mnamueHTtam ¢ TMOBBINICHHOH KOHIIGHTpAIUCH
riyrapuinkapautuHa  (C5DC), rtmyrapoBoit u  3-OH-rimyTapoBOil  KHCIIOT ¢ IEINBbIO
noaTBepxkaeHus quarnosa Al [21].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KommenTapuu: /[HK ouacnocmuka nHeooxoouma xax 015l eepupukayuu OuacHo3a, maxk u 0is

MEOUKO-2eHeMUYecK020  KOHCYIbMUpO8aHuss — cemeu U  nociedyrowel  NpeHamanibHol

ouasHocmuxu. B nexomopwix cnyuasx mymanmuulil aniensb He YOaemcs 6bis186Umsb CIaHOApmMHubIMU

memoodamu JJHK-ananuza, ouazno3 6 makux ciyyasx 00axceH Obimv YCMAHOBIEeH HA OCHOBAHUU

KAUHUYECKUX U OUOXUMUYECKUX OAHHDIX.

. Pexomennyercs nposeneHue oOmIero (KIMHUYECKOT0) aHaJIM3a KPOBU Pa3BEpHYTOTO
(reMOrino0MH, KOJMYECTBO OHPUTPOLIUTOB, IIBETOBOM IMOKa3aTellb, KOJIUYECTBO
JEHKOIMTOB, TPOMOOIMTOB, JeHKoIUTapHas (opMyida U CKOpPOCTb OCEIaHHs
SPUTPOLIMTOB) BceM naiueHTaM ¢ ['Al u npu nogo3peHuu Ha 3a0o0eBaHKE ISl OLEHKU
OCHOBHBIX [TAPAMETPOB KPOBETBOPEHHS M HAJTMYMS BOCHAIHUTENBHBIX mpotieccoB [37, 51,
52].

YpoBeHb yoenuteqbHoCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 4)
° PexomMenayercst mpoBeieHne o0mero (KIMHUYECKOr0) aHAIM3a MOYM BCEM IMAllUeHTaM

¢ 'A1 c uenbro orieHKH cocTostHUs Touek [34].
YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
o PexomennoBano namuentam ¢ ['Al mpoBeneHne OMOXMMHYECKOTO aHAlM3a KpPOBH
oOmierepaneBTUUECKOro (CofepKaHUe TIIOKO3bl, MOKa3aTelud KHUCIOTHO-OCHOBHOTO
paBHOBecusi, obmiero Oenka, O0emkoBbIX (ppakiuii, anbOymuHa, C peakTUBHOTO Oelka,
obmero OwnMpyOMHA, XOJECTEpPHHA, TPHUIVIMLEPUIOB, JUIONPOTEHIOB HU3KOH U
BBICOKOM TIJIOTHOCTH (MCCIIEIOBAHUE YPOBHS JIMIIONPOTEHHOB B KPOBH), IIEIOYHOM

docdarassl, KpeaTWHWHA,  MOYEBHMHBI,  alaHuHamuHOTpaHchepassl  (AJIT),
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acnaptaramuHoTpanchepazsl (ACT), kpearnHpochOKHHA3BI, Kalblusg OOMEro u

MOHW3UPOBAHHOTO, HATPUS, Kalus, Heopranudeckoro ¢ocdopa, xenesa, hepputuHa,

Marfusi), ¢ MeJbI0 OIICHKU COCTOSIHHS IIEUEHH, MOYeK, OaaHca BaXXHEHIINX HYTPUEHTOB

MIPH TUETOTEPAITHH, KaJIbIIHEeBO-POCHOPHOro 0OMEHA U BHISIBIICHHS OTKJIOHESHHH BaKHBIX
OMOXMMUYECKUX TIOKa3aTesel st AaabHer et koppekuuu [21].

YpoBeHnb yoenutenabHocTn pekoMenanuii C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

o PexoMeHnayeTrcsi MOHHUTOPUHI KJIMHUYECKMX M J1aOOpPATOPHBIX  IOKa3aTesiei

(KUCIIOTHO-OCHOBHOTO COCTOSIHUSI KPOBH, TJIFOKO3a, DJICKTPOJIUTHI (KW, HATpUH,

KaJbIIMi MOHU3MPOBAHHBIN, XJIOP) B MEPUOJ METAOOJMYECKOTOo Kpu3a Kaxibie 4-6

YacOB WJIM PAHBIIC MPU HATUYUN YXYIIICHUS WIHA YIYYIICHUH COCTOSIHUS MAIlUCHTaM

¢ T'Al B mnepuox MeTabOJIMUECKOTO0 Kpu3a C IEIbI0 OICHKA COCTOSHUS U

CBOCBPEMCHHOMW KOppeKIiu Tepanuu [21].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb T10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTrapum: B nepuod memabonuueckoco Kpuza nosblularomcs K®K, neuenounvie

Gepmenmol u monounas kucioma. Kowyenmpayus ammuaka 6 Kposu 0ObIYHO HOPMALbHASL 00

NO30HUX CMAOULL MEMAOONUYECKOU OeKOMNEeHCAYULL.

24 HNHCTpYMEHTAJIbHbIE JHATHOCTHYECKHE MCCAEI0BAHUA

NHcTpyMeHTanbHBIE METOIBI UTPAOT BaXKHYIO pOJib B quarHoctuke ['Al. M3menenus Ha
MPT ronoBHOro mMo3ra BbICOKOCIIELIU(UUHBIE U BBIABISIOTCS y MOJABIISIONIET0 OOJIBIIMHCTBA
NalMEeHTOB JJake Ha paHHel cTaauu OOJe3HH.

e PexomeHayeTcsl NPOBEJCHHUE MarHUTHO-pe3oHaHCHOW Tomorpaduu (MPT) romoBHOrO
MO3ra W/WIM KOMIIBIOTEpHAas ToMoOrpagusi TOJIOBHOTO MO3ra BCEM MalMeHTaM C
nono3peHreM Ha I'A 1 ¢ TMarHoCTUYECKOM LENbIO U U1l BBISIBICHUS HEMPOXUPYPTUYECKOM
natojoruu [7, 11, 13, 19, 20].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEeIbCTB — 4)
Kommenrtapuu: Hapkos no nokasanusm. Haubonee uacmuvimu Heupopaouonocuyeckumu
npusnakamu I'Al saenaiomca: 106HO-meMeHHAs 2UNONAA3USL/AMPOPuUs, BEeHMPUKYIOMe2aNUs,
cy60ypanvHvle 2eMamombl, 3a0ePAHCKA MUETUHUZAYUU/OeMUETUHUIAYUS U HEKPO3 0a3albHbIX
eanenues. Imu usMeHeHUs Mo2ym 6CmpeyamuvCs KaK U30auposanHo, max u 8 1000omM couemanui.
XapaxmepHoti  Hetipopaduonocuieckou ocobennocmvtio I'A 1 sAeussemes cummempuuHoe
pacuiuperue Culb8uesvlx wenei ¢ gopmuposanuem «d¢gexma HAOKYWEHH020 AOI0KA» Ul
«Kpblibeg aemyuell Mmvluiuy, Komopas ecmpeuaemcs y 95%. YV 6onrvwuncmea nayuenmos

6blABJIEHO pacliupeHue cy6aanH0u<)aJZbezx npocmpancme oaoce Ha npecuManMamuquKoﬁ
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cmaouu  3a001e8aHUs, KOMoOpble He NPemepnesarom HUKAKUX USMEHeHUll npu npogedeHuu
koumpoavhwvix MPT 201061020 M0O32a U cOuemaromcs ¢ HOPMAIbHOU MOTWUHOU KOPbL 207I08HO20
MO32a U HOPMATLHO PA3EUMBIMU UZBUTUHAMU.

YV bonvwuncmea nayuenmos cyoo0ypanivhvie 2USPOMbBL/2EMAMOMbL, UYACMO PACHONALAIOMCA
ounamepanvHo, pedice - UMeOm O0OHOCMOPOHHIONW Jokanuzayuio. Onucvléarom obpazosanue
OUMEMNOPAaNbHBLIX APAXHOUOANbHLIX ULU CYOINEHOUMAPHBIX KUCH, DEeOKO BCMpeyaemcs ux
00HOCMOPOHHAA oKaru3ayus. Mzmenenus Oenoco eeujecmea 20108H020 MO32d BCMPEYAIOMCS Y
MHO2UX nayuenmog 6onvuvix ¢ I'A 1 u wacmo coyemaromcs ¢ HeKPO30M OA3ANLHBIX 2AHSUES.
THopaosicenue 6enoco eewecmsa, Kak Npasuio, CUMMEMPUUHOe, NPEUMYUWECEEHHO 8
NePUBEHMPUKYIAPHLIX 30HAX 68 001ACU NepeOHUX U 3A0OHUX PO208 DOKOBbIX HCENYOOUKO8 U 6
obnacmu cemMuo8aIbHO2O YEeHMpPd, 6 HEeKOMOPbIX CAVYASAX OOHAPYHCUBAIOM OeMUETUHUZAYUIO
cyoxopmukanvHuix U-gonoxkon. Ocmaemcs He ACHbIM, AGNIAIOMCA U OaHHble 001acmu ouyazamu
OeMUCTUHUZAYUY  UTU  CUNOMUETUHUZAYUU. Y HEeKOmOpulX NayueHmos O0JIbHbIX ONUCAHO
nopasicenue mozoaucmozo mena [13, 16]. Xapakmephvie nelipopaouonocuyeckue usmeHeHus npu

I'A1 npusedenvl 6 Ilpunoowcenuu A5.

e Pexomenayercsi nmpoBeneHue anekrposHiedanorpapun (I331°) naumentam ¢ Al npu
HaJIMYUU HEBPOJIOTUYECKON CUMIITOMATHUKH IS BBISIBIICHUS SMTUJIENTUYECKON aKTUBHOCTH
[7, 35].
YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
Kommentapum: 6 mom yucne 331 ¢ 6u0eoMOHUMOPUHSOM.
e PexomeHayeTcsl MpoBeeHUE YIbTpa3BykoBoro uccienopanus (Y3UM) opranos OprorHoit
nosoctu marpentam ¢ ['Al 1uis BeIsiBIICHHS TOpaXkeHus neuenu [36, 52].
YpoBeHb yoenuteqabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
e PexoMeHayercsi OIEHKAa COCTOSHUSI TIOYEK C MPOBEICHUEM  YJIbTPa3BYKOBOTO
uccinenoanus (Y3W) nouek nanuentam ¢ I'A1 i BbISIBICHUS CTPYKTYPHBIX HApyILIEHU N
[37].
YpoBensb yoenuteabHOCTH pekomMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 0KA3aTeJILCTB — 4)
e PexoMeHayercsi MCCIENOBaHUE MUHEPAIBHOW IUIOTHOCTM KOCTHOM TKaHU —
(PeHTreHOICHCUTOMETPHS) TAIlMEHTaM Ui JHArHOCTHKH OCTCOTCHHH, BBISBICHHUS
TPYIIIBI PUCKA U MIPUHATHS JiedeOHO-poduiakTudeckux mep [21, 53].
YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

KOMMBHTapI/II/I: KpamHocmb - NO NOKA3AHUAM. Habﬂ/leHi’l’lClM cmapuie 5 nem.
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e PexomeHnayeTcsi npoBejicHHE O(TATLMOCKONUH MAIlMEHTaM C IEJIbI0 CBOCBPEMEHHOTO
oOHapyKeHHsI 0P TaTbMOJIOrHYeCKol narosoruu [38].

YpoBeHb yoenuTelbHOCTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbLCTB — 4)

2.5 UHble nMarHocTuyecKue HCCjae10BaAHN

KoHcynbTanmuu crnenuagucToB MOTYT OKa3bIBaThCS TMAIlMEHTAM Ha pa3HbIX ATarax
OKa3aHUsl MEIUITUHCKOW MTOMOIIH, B TOM YHCJIC B IEPHUOJI TUATHOCTHKHU 3a00JICBaHUSI.
e PexomeHnaywTcs B BeAeHUM ManMeHTOB ¢ ['Al ucnonb30BaTh MyinbTHIUCIUIIMHAPHBII
MOJIXOJI B BUAY TOTO, UTO 3a00JIeBaHHE XapaKTePU3YeTCs MOPAKEHUEM MHOTHX OPTaHOB U
cucteMm, TpeOyeT KOMIUICKCHOW TEparuy, YTO JUKTYeT HEOOXOJMMOCTh COBMECTHOTO

BEJICHHS MAIMEHTa CIICIMATMCTaMu pa3HbiX npoduiei [28].

YpoBeHb yoenuteabHocTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
KomMmenTapuu: nokazanvl nepguunvle u nomMopHule KOHCYIbMAYUU 8pada-2eHemuKd, epava-
ogmanvmonoea,  6paua-Hespono2a,  6pauaA-ouemono2d, - 8paya-Kkapouoio2d,  J102oneod-
Odegexmonoza, epava-neghponoza, MeOUYUHCKO20 NCUXOL02A, 8PAYA-MPABMAMOL02a-0pmoneod,
epaua-neouampa, epaia-mepaneema, 8pava-Heupoxupypaa, epaia-xupyped, a makice epavel
opyeux cneyuanbrHocmeu nayuenmam ¢ I'Al, umerowum napyuienus yuKyuti coomeemcmeyiouux

opeanos u cucmem [1, 2, 7].

2.5.1 lnddepeHnnaibHasg THATHOCTHKA

Heob6xoaumo mpoBouTh nuddepeHImanbHy0 TMarHOCTUKY CPeAau CISAYIOMMX 3a00JIeBaHU: C
MOCJIE/ICTBUSIMU TIEPUHATAIIBHOTO MOPAKEHUSI HEPBHOM CHCTEMBI, CIACTUKO-TUTIEPKUHETUUECKOM
dbopMoil neTckoro uepeOpalbHOTO Mapanuya, BPOKICHHBIM TOPOKOM TOJOBHOTO MO3Ta,
MOCNEACTBUSIMU BHYTPUYTPOOHOI MH(DEKINH, TPH MTOA03PEHUH HA CUHIPOM «TPSCKH MIIaJICHIIA,
6omneznnio KanaBana, cuaapomMom JIu, MeTUIIMaIOHOBOW alMIEMHUEH, IPOMTUOHOBOM aIlMIEMHECH.
[ToBbIIeHHE YPOBHS TIIYyTapOBOM KHUCIOTHI B MOUYE TaKKE€ MOXET HAOIIOaThCS TPH TIIyTapOBOU

anuaeMuei 2 THma u 3 TUIa U HapyLIIeHUsX TpaHcnopta pudoduasuna [20, 23, 27].
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3. JqueHne, BKJIIO4Yasd MCAUKAMCHTO3ZHYH0 U HEMECANKAMEHTO3HYI0 TEpaluu,
ANETOTEPAININIO, 066360.]1]/IB3HH6, MEeAUIIHNHCKHE NNOKa3aHusA U

IMPOTHBOIIOKA3aHUA K IPUMCHCHUIO METO/I0B JICUCHHUA

Cmpamezusi neueHuss HANpaeieHad HA KOPPEeKYuro MemaboIuyeckux HapyueHutl
KOMNIEKCOM — MepONnpusmuiL: KOHCEpBAMUBHbIMU — Memooamu (namocenemuueckast
ouemomepanusl, J1€BOKAPHUMUH), XUPYPSUUECKUMU MemoOoamu (leyeHue 6HYmpuyepenHoix
KPOBOUBNUAHUL U KOCMHBIX 0ehopmayuti), peaburumayuonHbimu memooamu. Jleuenue 00194CHO
ObImb HAUamo 6cem OONbHLIM C BbISBLEHHBIM 00CMOBEPHBIM NOBLIUEHUEM YPOBHSL 2TIVIMAPOBOL
Kuciomsl 6 Moye 00 noaydenus pezyromamos J[HK ouaenocmuku [I'Al. [na neuenus
oHYeparumono0obHoc0  Kpuza 8 MeHCOYHApPOOHble CMAHOApPmMbl  BKIIOYEHbl  Memoobl
unmencusHou mepanuu. Taxoice npoBOOUMCs: CUMIMOMAMUYECKAS MEPANUsl ¢ MUAmenbHbIM
nO0OOPOM IeKAPCMBEHHBIX NPEenapamos, HANPAGLeHHbIX HA KOPPEeKYUr) HespOL0SUYeCKUX

HapyuleHuu.

3.1 KoncepBaTuBHOE JeUeHHE

e Pexomenayercsi maToreHeTUYECKash AUETOTEPANUS C UCKIIOYCHHEM BBICOKOOEITKOBBIX
MPOJYKTOB, OOraThiX IU3MHOM M TpUNTO(aHOM, 00S3aTENbHBIM HCIOIH30BAHUEM
CTICIMAIM3UPOBAHHBIX TPOJYKTOB Ha OCHOBE CMECEe aMHWHOKHCIOT 0e3 YKa3aHHBIX
MATOTCHETHYSCKA 3HAYMMBIX aMHUHOKHUCIIOT TMAIlUEHTaM C YCTaHOBJICHHBIM JHATHO30M
['A1l ¢ uenbio npenoTBpaleHUs] 00pa30BaHUs HEMPOTOKCHUYECKUX MeTabonuToB [1, 3, 7,
18, 19, 20].

YpoBeHb yoenuTeabHOCTH pexoMeHaanuii C (YpoBeHb 1I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
KommenTapuu: /[uemomepanusi ¢ Huskum cooepicanuem auUsuHa u mpunmoghana OoJdxCHA
cobn00amuvcsi Cmpo2o NoHCU3HeHHo. /[uemomepanus npu 3a601e8aHUU HANPABIEHA HA CHUCEHUE
nocmynjienus Ju3uHa, Mmpunmogana, Komopwvie AGNAIMCA OCHOBHLIMU NPeOuecmeeHHUKAMU
Hetupomokcuweckux memaboaumos - enymaposou u 3-OH-znymaposoii kucnom. Janwnvie
AMUHOKUCTIOMbL COO0EPAHCAMCS 8 DONbUIOM KOIUYECmEe 8 OEeNIKAX HCUBOMHO20 NPOUCXOHCOEHUS
(pvibe, msce, MONOUHBIX NPOOYKMax u 0p.). B cpeonem codepowcanue 6 Hux auzuna cocmagnsem 6
- 9% u mpunmoghana 0,6-2%. B pacmumenvHuix dice npooykmax (080w, pykmul, HeKOmMopbwvle
KpYnbl) cOOepocanue YKa3anHulX aMUHOKUCTIOM MUHUMATbHO.

Ilpu T'A 1 npumensrom 06a eapuanma jne4eOHO20 NUMAHUA. NePsvill - Ouema C HUSKUM
cooepoicanuem IUUHA U MPUNMoOpaHa ¢ UCNOIb3OBAHUEM CNeYUAIU3UPOBAHHO20 NPOOYKMA,

OanHbILL BapUAHm Ouemvl NOKA3aH 8 Nepayio ouepedb Oemsm (¢ podicoenuss 0o 18 nem), y 3pocivix
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NAYUeHmMOo8 MAKICe MOXCem Oblmb UCNONIL30BAH IMOM 8APUAHM OUEMbl, HO U MONCHO NPUMEHAMNb
8MOpOl - 1e4ebHbIl PAYUOH C HUSKUM COOepHCaHuem obue2o benxa.

THayuenmor nepsoco 200a Hcu3HU MO2YM HAXOOUMbCA HA 2PYOHOM 8cKapmauganuu. I pyonoe
MOJIOKO 8 OaHHOM clyyae OyOem sAGIAMbCs OCHOBHbIM UCMOYHUKOM HAMYPANbHO20 OenKa 8
COUEemanuy co Cneyuanu3upoOBaHHOU CMecblo AMUHOKUCION, NO COCMA8Y COOMEemcmayioujel
so3pacmy pebenka. Konuvecmeo nuzuna 6 2pyoOHomM MONIOKe U36ECMHO U COCMABTIAEm NPUMEPHO

86 me na 100 ma.

Ilpumenenue 6mopozo sapuarnma Ouemvl NO8bIULAEN PUCK ANUMEHMAPHOU HEOOCMAamoyHOCmu
HE3AMEeHUMbBIX AMUHOKUCTIOM U OPY2UX ICCEHYUANbHBIX HYMPUEHMOS, YMO MOXCem Npueecmu K
paseumulo  pasiudnblX — HAPYWIeHUl.  NOBbIWEHHOU  8030YOUMOCMU,  HAPYWEHUIO  CHA,
HeMOMUBUPOBAHHBLIM ~ KONeOAHUAM mMeMnepamypul, neuiazpe (8 pesyibmame CHUNCEHUS
00pazo6anusi HUKOMUHOBOU KUCIOMbL), UMEHHO NOIMOMY OAHHLIL BAPUAHM MOdcem Ovlmb
npuMeHeH MOAbKO Y nayueHmos cmapue2o eospacma. Cneyuanuzuposannvlie HpoOyKmul HA
OCHO8e aMUHOKUCIIOM 6e3 Tu3uHa u mpunmogana™ npeocmasnenvl 6 Ilpunoscenuu A6.
Munumaneho Oonycmumsie HOMPEOHOCMU NAMO2EHEMUYeCKU 3HAYUMBIX AMUHOKUCIOM 8
numanuu demetl pasiu4Ho20 eo3pacma npeocmasiensvl 8 Ipunoxcenuu A7 [1, 2, 18].
layuenmul Mradenuecko2o 603pacma Mo2ym HAXO00UMbCA HA 2PYOHOM 8cKapmausanuu. I pyonoe
MOJIOKO 8 OaHHOM clyyae OyOem sA6IAMbCs OCHOBHLIM UCMOYHUKOM HAMYPANbHO20 Oenxka 8
COYemanuy co CReyualu3uUpOBaAHHOL CMeCcbl0 AMUHOKUCIIOM, COOmMEemcmsyrwel 803pacmy
pedenka. Konuuecmao 1uzuna 6 2pyoOHoM MOJIOKe u3gecmuo u cocmagisem 86 me na 100 ma.
Ilpu pacueme Hu3K06€1K0B0U OUEMbl CO CHUNCEHHBIM COOEpI’CAHUEeM TUSUHA U mpunmodana
HeoOX00UMO HNOMHUMb, YMO JAUSUH U MPUNMo@an cooeprcamcs nNpakmuiecku 60 6cex
NPOOYKMAX, U YYumuléams 3mo npu coOCmasieHuu ie4edH020 payuona.

Cneyuanusuposannas ouema mpedyem MOHUMOPUHSA 3a YPOGHEM AMUHOKUCIOM U UX
Memabonumos 6 niasme Kpoeu u moye, OUOXUMUYECKUX MAPKepOo8 HYMPUMUBHO20 CMamyca
(oOwuii  bGenox, npomeunozpamMma u O0p.), OUHAMUYECKO20 HAOIOOeHUs 3d QuU3ULeCKUM
pazeumuem U HYMPUMUBHLIM CMAMYCOM NAYUEHMA, a MAaKdxice NepuoouyecKol Koppekyuu
J1e4ebH020 PayuoHa ¢ pacuemom e20 XUMUIEecKo20 CoOCmasa.

B npunosicenuu A8 npeocmasnenvl mabauyvi, 8 KOMOPHIX COOEPHCAMCI MENCOYHAPOOHbLE U
PpoccuticKue peKoMeHoayuy no CymoyHvlM HOpMam nompebienus Oeika, 1u3una u mpunmogaua

U OaHHble NO CPeOHEeMY COOEPHCAHUIO TUSUHA 8 HEKOMOPLIX HAMYPALbHLIX NPOOYKMAX.
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3.2 MeaukaMeHTO3HAS Tepanus

e PexoMeHayeTCsl IOXKM3HEHHO MMATOr€HETUYECKAs TEPAIUS JIEBOKAPHUTHHOM HAIMEHTaM
¢ T'Al ¢ uenpl0 BHIBENEHUS TOKCHYHBIX META0OIMTOB M KOPPEKIHH BTOPHYHOM
HEIOCTaTOYHOCTH KapHHuTHHA [1, 2, 7, 16, 19, 20].
YpoBeHb yoeauTeIbHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
Kommentapum: npu I'Al nabnodaemcs émopuunas HeOOCmamoyHoCms KAPHUMUHA 8 MKAHSX.
E20 nyn 6vicmpo ucmowaemcs, noOCKOIbKY OH C6:A3bl6ACMCS C 2ILYyMApPO6oll KUCIOMOIL, KOMopas
npucymemeyem y —nayuenmosé 6 Oonvuux Koauuecmeax. Ilpenapamvl,  codepocauue
Jlesokaprumun 60CROIHAIOM SMOM 6MOPUUHBLIL Oepuyum, CeA3bl6I0M 2YMAPO8YI0 KUCIOMY U
obecneuusarom ee 6vleeOeHUe U3 OPeAHU3MA 6 6UOe 2IYMAPUIKAPHUMUKA. Y OONbuuUHCMed
neneuenvix nayuenmos ¢ I'A 1 xonyenmpayus ob6we2o u c60600H020 KAPHUMUHA 6 NIA3ME U
cvigopomke kposu Huskas. Hauanvnas dosza Jlesokapuumuna cocmasnsem 100 me/ke/cymku, ona
modcem 6vime cHudicena 00 30me/ke/cymru y nayuenmos cmapuie 6 iem npu HOPpMALbHOM YPOGHE
€80600H020 KAPHUMUHA 8 KPOBU.

B Ilpunoxennn A9 CyMMHPOBaHBI OCHOBHBIE MEPOIPHSATHS, KOTOPBIE 00S3aTEIBHO

JIOJDKHBI OBITH BBITIOJIHEHBI TIOCIIC TIOATBEPKAeHU quarHo3a ['Al.

3.3 Xupypruueckoe JeueHue

e PexomeHayeTcsi XUpypruyeckoe JedeHHe CyOAypalbHBIX THAPOM U apaxHOUAAIBHBIX
KUCT, rujpouedany ¥ Ipyrux naroyoruil mauueHtaMm ¢ I'Al mo mokazaHusiM C LENbIO
CTaOMIIM3AIIMK COCTOSIHUSI IPU HeWpoXupyprudeckoi matomnoruu [7, 19, 20].

YpoBeHb yoenuTeabHOCTH pekoMenaanuii C (ypoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
Kommenrapum:  Pewenue 0  yenecoooOpazHocmu — NpoGeoeHusi  Heupoxupypeuieckoco
BMEUamenbcmed  (6eHMPUKYIONEPUMOHEAIbHOE WYHMUPOBGAHUe U 268aKyayus cyOOypalbHbIX
CKONJIeHUll 8 Mo32e Nnpu npozpeccupyrowjei. Makpoyepaiuy) npuHuUMaemcs 6 KadcooM
KOHKDEMHOM Cyude KOHCUNUYMOM epauell chneyuanucmos. Hetipoxupypeuueckas mepanus
APAXHOUOANLHBIX KUCM U CYOOYPANbHbIX cemamom )y nayuenmos ¢ I'Al dondxcna nposooumscs

KpatiHe 0CIMOPOAICHO NOO HAONI0OeHUeM 0emcK0o20 HetpoxXupypea.

e PexomeHayercsi XMpYprudyeckoe JieUeHHE KOCTHBIX  jaedopMmanuii  (TsoKenble
KOHTPAKTYypbl, BbIBUX Oeapa u ap.) mauveHtamM ¢ ['Al mo moka3aHusiM C LENbIO
CTaOMJIM3AIIMY U YITYUIICHUS] COCTOSHUSI IPU OPTOIeAnYecKoi naronoruu [2, 7, 39].

YpoBeHb yoenuTebHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 4)
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KommenrTapuu: Pewenue o yenecoobpaznocmu npogeoeHusi HetupoopmoneoutecKko2o
eMeuamenbcmea NPUHUMAEmcs: 6 KadiCOOM KOHKPEMHOM Cayyde KOHCUNUYMOM epadel
CNeyuanucmos8 ¢ coomeemcmeyrowel Koppexkyuell MemaboIuyeckux HapyweHul ¢ yeavio
npeoomepaujeHus pazeumusi Kpusd.

e PekoMenayercs nmpH IUIAHUPOBAHUU XHPYPrHUECKOr0 BMEUIATENHLCTBA MO BO3MOKHOCTH
n30eraTb TOJIONAHUS, TPUMEHATh WHQY3UU JEKCTPO3BI** W  yABOUTH JO3MPOBKY
neBokapHuTHHA [21].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbLCTB — D)
KommenTapuu: Pewenue o yerecoobpazHocmu npoeoeHus HeupoopmoneouiecKkoco
eMeuamenbcmea NPUHUMAEMcs: 8 KadCOOM KOHKPEMHOM Clyyae KOHCUTUYMOM epadeti
cneyuanucmos. Hasznauenue 0801iHOU 003bl 1€60KAPHUMUHA 8 COOMBEMCMEUU C UHCMPYKYUell-

8MOopuUdHas Heo0oCmamox KapHumuHha ujiu eco NOBLIUEHHOU nomepez}.

3.4 Uuoe Jeuenune

Jleuenue Hesponocuyeckux COCMOSAHUU NPOBOOUMCS CORNACHO COOMEEMCMEYIOWUM
KAUHUYECKUM PEKOMEHOAYUAM (He8poaocutecKue COCMOosHU).

e Pexomenayercss 1npu  BO3HUKHOBEHMM  JIMXOpagkW  Bele 38,5  HazHayaTh
noynpoden**unu napareramon**[28].

YpoBenb yoenureabHocTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 5)
Kommenrtapum: unsvie HIIBC mozym evizeams cunopom Petie.

e Pexkomenayercst mpy BOSHUKHOBEHUH MH(PEKIIMOHHBIX U HHTEPKYPPEHTHBIX 3a00JIeBaHHHA
Ha3HayaTh JIEYEHUE COTJACHO COOTBETCTBYIOUIMM KJIMHUYECKUM DPEKOMEHIAIHSIM
(uHexuuoHHble 3a0oyieBaHUsA). AHTHUOAKTEpUATIbHYIO TEpamui0 Ha3HA4YalT B
3aBUCHMOCTH OT MPE/IOoJaraeMoro MaToreHHOro areHTa B BO3PaCcTHBIX 03ax [21].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
KomMmeHTapum: npomusonokasaunus K HA3ZHAYEHUIO JI00bIX 2PYNN  AGHMUOAKMEPUATIbHbIX

npenapamog omcymcmeyom.

° Pexomenayercsi (hapMakoTepanus dKCTpaNUpPAMHUIHBIX HapyIMIEHUW MpernapaTaMyd W3
TPYIIIbl MUOPETAKCAHTOB LIEHTPAJIBLHOTO AecTBUS, nanuenTaM ¢ ['Al no nokazanusm c
IIEJIbI0 KOPPEKITUK HEBPOJIOTUYECKU Hapymienui [2,16,21, 55].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — D)
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Kommenrapumn: [Ipenapamamu nepseoii ouepedu 0/ KOppeKyuu CnacmuyHOCmuy U Mbliule4HOll
oucmonuu sensiemcs b6aknoger.  u npenapamvl u3 2pynnvl NPOU3EOOHbIE 6GEH300UAZENUHA
(Ouazenam’, Kionazenam ), HANPAGNeHHblE HA KOPPEKYUIO 2eHEPANU306AHHBIX U (POKANLHBIX
oucmonuil. Jloza npenapamos nooouparomcs UHOUBUOYAILHO CO2INACHO O0OWENnPUHAMbIM
cmanoapmam — mepanuu  HeBpoON0SUMEeCKUX — HapyuleHuu. HHmpamekanvHoe npumeHeHue
baknoghena** moorcem 6vIMb UCNONLI0BAHO NPU BLIPANCEHHBIX OUCMOHUAX U CRACTUYHOCTIU.
Ilpenapamom emopoil  ouepedu nNpu  BLIPANCEHHOM  OUCTNOHUYECKOM  CUHOPOME
cuumaromes npenapamol a1esooonul (Jlesooona+[Kapbuoonal **, Jlesooona+[bencepazud] **) u
#Tpucexcugenuoun” [55], komopuiil Haznavaemes demam é 6ospacme cmapiue 5 nem.
Obwenpunsmoiti npunyun Hasnavenus #Ipucexcughenuouna™** y doemeil ¢ oucmonuel:
cmapmoeams ¢ HU3KOU 003bl C NOCMENeHHbIM NOBbIUEHUEM KANCOYI0 Heoeno 00 YPOGHS
npubnuzumenvruo 1-2 me/xe, paszoenennvix Ha 3 npuema. Hexomopvim nayuewmam moeym
nOHA00buUmMbCs 6o/ee 8vbicoKue 003vl. [MumenbHOCmb edenus onpeoensemcs UHOUBUOYAIbHO —
OM HeCKOIbKUX Hedelb 00 Heckoabkux mecayes [59]. Hauanvnas 0oza #mpueexcugenuounra™* ne
Odoadcnua npesviiams 0,5—1 me/cym.
Hosuposku #Tpucexcugpenuouna®* y oOemeii ¢ Oucmouueu co2nacHo NpPoEeOeHHbIM
UCCTEO0BAHUAM.:
1-a neoensa: 0,05 me/xe x2p/cym
2-5 Hedens.: 0,05 me/ke x3p/cym
3-a neoena: 0,1 me/ke x3p/cym
4-5 neoena: 0,15 me/xe x3p/cym
5-a neoens. 0,20 me/ke x3p/cym
6,7,8,9 nedenu — 0,25 me/ke x3p/cym [60].
unu
1-12 neoens - 0,2 me/ke/cym — pazoenennvie Ha 3 npuema
2-51 Hedens - 0,5 me/xe/cym — pazoenenuvie Ha 3 npuema
3-1 neoens — 1,0 me/xe/cym — pazdenennvie na 3 npuema
4-1 neoens — 1,5 me/xe/cym — pazoenennvie na 3 npuema
5-a Hedens - 2,0 me/ke/cym — pazOenennvie Ha 3 npuema
6-5 Hedens — 2,5 me/ke/cym — pazdenennvie Ha 3 npuema
7-12-5 neoenu — 2,5 me/xe/cym — pazoenennoie na 3 npuema [61].
V e3pocavix ¢ oucmonueii #mpueexcughenuoun** obviuno Hauunarom c 003wl 2me x 2-3 p/cym c
HOCMeneHHbIM nogvlueHuem Ha 2me kaxcoyro 1-2 nedenu (wawe xasxicovle 2 nedenu), 00b14HO 00

oocmudcenus 21,5 me [62].
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Ilpumenenue anmuxonunepeuueckux cpeocme ciedyem O02PaHUuU8Ams 6 CBA3U C PUCKOM
NOSIGNEHUsL UL YCY2YONleHUU KOCHUMUBHBIX U ncuxuyeckux Hapywenuti [40,63].

Cnedyem yuumui8amo, 4mo 8blpaANCeHHAs CNACMUYHOCTY, 2UNEPKUHE3bl U OUCIOHUYECKUe amaKi
MO2ym  Npu8oOUMb K BbIPANCEHHOM)Y OONEGOMY CUHOPOMY U  0OeIKO0BO-IHEP2emMUUecKol
HeO0CMamoyHoCmu, Komopwvle, 6 C80K 0uYepedb, NPOBOYUpYem YCUleHUe O08U2amelbHbIX
Hapywienutl. Takum o0pazom, 6 KOMNIEKC Je4eHUsi CRACMUYHOCMU U OUCMOHUL 005A3amenbHO
OO0JIHCHBL BXOOUMb Meponpusmus OJisk NPedomsepawieHus: U Kynuposanus 601e8020 CUHOpOMA U

benkoso-sHepeemuyecko2o depuyuma, ¢ yuemom ouemudeckux ocpanuyenut [41].

° Pexomenayercsi OoTynuHoTepanust mnamueHTaM ¢ ['Al 1o moka3aHHsSM C  LENbIO
KOPPEKIUH HEBPOJOTMYESCKUI HAapyLIeHU# (AucToHuHu, ciactuaHocTH) [7, 16, 20, 39].

YpoBeHb yoenuteabHocTH pekoMenanuii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 4)
KoMMeHTapum: AnvmepHamusHbiM MemoooM JledeHUs. MANCEeNbIX (DOKANbHbIX OUCMOHUU U
cnacmuunocmu  sgasiemca bomynunuueckui mokcun muna A-eemaceiromuHuH KOMUIEKc™ ™,
Bbomyaunuueckuii moxcun muna A**.

Tepanus npoooumcs auanocuyHo MmaxKosol npu 0emcKom yepeopaibHoM napaiude

® PeKOMeH)_IyeTCﬂ Tepalung SHMUICITHICCKUX NPUCTYIIOB C MHAWBUAYAJIbHBIM HOI[60pOM
MPOTHUBOSMUWICITUICCKUX MTPCIIapaTOB MAIIUCHTAM C I'Alc LEJIBIO KOPPCKIHUH CUMIITOMAaTUKH [7,

16, 19, 20].
YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

KommenTapun: Dnunenmuueckue npucmynvl 603HUKAIOM ) HEOOIbUIO2O YUCIA NAYUEHMO8 8O
8pemsi U NOCIe NePEeHEeCeHHbIX IHYEeDATUmMono000OHbIX KPU308, Mo2ynm Obimb 0OHOKPAMHBIMU U
He nosmopsamvcs 8 danvHeliuem. B psoe ciyuaes 3a snunenmuueckue npucmynsi 6padu ouuOOYHO
npUHUMAalom epyovie cunepkuHesvl U OUCOHUYECKUe amaxu.
Coobwaemcs, umo monomepanus ¢henobapoumanom™* u okckapbazenuHom™>*  mooicem
KYNupoeams snuienmudeckue npucmynvl y nayueHmos smou xameeopuu [27, 28]. Oouaxo, 6
OonvuUHCIMBe  CYyYUaAe8 NPUMEHAIOM  NOIUMEPANU0  MAKUMU — NPOMUBOINULENMUYECKUMU
npenapamamu, Kak Jjegemupayemam™*, aamompuodicun, monupamam>*,  gdenumoun™*,
Kkapbamazenun™* u knonazenam™>* [42-47].

e He pexomenayercsi Ha3HAYCHUE MPETIAPATOB COJICH BAILIIPOEBOI KUCIOTHI** marueHTaM

¢ A1 c uenbro nmpenoTBpaIeHus yXyAlleHus coctosaus [2, 7, 16, 20, 21].
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YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — D)

KomMmeHTapum: ganbnpoamul 6b1600MCs U3 OP2AHUIMA 8 BUOE BANLNPOUIKAPHUMUHA, YMO
ucmowaem pezeps Cc800O0OHO20 KAPHUMUHA U YeHemaem pabomy ObiXamenbHoU yenu
mumoxonoputi. Hasnauenue npenapamos eanvnpoesoi xuciomol™™, maxkum obpazom, He

arcenamenvhul [21].

3.4.1 Jleyenue B nmepuoa MeTadoIu4IeCKOro Kpmusa

Heobxooumo nomnums, umo ocmpwiil 3HYedaIUmono00OHbIL KPU3 MOACEM PA3BUMbCS
npu 110060M UHDEKYUOHHOM 3a00NE6AHUU, BAKYUHAYUU UTU XUPYPSULECKUX BMEUAmenbCmedx 6
OCHOBHOM 8  go3pacme 00 wecmu jaem. Hacmopasicusaowumu  cumnmomamu,
CBUOEMENbCMEYIOWUMU O PA3BUMUL OEKOMNEHCAYUU N0 OCHOBHOMY 3A00]1e8aHUI0, AGIAIOMCA:
NnOBMOpHbIE pBOMblL, Ouapes, He8poIocUYecKUe paccmpolucmea (MululedHds 2UunomoHus/
PUSUOHOCTb, NOBbIUEHHAS. 8030YOUMOCb, MbIUWEUHAsT OUCMOHUsL, VeHemeHue CO3HaHus). Y
Ooemetl cmapuie 6 i1em puck pazeumusi OCMpuIX HeBPOI0SUYECKUX HAPYUWEHUN 80 8PeMs KPU308
CHUDICAEMCS, YMO CBA3AHO C NOBBIUEHUEM MOAEPAHMHOCMU M0324 K KOJLEOAHUAM KUCTOMHO-
WENLOUHO20 COCMOSIHUS U B030€UCMBUI0 MOKCUYECKUX MemaboIumos.

OcHosHblMU mpuecepamu 0ekomnencayuu ((hakmopamu, 8vizviearoujue pacnao Oeika) Aenamcs
e [onooanue

o Ungexyuonnvle npoyeccyi, 0COOEHHO nNpomeKaujue co peomoti, ouapeet

e Jluxopaoxa (nt060ti smuonocuu)

o /nmencugnvie usuyeckue ynpaxcHeHus

e Hapywenue ouemul (u3b6vimouroe nomped.ienue benxa)

Heobxo0umo npoeedenue muamenvHol KIUHUYECKOU OYEHKU COCMOAHUA NAyueHmd,
BKIIOYAS UBMeEpeHUe apmepUaIbHO20 0A6IeHUs U OYEHK)Y KOMbL no wkaze I nazeo npu nooo3peHuu
Ha pazeumue MemadoIuiecko2o Kpusd.

OcHOBHbIMU NPUHYUNAMU TIeYeHUs 80 8PEMS IHYEDANUMONOO0OHBIX KPU308 AGNAIOMCA:

O BOCCMAHOBNEHUE KAMAOOIUYECKO20 Cmamycd, nymem HA3HAYEHUs 8blCOKOIHEPLeMULeCKOU
un@y3uoHHOU mepanuu (0ekcmpo3a™>* 6 couemanuu ¢ UHCYIUHAMU U UX AHALO2AMIL);

O oepanuyenue 0OpPA306aHUA OPSAHUYECKUX KUCTIOM, NYMeM CHUMNCEHUS NOCMYNnieHus 6enxa
HAMypanbHblx NPOOYKMOS Uil NOAHOe UX UcKoueHue (no 803modcHocmu 8 medeHue 24 uacog
UCNONL3VIOM — MOALKO — CREeYUaIu3uposamHvle  NPOOYKMbl  HA  OCHO8e  cMecell

amunokuciom)[28];
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O 66ederue 8biCOKOO03HO20 ﬂeeoxapﬂumuna;
O  60CCMAHOBNIEHUE KUCITIOMHO-UWE/I0UYHO020 COCMOARUSA KPOBU.

IloopobHubie kKiuHuueckue u 1abopamophvle noxazamenu npusedensl 8 npunodicenuu Al0.

e PexomMenayercst KOpPpEKIUsl MAaTOTCHETUYECKON IMETOTEPANlMU M J03 JICBOKAPHUTHHA
naruenTam ¢ 'Al B meproa MeTaboin4eckoro Kpusa C eiblo CTaOUIN3aluy COCTOSTHUS
[7, 19, 20].
YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
Kommenrapun: Heomnooichas mepanusi OOIJCHA HAYUHAMBCS HEMEOEeHHO U NPOOOIICAMbCS
6ecb nepuod GeopunbHoOl IUXOpaoKu, nocie BaKyuHayuu, 00 U HOCAe XUPYpeuueckKoeo
emeuamenbcmed, 0COOEHHO Yy Nayuenmos 8 8ozpacme 0o 6 iem.
Hasnauarom svicokodosnutit iesokaprumun 150-200 me/ke/cymru (npunoscenue A10).
Jlesoxapnumun 6sooumcs enympugenno —150-200 me/ke/24 u 6 eude 2 -4 pazdenvHblx 003 UlU
ooatocno no 100 me/ke 6 meuenue 30 munym ¢ nociedyoweit MeoreHHOU 6HYMPUBEHHOU UHPY3Uell
no 4 me/ke/u. (maxcumanvHas 003a 6 2/cym).
Ecnu enympugennoe 66edenue HeB03MONCHO, 803MOdiceH nepopanvbhblil npuem 200 me/xe/cymixu

O0pobHoO.

e Pexomennayercsi nH(dy3noHHas Tepanus B crauuvoHape namueHtam ¢ ['Al B mepuon
MeTaboIMUECKOT0 KpHr3a C I[eJIbI0 IPEIOTBPAILICHHSI Pa3BUTHS TAKEJbIX HEBPOJIOTHYECKUX

Hapymienwuii [7, 19, 20].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
Kommenrtapuu: [lpu nosenenuu y 60161020 péomoi, nosviuienus memnepanypoi éviue 38,5°C,
HeBPOL0CUYECKUX PACCMPONCIE NOKA3AHA CPOYHAs 2ocnumanuzayus ¢ cmayuonap. OCHo8Hbie
NPUHYUNDBL UHMEHCUBHOU MePanuu 8 YCI08Uax cmayuonapa npedcmasiensi 6 Ipunoscenuu A10
[54]. Pannee nauano unmencusnoco newenusi no360.1sem npedomepamums pazeumue msxiceabix
Hespoo2uYecKux Hapyuenutl y boavuiuncmea nayuenmos ¢ I'Al. Buympueennas ungyzuonnas
mepanus 8KIOYAem pacmeop 0excmposzvl™* uz pacuema 8-15 2/xe/cym, uncyrunomepanuio npu
eunepenuxemuu (sviute 10 mmonv/n) u/unu emokosypuu. He credyem eozmewams nomepu
ACUOKOCMU 30 CHem IHMepPaIbHo20 numanusi (cm. npunoxcenue A10) [28].

Hngpysuonnas mepanus exnouaem:

- Buympusennoe sgedenue oexcmposzvi™*

us pacuema 8-15me/xe/cymxu (Ilpunosxcenue
Al10). B cnyuae eunoznukemuu - HemeoieHHoe 8éedeue 0ekcmposzvl™* 200 me/xe (2 ma/ke

10% oexcmposor** unu 1 ma/xe 20% oexcmpo3svl**) 6 meyenue HeCKOILKUX MUHYM.
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- Buympusennoe esedenue Jlesoxapnumuna 150-200 me/xe/cymxu. [Ipeonoumumenvho
pazeooums Jlesokapuumun pacmeopom O0eKcmpo3vl™™ unu 0006asumes 6 CYmMouHyI0
un@y3uio dekcmpozol™™.

B nepuoo memabonuueckoco Kpuza HeoOX0O0UM MOHUMOPUHZ —KIUHUYECKUX U
nabopamopueix noxazamenei (KUCIOMHO-WENOYHO20 COCMOAHUSL KPOBU, 2IH0K03d,
INEKMPOAUmMbL (KANUL, HAMPUL, KATIbYUL UOHUSUPOBAHHDBIL, XJI0p) Kadxcovle 4-6 uacos uiu
PpaHbvlle npu HaIUYUU YXyouleHus uny yayyueHut cocmosnus nayuenmam c I'Al 6 nepuoo
MemadonUuecko2o Kpu3a ¢ Yeavblo OYEHKU COCMOSHUSL U CBOEBPEMEHHOU KOppeKyuu

mepanuu.

PexomenyeTcsi MpUMEHEHHE aMHHOKHCIOTHBIX cMecel 0e3 Ji3uHa U TpunTodana (Hiu
C HHU3KHM cojepaHueMm TpunrtodaHa) BceM manueHtam ¢ ['Al B mepuon
METabOIMYECKOTO KPH3a C IEIbI0 BOCIIONHEHUS IOTPEOHOCTH B OEJIKE 3a cUeT OEITKOBOTO

9KBHBaJIEHTa 0€3 MaTOreHEeTHYECKU 3HAYUMBIX aMUHOKHCIIOT [28, 55].

YpoBeHb yoenuTeabHoCTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapumn: /Ipu nesosmodcHocmu nepopanbHo2o npuema cMecu peKoMeH008aH0 KOpMAEHUe

uepes Haaoeacmpaﬂbnbzd 30HO. HpuMeHeHue cneuuaﬂmupoeanuoﬁ cmecu Kaxk eOUHCMBEHHO20

UCMOYHUKA OeIKa 603MOJICHO 6 meueHue He Oonee 48 uacos, daiee 6 numarnue HeoOX0OUMO

88e0eHUe UCMOYHUKO8 HAMYPAIbHO20 OelKa (2pyOHOe MOIOKO, MOJIOYHAS cMech U Op.). Pacuem

coenacHo npunoxcenuio A9.

PexoMenayercsi pu pBOTE€ NIPUMEHSTH POTUBOPBOTHBIE cpeacTBa #OHOaHCETPOH™™ B

nose 0,1- 0,15 mr/kr/cyTku) B BO3PACTHBIX [103aX ¢ IEIbI0 KYIHPOBaHUs cuMnToMa [55, 56, 57,

58].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEJILCTB — 5)

Kommenrtapum: /lpunoscenue A10. Bozmoscno npumernenue opy2ux npenapamos, 001a0arouux

NPOMUBOPBOMHBIM OeLiCEUEM 8 803PACMHBIX O03UPOBKAX.

PeKOMeH)lyeTCﬂ Ipru OTCHHOM CUHAPOMC ACTUAPATALIMOHHAA TCpaIllusd (I)ypOCCMI/I,ILOM**

B BO3PACTHBIX J[03aX 10 KIIMHUYECKOW CUTYAIIMHU C IeJbI0 HOpMaIu3aluu BogHoro Oananca [55].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)
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4. MeauuuHcKasi peadMJIMTAIMS M CAHATOPHO-KYPOPTHOE Je4YeHue,
MeIMIMHCKUE TOKA3aHUS M NPOTHBONOKA3AHUS K NPHUMEHEHMI0 METOHO0B
MEJUIMHCKON peadWjJNTalMi, B TOM YHMCJI¢ OCHOBAHHBIX HA MCIOJIb30BAHUM

INPUPOAHBIX JIeYeOHBIX (PAKTOPOB

o PexoMenayercsi ydacTre crenuanucra mo (U3N4ecKod peaOWiIuTaluy NpU BeICHUH
naureHtoB ¢ ['Al g KOppeKuMM HEBPOJIOTMYECKHMX HAPYIIEHHMM @O0 TUIY JAETCKOTO
nepeOpaJpbHOro Mapainya, MEIUIUHCKOrO IICHXO0JIOra W AeeKTosiora C IeNbl0 MPOBEIeHUs

IICHXOJIOTO-TIeJaroruueckoi koppekuuu [21, 28, 48].

YpoBeHb yoenuTeabHoCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 4)
KommenTapuu: Peabunumayuonnvle meponpuamus nayuenmam c I'A1 nposooames anano2uuno
nayueHmam ¢ OemcKum yepeopaivHuelM napaiuyom. Beibop memooa peabunumayuu
ocyujecmenaiom — nocie  NOCMAHOBKU — pPeabUIumayuoHHo20  OuacHo3d  C  Y4emom
peaburumayuoHHo20  NOMeHYuala Ha  ocHoganuu  MedxcOyHapoonou  Kiaccugukayuu
@ynxyuonuposanus (MK®). Llenvio peabunumayuonHulx MepoOnpusmull A6NAemcs YiyuuieHue
@DYHKYUOHANbHBIX — BO3MOJCHOCMEU — peOeHKd, CHUMNCeHUe aKMuGHOCMU  NAmol0SUdecKux
MOHUYECKUX U JAOUPUHMHBIX peqheKcos, ycmpaHeHnue NaAmon0SUYecKUx CuHepauil u
cnacmuyHocmu, RpOQUIAKMUKA OPMONEOUUECKUX OCTOHCHEHU.

bonvwoe yucno peabunumayuoHHvlx Memooux @OU3UYECKOl HANPABIEHHOCMU CHUMYIUpYem
08ULAMENLHYI0 AKMUBHOCMb U YCUTUBAEM CEHCOPHBIN NOMOK, KOppuzsupyem no30moHudecKue
VCMAaHOoBKU, 08ucamenbHble MOMUSAYUOHHbIE U KOSHUMUBHbBLE HADYULEHUSL.

OcHo6ubiMU — HaAnpagieHUAMU  peaburumayuu  AGIAIOMCA:  usuueckas  peaburumayus
(IIpoyedypsi, HanpaesieHHble HA yMeHbuleHUe CHACMUKY, Y cyeu no MeOuyuHcKou peabuiumayuu
nayueHma c 3a601e8aHUAMU YEHMPANbHOU HEPEHOU CUCEMbl KUHe3Umepanus, 6 m.y. jeyeonas
euMHacmuka, adanmusHulti cnopm (Jleuebnas guskynemypa npu 3a001€8aHUAX YEHMPATbHOU
HEPBHOU cucmeMbl U 20J108HO20 Mo32a. Jleuebnas guskyrbmypa npu 3a6071€6aHUAX YEHMPATbHOU
HEPBHOUl cucmeMbvl U 20JI06HO20 MO32d 6 bacceline YnpajicHeHus neyeOHoOUu @Qu3KyILmypoll,
HanpasieHHvle Ha  yMeHbuleHue cnacmuky, Jlewebnas — ¢uskyremypa npu  agazuu,
ouzapmpuu, Yciyeu no MeOuyuHckou peaburumayuu oemeu ¢ He8poI02UecKUMU 3a001e8aHUAMU
Memoodamu npuKkiaoHo Kunezomepanuu), maccaxc (Maccaxc npu 3abonesanusx yeHmpaibHoU
HepBHOll cucmemMbl), annapamuas Qusuyeckas peaburumayusi ¢ UCNOab308AHUEM DUIUYECKUX
Gaxkmopoe (anekmpo, MacHumo, Yabmpazeykoeas mepanus, Bozoelicmseue nepemeHHbIM
maenumnvim nonem (IleMII), Mexanomepanus npu 3a001e6aHUAX YEHMPATbHOU HEPBHOU

cucmemsl U 20J1I06HO20 Mo032d, Po6omu3up06aHHaﬂ mexanomepanusi npu 3a0601e8aHUAX

28



YEeHMPAaNbHOU HEPBHOU CUCMEMbL U 20108HO20 MO32d, JleyebHas huskyrbmypa ¢ ucnoib308aHuem
annapamos u mpeHaxicepos npu 3a001e8aHUAX YEHMPALbHOU HEPEHOU CUCmeEMbl U 20108HO20
mo3zea, T'uopokunesumepanus npu 3a601e6aHUAX YEHMPATbHOU HEPEHOU CUCMEMbL U 20JI08HO20
mo3sea, Koppexyusa napywenus ogueamenbHol GyHKyuu npu nomowju 6Uoi02uLeckol 0opamuou
ceasu, Koppexyus HapyweHus osucamenvHOUu QYHKYyuu ¢ UCNONb308AHUEM KOMNLIOMEPHLIX
MEeXHOI02U), KOHCEPBaAmuUeHoe opmoneoudeckoe Jiedenue ¢ UCHONb308AHUEM NOCMYPAIbHO20
MeHeOdxncmenma u opmesos (Ilocobue no 60ccmMamosieHulo NO30-CMAMUYecKux @yHKYui,
Jlunamuueckas nponpuoxoppexyus, Yciyeu no meouyunckou peaburumayuu oemeii ¢ Heupo-
0pmMoneouyecKol namoao2ueti Memooamu i1eyedHo20 metnuposanus, Yciyeu no o6ciyHcueaHuro
opmoneduueckux npucnocoonenuti, Koppexyus cvemnol opmoneouueckou KOHCMPYKYuu),
Koppekyuto oucgacuu (/lewebnas ¢uskyromypa npu oucgacuu, Hunousudyarvhoe 3ansmue
JeyebHolU puskyromypoi npu oucgacuu, TpeHuposka ¢ Ouonro2uyeckol 06pPamHoll C8:3b10 NO

anekmpomuocpaguu  npu  oucgacuu), MeOUKO-NCUXOJI020-NedA20cUNECKUe  PA3BUBAowUe

COnPOBOOUMeNbHYLE MexHoI02UU, adanmayusi cpeonl (Hetiponcuxonoeuueckas
peaburumayus)[49].
. PexomeHnyeTcsi KOHCYJIbTAIlMK Jiororeaa mamueHtaM ¢ ['Al ¢ 1enbio MpoBeaeHHs

MEpOTNPHSTHIA, HAIPABICHHBIX HA YIIy4IICHUE peueBbIX GYHKINI U Koppekuuu nucharun [21, 28,

48].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 4)
Kommenrtapuii: mozym npumenamocs: Meouko-nozoneduyeckoe ucciedoganue npu oucgacuu,
Meouko-nozoneduueckoe ucciredosanue npu aghasuu, Meouko-no2oneduyeckoe ucciedosanue
npu ouzapmpuu, Meouko-noeconeduueckas npoyedypa npu oucgazuu, Meouko-1oconeduueckas
npoyedypa npu aghazuu, Meouko-noconeduueckas npoyedypa npu ousapmpuu, Meouxo-
Jl020neou4eckas MoOHANbHO-pummudeckas npoyeoypa, Meouxo-n1oeconeduueckas npoyeoypa c

UCNONIb306AHUEM UHMEPAKMUBHbLX qu)OpMCIZ/;MOHHbZX MeXHON02UlI.
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5. HpO(l)l/l.]'laKTl/lKa U JUCIIAHCEPHOEC Haﬁ.]'llOIleHI/Ie, MEAUIMNHCKHC IIOKA3aHUA U

NMPOTHUBOINIOKaA3aHUA K IPUMCHCHUIO METO/10B leO(l)I/IJIaKTI/IKI/I

C 01.01.2023 B Poccuiickoit @enepanii MPOBOJUTCS PACLIMPEHHBIN HEOHATAJIbHBII
CKPHHHUHT C LIEJbI0 paHHEH IUarHOCTUKU psijla HACIEICTBEHHBIX 3a00JICBaHMIA, B TOM YHCIE
[JIyTapoBOW auuaypuu 1 tuna.

5.1 IlpopnaakTuka

o Pexomenayercsi mnepBHYHas M INOBTOpHAs KOHCY/IbTALlMs Bpada-TEHETUKA II0CIE
ycTaHOBIIEHHs tuarHo3a ['Al mamueHTty uin ero opUIHaIbHBIM MPEICTABUTEISM C IENbIO
pPa3bsACHEHUN TIE€HETHYECKOr0 pUCKa, OOCYXKIEHUS BO3MOKHOCTEH IpEeHATaJbHOW U

NPEUMILTAHTAIMOHHON quarHocTuku [50].
YpoBeHb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapum: IIpoghunaxmuueckue Mmepbl BKIIIOYAIOM MeouKo-ceHemuieckoe
KOHCYTbMUPOBAHUE U NPEHAMANbHYIO OUASHOCMUKY, KOMOPAs Npo8oOUmMcs ¢ HOMOWDbIO
MONIEKYNAPHO-2eHeMU4ecko2o ucciedosanuss ouonmama xopuona [2,15]. Heonamanvuoiii
ckpunune 6 Poccutickoii @eoepayuu na I'A1 ne nposodumcsi.

o PexomengoBano manuentam ¢ ['Al mpoBoauTh NpOGUIAKTHYECKYIO BAKIWHAIUIO IO
HAI[MOHAJILHOMY KaJIeHJapio MPUBUBOK C COOIIOJICHHEM MEp MPEeIOCTOPOKHOCTH, B TOM YHUCIIE,
Ha ()OHE CTPOTOTO BBITOJIHCHUS TUSTHUSCKUX U JICYCOHBIX HA3HAYCHUH C ICNIbI0 (OPMUPOBAHUS
UMMYHHOH  3allUTBl ~ OpraHW3Ma OT WHQPEKIWd W  TPENOTBPANICHHS  Pa3BUTHS
sHIIEPATUTONOT00HBIX KpH30B [7, 40].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapuu: sakyunayuio yenecoobpasHo npogooums cReyuanrucmamu, UMeowumy Onvim
pabomvi ¢ nayueHmamu ¢ MemaooaUdecKuMy OONesHAMU, UTU NOO UX KOHMPOJIEM.

B nocmeaxyunansnom nepuode ciedyem npUCmanibHo Haba00ams 3a RPUSUMbIMU ¢ NOBMOPHLIM
usmMepeHuem memnepamypvl meid, 4mo HeoOX00UMO O/ He3aMeONUMEeNbHO20 HA3HAYeHUs
Jrcapononudicalowelt. mepanuu npu ouasHocmuposanuu auxopaoku >38,5°C, (napayemamon™*
unu, ubynpoghen™*). Kasicovle 2 uaca neob6xooumo nosmopHo OYeHu8ams COCMOsHUE COZHANHUS
nayuenma, noKazamenu memnepamypsbl meia u yceoeHue Kopmienus pebénkom. Eciu pooumenu
APOWLIY COOMBEMCMBYIOUYIO NOO20MOBKY, PACMEOPbl MANbMOOEKCMPUHA ULU CONOCMABUMbLE
yenegoouvie 000aBKU MOICHO 6600UMb NEPOPATLHO UMY 4Yepe3 HA302aACMPATbHbIlL  30HO,

2aCcmpocmomy Uy eloHOCMoMUIo 0Jisl 0becnedeHus 0ocmamouno2o sanaca suepeuu [28].
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5.2 IlucnancepHoe Ha0JJI0IeHue

e Pexomenayercsi onpeiereHue KOHIICHTPAIIMA aMUHOKHCIIOT B KPOBH y manueHToB ¢ ['Al ¢
LENTBI0 TPOQHIAKTHKY HEJOCTATOYHOCTH uTanus [19, 21].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTEJILCTB — 5)

Kommentapum: ObviuHo onpedenenue amuHokuciom 6 niazme kposu nayuenmam ¢ 1Al

NPOBOOUMCSL ¢ 4aACmMOmolL: Kadicovle 1-2 mecaya nayuenmam 00 200a, kazicovle 3 - 6 mecayes y

Oemetl mnaoue 6 1em, kadcowvie 6 -12 mecayes nayuenmam cmapuie 6 rem. Onpeoenerue ypoeHs

MpUNmMopana u TU3UHA HAZHAYAIOM 8CEM NAYUESHMAM NPU BO3HUKHOBEHUU NPOOIeM ¢ NUMAHUEeM

(em. TIpunoscenue Al 1. Buoxumuueckuil u uHcmpymeHmanbHulil MoHumopune nayuenmos ¢ I'Al).

e Pexomennyercsi ucciaeoBaHUE YPOBHs CBOOOIHOTO KapHUTHHA U allUJIKAPHUTUHOB B KPOBU
BceM manuentam ¢ Al st BBISIBICHUS BTOPUYHON KAPHUTHHOBOM HEeI0CTaTOuHOCTH [28].

YpoBeHb yoenuTeabHoCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapuu: Oo6viuno uccredosanue yYposHs C80000HO20 KAPHUMUHA 8 KpoGU U
AYUIKaApHUMuUHoO8 6 Kpoeu nayuenmam c¢ 1I'Al nposodumcs ¢ wacmomotii: kadxcovie 2 mecsaya
nayuenmam 00 2004, kazxcovie 3 mecaya nayuenmam om 1 200a 0o 6 rem, kasxcovle 6 -12 mecsyes
nayuenmam cmapwe 6 nem (cm. Ipunoswcenue All. Buoxumuueckuti u uHCmMpymMeHmaibHolil
MmoHumopune nayuenmos c¢ I'Al). Heobxooumo ommemums, umo ypoeeHb AUUIKAPHUMUHOB

MOooHcem noevlitamvpCsl npu HA3HAYEHUU ﬂeeompnumur;a.

e PexomeHayercsi peryisipHbli KOHTPOJb OOIIEro (KIMHUYECKOT0) aHaju3a KpOBU BCEM
HAIEHTaM C [IeJTbI0 MOHUTOPHHIa HYTPUTHBHOTO cTatyca [28].

YpoBeHnb yoenureabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

Kommentapum: O6viuno obwuii (knunuveckuti) ananus kposu nayuenmam ¢ I'A1 npoeooumcs ¢
yacmomou: Kadxcovle 6 mecsayes nayueHmam 00 6 nem, Kaxicovle 6-12 mecayes nayuenmam
cmapwe 6 nem (cm. Ilpunoocenue All. Buoxumuueckuii u UHCMPYMEHMANbHbIU MOHUMOPUHS

nayuenmos ¢ I'Al).

e Pexomenayercsi BceM TaIlMCHTaM TIPOBEACHHE aHAIW3a KpPOBHU OMOXMMHYECKOTO
o0rmIeTepaneBTHYECKOro  (CoepKaHue TIIFOKO3BI, TTOKa3aTelld  KUCIOTHO-OCHOBHOTO
paBHOBecus, 001ero 0enka, OeNKoBbIX (pakuuii, ambOymMuHa, C peakTHBHOTO OeJka, 001Iero
OnnupyOrHa, XOJeCTepUHa, TPUTIIULIEPUIOB, JIUIIOTPOTEHI0OB HU3KOW U BBICOKOM MIIOTHOCTH
(uccnenoBaHue YpPOBHS JIMIONPOTEMHOB B KPOBM), LIENOYHOH (hocdarasbl, KpeaTHHHHA,

MO4YEBHUHBI, amaHuHamuHOTpaHchepasbl (AJIT), acmaprarammHoTpanchepazsr (ACT),
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kpeaThHGOCHOKMHA3bI, KadbllMsg OOIIEro W  HOHU3UPOBAHHOIO, HATPHUS, KaJus,
Heopranuueckoro ¢ocdopa, xenesa, (GpeppuTHHA, MarHus) C LEIbIO OIEHKH COCTOSIHUS
[ICUCHHU, TI0YCK, OajaHca BAXHEWIIMX HYTPHUCHTOB IMPH JUCTOTEPAIIUH, KaJIBIUCBO-
dochopHOro 0OMeHa U BbISBICHUS OTKIOHCHHUH BaYKHBIX OMOXUMHYECKUX TMOKa3aTeaen uis
nanpHemei koppekiuu [21].

YpoBeHnb yoenutenasHocTu pekoMenanuii C (ypoBeHb J10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

KommenTapuu: O6biuno ucciedosarnue yposHs alibOYMUHA 8 KPOSU HA3HAYAIOM NAYUESHMAM NpU
B03HUKHOBeHUU NpoOiem ¢ numanuem. Hccrnedoseanus yposus kanvyus, ¢hocgopa kposu,
NEUEeHOUHBIX MPAHCAMUHA3 NPOBOOUMCS C HACMOMOUL. Kaxcovle 3 Mecaya nayueHmam 0o 200d,
Kaxcovle 6 mecayes nayuenmam om 1 2o0a 0o 6 nem, kasxicovie 12 mecayes nayuenmam cmapuie

6 iem (cm. Ilpunoscenue All. Buoxumuyeckuil u UHCMPYMEHMATbHBIL MOHUMOPUHE NAYUEHMOS

¢ ITAl).

o Pexomenayercs nposeeHue o011ero (KJIMHUYECKOr0) aHaIlu3a MOYM BCEM IMAlMEHTaM C
['A1 ¢ 1ienpi0 KOHTPOJISE Jab0paTOPHBIX MoKaszarenei [7, 34].

YpoBeHb yoenuTeabHoCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

Kommentapum: Obviuno obwuii (knunuveckuti) ananuz mouu nayuenmam c I'A1 nposooumcs c
yacmomoii: Kasxcovle 6 mecauyes nayuenmam 0o 6 nem, Kaxcovie 6-12 mecsuyes nayuenmam
cmapwe 6 nem (cm. Ipunoscenue All. Buoxumuueckuu u UHCMPYMEHMATbHBIL MOHUMOPUHS

nayuenmos ¢ I'Al).

° PexoMenayeTcsi IpoBeICHNE HEUPOPATUOIOTHIECKOTO HCCIICIOBAHUS TOJIOBHOTO MO3Ta
(MPT/KT ronoBHoro mo3sra) mamueHTam ¢ ['Al mo mokazaHusM C I€JbI0 BHU3yalU3alluu
U3MEHEHHIA TosloBHOTO Mo3ra [29, 30].

YpoBeHsb yoenutelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEJILCTB — 4)

Kommentapumn: ObOvbiuno Helipopaduonocuueckoe uUccie008aHue 20106H020 M032d NPOBOOsm
nayueHmam — npu  YCMAHOGNeHuu  OudeHo3d, 4  makdyce — Nocie  NepeHeceHHO2o
IHYedanumono0o6H020 Kpu3a, NOsAGIeHUs. NPOSPeCCUpyoueli HepoI02UYECKOU CUMNMOMAMUKY
npu  omcymcmeuu  npomugonoxazanuil  (cm.  Ipunoowcenue All.  Buoxumuueckuti u

UHCMPYMEHMATbHbLIL MOHUmMopune nayuenmos ¢ 1'A1). Hapkosz no noxazanusm.

° PexoMenayercsi UCClEeIOBaHHE MHUHEPAIbHOM IUIOTHOCTM KOCTHOW TKaHU —
(Pentrenonencuromerpusi) y mauveHToB ¢ ['Al nns TUarHOCTHKU OCTEONEHHUH, BBISBICHUS

IPYIIIBI PHCKA IO OCTEOIIOPO3Y U MPUHATHS JeueOHO-poduaakTrHaeckux mep [21].
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YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — D)
KommenTapuu: /lposooumcsa nayuenmam cmapuie 5 iem no noKa3aHusM.

° Pexomenayercsi nmpoBenaeHue aektposniedanorpadpun (3317) manuentam ¢ 'Al npu
HAJTMYUH HEBPOJIOTHUECKON CHMIITOMATHKHY JIJISl BBISIBJICHHS SMTUJICIITUYCCKON akTUBHOCTH [7, 35].

YpoBeHnb yoenurensHocTu pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapumn: ¢ mom uucne 331" ¢ sudeomonumopuneom. Ilpu omcymemeuu npucmynos — ne

peoaice 1 pasa e 20(), npu Hajaiuduu snujienmudyecKux npucmynoe- no NOKA3aHUusM.

e PexkoMeHayeTcs IIPOBEICHNE YIbTPa3ByKoBoro uccienosanus (Y3U) opranos OpromHoi
nosioctu maruentam ¢ ['A1 st BoisiBIeHHs natoyioruu neyenu [36, 52].

YpoBeHb yoenuTeabHoCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapuu: Kpamuocms npu omcymcemeuu uzmeHnenuti-ne pesice 1 paza 6 200, npu naiuuuu

namoJiocuu ne4verHu- no NOKA3AHUAM.

e Pexomenayercsi mpoBeicHHE O(TAIBMOCKOIUY TMAIUCHTaM C LEIbI0 CBOCBPEMEHHOTO
obHapyxeHust oTarbMoIornyeckoii maroaoruu [38].

YpoBeHnb yoenuTeabHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTeJILCTB — 4)

KommenTapuu: Kpamuocmo npu omcymcemeuu usmenenuti-ne pexce 1 paza 6 200, npu Haiuvuu

namoJiocuu - N0 NOKA3AHUAM.

e Pexomennyercs mnarmentam ¢ ['Al mpoBeleHHE KOPpPEKIUHM JIE4eOHOTO THMTaHUS U
CUMIITOMAaTUYECKOH  Tepamuu ¢  IeNbI0  UCKIIOYEHHUS  OEIKOBO-IHEPreTUYECKON
Henocratounoctu [1,3,7,18,1,20]

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — D)

KommenTapuu: Koppekyuio ouemomepanuu npo8oosim 8padu-2eHemuKyu uil 8pavu-ouemonocu

¢ yacmomotil p/mec na 1 200y scusnu, danee 1 p/3 mec u no nokazanusm oo 3 rem; I p 6 mec

nocne 3 1em [50, 51].

L PexoMenayloTcest mpu HaONOCHUM MalMeHToB ¢ Al ¢ 1enbio KOppeKUru Tepanuu
JMHAMHYECKOTO MOHUTOPUHTA MIPUMEHSTh MYJIbTHAMCIUTUIMHAPHBIA oaxo [28].

YpoBeHnb yoenutenasHocTu pekomenaanuii C (YypoBeHb T0CTOBEPHOCTH J0KA3aTEIbCTB — 5)
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KomMeHnTapuu: noxazanvl nepsuunvie u nosmopHvie KOHCYIbMAYUU 8pavyd-2eHemuKda, epaid-
ogpmanvmonoea,  6paua-Hegponoea,  8paua-ouemono2d, — 8pava-kapouonoeq,  J1020neod-
oeghexmonoza, paya-rHehponoea, MeOUYUHCKO20 NCUX0L02a, 8PAYA-0pmMoneod, 8pava-neouampad,
8paua-mepanesma, 8pada-Helpoxupypea, 8pava-xupypaa, epava-opmanvmonoeza, epava-JIPK, a
makdice epaveti opyeux cneyuanvHocmeti nayuenmam ¢ I'Al, umerowum umapyuenus ynkyui

coomsememayrowux opeanos u cucmem [1, 2, 7).

° PexoMenayercs 06s3aTeIbHOE HAOIOICHHE Bpaya-HEBPOJIOTra BCEM MAIlUCHTaM IS
OIICHKH TSKECTH HEBPOJIOTUYECKUX HAPYIICHUH U UX TOocieaAyoel koppekiuu [2,7,16,19,20].

YpoBeHb yoenuTeabHoCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

Kommenrapun: Yacmoimu nesponocuyeckumu ocrodichenusmu I'A 1 sensromes:

0 aKCmpanupamuousvie Hapyuienus (bonee uem 6 95% cayuaes, pazsusaiomcs nocie
nepeHecenH020 0CMpo20 MOKCUKO-MeMAaboIu4ecKo2o Kpusa),

0 onunenmuueckue npucmynsi (4-40%);

0 cyooypanvhvle kposousnusnus (10-30%);

0 08YCMOPOHHUE APAXHOUOATIbHBIE KUCTbI

o PexoMeHnayercs 00ydyeHue pouTeneil mpaBuiaM OpraHu3aluy Tepanuiu B
MEXIPUCTYIHBIN MEPUOJ U B IEPUOJT YTPO3bl META00INYECKOro Kpu3a nmanueHToB ¢ ['Al ¢
IeJIbIO IPEOTBPAIICHHS Pa3BUTHSI TOBTOPHBIX 3HIE()ATUTONOIOOHBIX KpU30B [55].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

Kommenrapum: V' pooumeneii pebenka 6cecoa Oondicna Obims RnamMamKa ¢ yKa3anuem
HEeOMIOJNCHbIX ~MEPONPUAMULl 68 Nepuod HAYUHAIWe20cs Memaboiuyeckoeo Kpusza. B
Ipunoocenuu A12 npugedenvl meponpusamus, HanpasienHvlie HA NPeoOmepaweHue pa3eumus

NOBMOPHBIX IHYeDharumonodooHvix kpu3zos [7,20].

6. Opranusanus okazaHusi MeIUIIUHCKOMW MOMOIIH

IToka3zanus AJISA IJIAHOBOM roClnuTAaJU3AIMHU B MCIUIIMHCKYIO OPraHu3anuio.

1. mpoBeneHHE TUATHOCTHKH M JICUCHUS, TPEOYIOIINE MPOI0KATEIHHOTO (JIHEBHOE WITH
KPYTJIOCYTOYHOE MPeOBbIBaHNE) MEIUIIMHCKOTO HAOMIOIEHUSI 1 MOHUTOPUHTA KIIMHUKO-
1ab0paTOPHBIX MOKa3aTeNeiH;

2. HEOOXOJUMOCTHh TMPOBEIEHUS PA3TUYHBIX BHUIOB OKCIEPTU3 WM OOCIEIOBaHUS B

MEAMIIMHCKOW OpraHu3alMd TpU HEBO3MOXKHOCTH MPOBEJIEHUS HX B aMOyJaTOPHBIX
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YCIIOBUSX (B TOM  umcrue odhopmiieHHEe  3aKIIOYCHHS  (elepalbHOTO
KOHCHJIMYMa/BpadyeOHONW KOMHCCHUH).

Ilokazanusa Al SKCTPEHHOM TrOCIMTAJIM3AIMN B MEIMIMHCKYIO OPraHU3alMIo:

1. OCTPBIC YI'POXKAOMIUE IOJIA XHU3HHU KW Pa3sBUTHUA OCJIOKHCHUM COCTOsIHHUA, B TOM YHCIIC
METa0O0IHYECKUH Kpus, Tpe6y}0ume HCOTJIOXKHOI'O JICYCHHA, B TOM YHUCJIC WHTEHCHUBHOMN
TE€paIriny, a TaKXKE KPYIJIOCYTOUHOI'O MCIUIIUHCKOI'O Ha6J'IIO,I[eHI/II/I U IPOBECACHUIA
CIiICcnuaJIbHbIX BHU0B O6CH€I[OBaHI/I$I " JICUCHUA.

IToka3zaHus K BbIIMCKE MALIMEHTA U3 METUIHUHCKONH OPraHu3alim;

1. oTcyrcTBUE yrpo3bl s )KU3HH MAIUEHTa U YTPO3bl Pa3BUTHUS OCIOXKHEHUH, TPEOYIOIINX
HEOTJIO)KHOTO JICUCHHUS TIPH 3aBEPIICHUE TUATHOCTUYCCKUX MEPOIPHUSTHIA.

2. craOunm3aims COCTOSHUS W OCHOBHBIX  KJIMHHUKO-JIAOOPATOPHBIX  IOKa3aresien
NaTOJIOTUYECKOTO  IMPOIecca, OTCYTCTBHE HEOOXOJMMOCTH B  MPOJOKUTEIHHOM
MEIUIIMHCKOM HAOJI0/IEHUU (JJHEBHOE WJIM KPYTJIOCYTOYHOE MPEObIBaHUE);

3. HeoOX0oaMMOCTh IepeBoja OOJMBHOTO B APYroe MEIUIIMHCKOE YUYPEKICHUE WU

YUPECKACHNUEC COLMUAIIBHOT'O obecreyeHus.

Oco0eHHOCTH OPraHU3aIMHI OKA3aHHUS MEIHIIHMHCKOH moMomy nanuenTam ¢ A1l

e [lammentel ¢ ['Al yacTo roCHUTANM3UPYIOTCS B OTACJIECHUE MATOJOTHM JI€TEH pPAHHETO
BO3pacTa, HEBPOJIOTHYECKOE, MH(PEKIIMOHHOE OT/ACJICHUS WIA PEaHWMAIMI0 B COCTOSHUU
SHIEPANTUTONOOOHOTO Kpu3a (NMEPBHYHOTO WM TOBTOpPHOro). IIpogomkuTensHOCTD
TOCHUTAIIU3AUUA  3aBUCAT OT CKOPOCTH BepUUKALUM JAMATHO3a, KOPPEKIHH
METa0OJMYECKUX HapYUICHUW TyTeM TMPOBEACHUS HWHTCHCUBHOM Tepanmud MW Haudaja
MaTOr€HETUYECKON TUETOTEPANNH, & TAKIKE OT CPOKOB MOSBIICHUS MOJIOKUTEIbHON JUHAMHUKA
CO CTOPOHBI LIEHTPAIBHON HEPBHOM CUCTEMBI U APYTUX OPraHOB, CKOPOCTH BOCCTAHOBJICHUS
OMOXMMHYECKHX TOKa3aTeNel U B CpeHEeM cocTaBiisieT 21 1eHb.

e [locne BBIIMCKM W3 CcTalMoHapa peOEHOK JIOJDKEH HAaXOAUTHhCS Ha dTare amOynaTOpHO-
MOJIMKTMHUYECKOTO HAOMIOACHUST y Bpada-lieauarpa, Bpada-HEBpOJIOra, Bpada-T€HETHKa,
OOJIbHBIC MAIMEHTHI C CUMITOMATUYECKON JMUJICTICUEN HYXIaloTCs B HaOJIOJCHUN Bpada-
snmienTonora. KoHCyabTalu APYrux CIENHUAINCTOB (Bpau-odTaIbMOJIOT, Bpay-OpTOMe/,
Bpau JI®K u np.) Ha3HAUAIOTCS 110 TTOKa3aHUSIM.

e E’xeromHo manmeHTaMm JOKHBI MPOXOJIUTH YIIIYOJICHHYIO JHCIAHCEPU3AIUI0 B YCIOBHSIX
JTHEBHOTO CTallMOHapa (MUIMTETHHOCTh TOCHUTanu3anuu He MeHee 10 CyTOK), e Takxke

OCYILIECTBIISIOTCS HEOOXOJMMBIE peaOMIUTAIIHIOHHBIE MEPOTIPUATHSI.
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e PeabmnmuranmoHHble  MEpONpUSTHS,  BKJIIOYaOIIKWE  JedeOHylo  (QU3KYIbTYypy H

¢du3noTepaneBTHUECKUE MPOLEAYPbl HEOOXOIMMO MMPOBOAUTE KAXK IbIe 3 MecsIa.

7. JlonojHuTeabHasi uHGopmauusi (B ToM umcie (GakTopbl, BJAMSIOIINE HA

HUCX0/1 3a00J1eBaHMSI HJIH COCTOSIHMSI)

Ecau  ouemomepanus u  npumenenue Jlegokapmumuna — Hauamo 8  Nepuoo
HOBOPOIHCOEHHOCMU 00 PA38UMUSL KIUHUYECKOU CUMNMOMAMUKU, MO Y OONbUUHCMBA NAYUEHIO8
3aboneeanue npomekaem npakmudecku oOeccumnmomuo. Ilpu Hapywenuu pexomenoayuii no
HEOMIOJHCHOMY JIeYeHUI0 MemaboIudyeckux Kpuzos 3abonesanue umeem HeOIA2ONPUAMHBLU
NPOCHO3 C pazeumuem CmMpPYKMYPHLIX UBMEHEHUll 20JI06H020 Mo32d U Hnpozpeccupyioujell

H€6p0ﬂ02ull€CK01/7 CUMNMOMAMUKU.
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8. KpHTepl/II/I OIICHKHU KaYecTBa MeHHHHHCKOﬁ nomMoIm

Kpurepum oueHku KadecTBa NEPBUYHONH MeIUKO-CAHUTAPHON MOMOIIH

Nen/m | Kpurepun oneHkH KayecTBa Onenka
BBIMIOJTHEHUS

1. BBIIIOIHEHO KOMIUIEKCHOE OIIPEIEIICHNE KOHLICHTPAllUK Ha Ha/Her
AMUHOKHCIIOTHI ¥ allUJIKAPHUTUHBI B KPOBU METOJIOM TaHJEMHOU
MaccC-CIIEKTPOMETPUH (IIPpU YCTAHOBJIEHUHU AMArHO3a)

2. BrinosiHeHO KOMITJIEKCHOE OMPEIeSICHUE COICPKaHUS Ha/Her
OpPraHMYECKUX KUCJIOT B MOY€ (IIPU YCTAHOBJIEHUM JIMArH03a)

3. BrimonHeHO MOJIEKYISIpHO-TEHETHYECKOe HccieqoBanue myranuii | Jla/Her
B rene GCDH (npu ycraHOBIeHHH MarHo3a)

4, Brinonuen npuem (0cMOTp, KOHCYIIbTaIMs) Bpaya-TeHEeTHKA Ha/Her
NIEpBUYHBIN (IIPU YCTAHOBJIEHUH JIMAarHo3a)

5. BrinonHeHo Ha3HaueHUE JIEBOKAPHUTHHA (B 3aBUCUMOCTH OT Ha/Het
MEJIUIIMHCKUX TOKa3aHUN U TIPU OTCYTCTBUU MEIUIIMHCKUX
MIPOTHUBOMNOKA3aHMI1)

6. BrinosiHeHO Ha3HAYEHUE CIENUAIIM3UPOBAHHOTO TPOIYKTa Ha/Het

J1e4eOHOTO NUTaHWA, JUIICHHOI'O JIM3H1MHAa U TpI/IHTO(i)aHa

KpnTeplm OICHKH KadJeCTBa cneunanmnponaﬂﬂoﬁ MeJIUIIMHCKOI MOMOIIH

Ne i/m | Kputepuu onieHKH KauecTBa Ouenka
BBINTOJIHEHHSI
1. [IpoBeneHo neueHne JeBOKapHUTUHOM (B 3aBUCHMOCTH OT Ha/Het
MEIUIMHCKUX MTOKA3aHUN U IIPU OTCYTCTBUH MEIUIIMHCKUX
IIPOTHUBONOKAa3aHMI1)
2. BrinosnHeHO Ha3HaUEHUE CTIENUAIN3UPOBAHHOTO MIPOAYKTA Ha/Her

JIeueOHOTO NUTaHusA, JUIICHHOI'O JIM3UHA U TpI/IHTO(i)aHa
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Kypxosa Haranus BsveciaBoBHAa — K.M.H., BeIylUMi Hay4Hblid corpyaHuxk HUN
neauatpuu u oxpanbl 370poBbs AeTedt HKI No2 ®I'BHY «PHIX um akan. b. B. IlerpoBckoro»,
wieH Coro3a nenuarpoB Poccun, uneH Acconanuy MEUIUHCKUX TEHETUKOB

3axaposa Exarepuna IOpbeBHa — 1.M.H., 3aBenyrouias jgaboparopuell HaclleCTBEHHbIX
oonesneri oomena ®I'BHY «Menuko-reHeTHUECKU HaydyHBIH HEeHTp uUM. akagemuka H.IL.
BoukoBay, uneH Poccuiickoro oOmiecTBa MEIUIIMHCKUX T'€HETUKOB, YIEH E€BPOMEHCKOro
o01iecTBa Mo U3y4yeHUIO HACIIeICTBEHHBIX Oosie3Hel oomeHa BemiecTB (SSIEM).

Ky3enkoBa Jlronmuiaa MuxaiijioBHa — npodeccop, I1.M.H., HadaubHUK [leHTpa merckoii
IICUXOHEBPOJIOTHH, 3aBEAYIOIIAs OTIACICHUEM IICUXOHEBPOJIOTMM M IICUXOCOMAaTHYECKON
naronorun OGI'AY «HayuyHblil MEIUUMHCKUI HCCIENOBATENbCKUN LEHTP 3/10POBbSl JETE»
Munsapasa Poccun, unen Accounany MEAUIIMHCKUX T€HETUKOB

Kypxuna Mapuna BiragumupoBua — H.c. ®I'BHY "Meauko-reHeTuueckuii HayuHbI LIEHTP
nM. akagemuka H.IT.boukoBay, uien Poccuiickoro oOmiecTBa MEIUIIMHCKUX TEHETUKOB

KyueB Cepreii HWBanoBuu — akagemuk PAH, mnpodeccop, na.M.H.,, TUPEKTOp
OI'BHY «Menuko-reHeTndeckuil Hay4Hblil HeHTp M. akagemuka H.I1. boukosa»", [Ipesunent
Acconmanyui MEAUIIMHCKAX T€HETUKOB

Muxaiijioa CBerjiana BurtajibeBHa — J.M.H., 3aBeNylollasi OTIEJICHUEM MEIUIIMHCKON
reaeTuk OI'BY «Poccuiickas aerckas kinHUYecKas 6oapHUIIA» Mun3apaBa Poccun
Hazapenko Jlronmuia IlaBjaoBHa — npodeccop, 1.M.H., 3aMECTUTENb AUPEKTOPA MO0 HAYIHOH
u JnedeOHOW paboTe, PYKOBOAMUTENh JAa0OpaTOpUM HacleACcTBeHHOW marojgorun HUNU
MeauInHCcKor reaetuku, Tomckoro HUMMU, unen Acconpanun MeTUIMHCKHX TSHETUKOB
Hukonaesa ExarepumHa AJjieKCaHAPOBHA — JM.H., IJIABHBI Hay4HbId COTPYIHHK,
PYKOBOJUTENb OTIEICHUS HACIEICTBEHHBIX M BPOXKIEHHBIX 3a00JIEBaHUN C HapyIICHHEM
ncuxukn HaydHO-uccnenoBarenbCeKoro KIMHWYECKOTO WHCTUTYTA NEAUaTpPUM UMEHH aKal.
IO.E. Benptmesa I'bOY BIIO PHUMY wnm. H.M. IluporoBa Munsnpasa Poccnn, unen
Acconuanuy MEeIMIIUHCKUX T€HETUKOB

IMeyaTnukoBa Haraabsa JleonugoBHa — pykoBoautenb ['opoxackoro Llentpa opdanHBIX U

ApYrux peakux 3adoneBanuii y aereit u nmoapoctkoB ['bY3 «Mopozosckas AI'Kb JI3M»
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IIymkoB Ajekcanap AJiekceeBHY — K.0.H., BEAYIIHMH HAay4HBIH COTPYIHHUK JIaOOpaTOPUH
MOJICKYJSIPHOM TEHETHKHM U KiIeTouHoi Owonorun OI'AY «HayuHblii MeIMIIMHCKHIA
HCCIIE0OBATENIbCKUM IIEHTP 3J0pOoBbsl jerei» MunsapaBa Poccuum, uineH Accouuanuu
MEIULHUHCKUX T€HETUKOB

Penuna CBeriiana AdanacbeBHa — K.M.H., Bpau-reHeTUK OI'BHY "Menuko-reneTnyeckuit
Hay4yHBIA eHTp uM. akagemuka H.IT.boukosa ", wien Poccuiickoro oGmiecTBa METUITMHCKUX
IEHETHUKOB, WIEeH ACCOLMallMi MEAULIMHCKUX TeHEeTUKOB (AMI).

CaBoctbsinoB Kupuian BuxkropoBuuy — k.0.H., HavyanbHuK lleHTpa (yHmamMeHTambHBIX
uccnenoBanuii B nenuatpun OI'AY «HayuyHblii MEIMUMHCKUN MCCIEIOBATEIbCKUN LEHTP
3710poBbs AeTei» MunsapaBaPoccun, uien Accounanuy MEIULIMHCKUX TeHeTUKOB (AMI).
CeupunoBa Bajepusi BajepbeBHa — Bpay-T€HETHK OT/€JIa OpPraHU3aIlud MEIUIIMHCKOU
nomoun GI'BHY «Menguko-renernyeckuii HayuyHbld LeHTp UM. akaaemuka H.II. boukoBay,
M.H.c Jabopatopuun myTareneza @OI'BHY «Meauko-reHeTHUeCKU HAYYHBIH LIEHTP
uM. akagemuka H.I1. boukoBa»

CenumzsinoBa Jluwimsa PoGeproBHa — k.M.H., 3aBeaytomas otaenom HUW neauarpum u
oxpanbl 310poBbs fereid HKI[ Ne2 ®T'BHY «PHIX um akan. b. B. IlerpoBckoroy, J01eHT
kadenpel nmeauarpuu U gerckoit pesmartoioruu PIAOY «llepsbiit MI'MY um. U. M.
CeuenoBa» Mun3zapaBa Poccunm  (CedeHoBckuil ~ YHUBEpPCHUTET), JOLEHT  Kadeapsl
¢dakynbpTeTckoi neauarpuu neauarpuueckoro daxyiasrera ®I'bOY BO «PHUMY um. H. .
ITuporosa» Munsapasa Poccun, wien Coro3a neguatpos Poccun

CvmupnoBa Ouabra SIkoBiaeBHa — Bpau-T€HETHK, CTAPLIMN HAYYHBIM COTPYAHHMK OTAENA
CTaHJApTU3AIlMU W M3y4YeHUs OCHOB nokaszarenbHoi Menuuuuabl HKI[ Ne2 ®I'BHY «PHIIX
uM. akaj. b. B. IlerpoBckoro»

CnapOep Ilerp AHapeeBHY — K.M.H., M.H.C. JJaopaTopuu (PYHKIIMOHAILHON T€HOMHUKH
OI'bHY "MTI'HII", Bpau renetuxk @OI'BHY "MI'HII", unen Poccuiickoro o0miecTsa
MEUITMHCKUX TEHETHKOB

CrtpokoBa Tarbsina BuxkrtopoBHna — n.Mm.H., npodeccop PAH, 3aBenyromas otneneHueM
MeUaTPUUECKON TracTpOIHTEPOJIOruu, remnaronoruu u aueronorud Knunuku GI'BYH "OUILL
MUTaHUS ¥ OMOTEXHOJIOTHH"

Cyo0orun /Imurpuii MuxaiiaoBuu — Bpau-reHeTuk PI'BHY «Menuko-reneTnueckui
Hay4yHbIN HeHTp uM. akagemuka H. I1. boukoBay, uinen Accounanuym MEIUIIMHCKUX T€HETUKOB
®enoceenko Mapuna BiaauciaBoBHa — K.M.H., 3aBEeIyIOIIAst OTJEIOM pa3pabOTKU HAyIHBIX
MOAXOJAOB K HWMMYHHU3AIlMM TAIMEHTOB C OTKJIOHEHUSIMH B COCTOSHHHM 3J0POBbS WU

XPOHUYECKHMHU OO0JIe3HSAMU, BEAYIIMH HAy4YHBIN COTpYAHUK, Bpad-niequarp HUU nenuatpuu u
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oxpansl 3710poBbs Aeteit [IKb PAH MunuctepcTBa Hayku 1 BeIciiero oopazoBanus Poccuiickoii
@enepanun, TouUEHT Kadeapsl (akyIbTETCKOW MNEAMAaTPUU MEAUATPUYECKOTro (haKylIbTeTa
OI'bOY BO «PHUMY um. H.U. IMTuporoBa» MunzapaBa Poccuu, wien Coro3a neauaTpos
Poccun

®ucenko Anapei IlerpoBuu — mpodeccop, a.M.H., gupektop PI'AY «HMUILL 310poBbs
nereit» MunsapaBa Poccun, I[lpesunent IIpodeccronanbHoi 00IIECTBEHHONW OpraHU3aIliH
(acconmanuu) nerckux Bpauyedl «MHuMLMAaTMBa CHENUAINCTOB NEAMATPUM M HEOHATOJOTHMHU B

Pa3BUTHHU KIIMHUYCCKUX ITPAKTUK» 110 BOIIPOCaM II€AUaTPpHH.

ABTOpBI MOATBEPKAAIOT OTCYTCTBUE (PUHAHCOBOW MOJACPKKU/KOH(DINKTA HHTEPECOB,

KOTOPBI HEOOXOAMMO 0OHAPOIOBATH.
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IIpunoxenue A2. MeTonoJiorus pa3spadoTKi KJIMHHYECKHUX PEKOMEH A i
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15.
16.

IleseBasi ayIUTOPHA JAHHBIX KJIMHHYECKHX PEKOMEHIAIMIA:

Bpauu-reneruku;

Bpauu o6meit BpaueOHON MpaKTUKH (CeMEHHbIe Bpayn);
Bpauu- nequarpsr;

Bpaun-tepanesTsl;

Bpauu-nuerosnoru;

Bpauu-nespouiory;

Bpauu-opransmornory;
Bpaun-TpaBmMaTonoru-opToneasl;

Bpa‘lI/I'SHI/IHeHTOHOFI/I;

. Bpaun-nicuxuarpsr;

. Bpaun-nedponoru;

. Bpauu ¢pyHKIIMOHANBEHOM TUArHOCTUKY;
. Bpauun-mabopatopHoii reHeTHKH;

. Bpauun knmuHudeckoii 1a00paTOpHOM TUAarHOCTHKHY;

Crynentsl MmenuuuHCKuX BY30B;

OOGyuaromuecst B OpJuHaAType.

Ta6auna 1 [Ikana oneHku ypoBHe#l gocToBepHOCTH qoka3arenbcTs (Y I /1)mia mertonos

JANarHoOCTHUKH (I[I/IaFHOCTI/I"IeCKI/IX BMeI_HaTeJ'IBCTB)

YA Pacuu¢pposka

1 Cucremarndeckue 0030pbl UCCIENOBAHUI C KOHTpOJeM pedepeHCHBIM METOJO0M WIIU
CUCTEeMAaTUYeCKUN 0030p paHIOMHU3UPOBAHHBIX KIWHUYECKHX HCCIEAOBAHUNA C
MPUMEHEHHEM MeTa-aHalu3a

2 OTnenbHbIE MCCIENOBAHUS C KOHTPOJEM pepEepeHCHBIM METOJOM HWJIHM OTAEIbHbIE
PaHJIOMU3HPOBAHHBIE KIMHUYECKHUE WCCIEAOBAaHUS U CHCTEMaTHYeCKHe 0030pHI
WCCIIEIOBaHMIA JTFOO0TO JH3aifHa, 32 UCKIFOYEHUEM PaHIOMU3UPOBAHHBIX KIMHHYECKHX
WCCIIeIOBAHH, C TPUMEHEHUEM MeTa-aHaJIn3a

3 HccnenoBanust 0e3 TMOCIEIOBATEHHOTO KOHTPOJS pePEepeHCHBIM METOJ0M WU
UCCIIEIOBAaHUsI C pepEepeHCHBIM METO/J0M, HEe SBISIOMIMMCS HE3aBUCHUMBIM  OT
HCCIIeTyeMOr0 METOJa WM HepaHIOMU3HPOBAHHBIE CPaBHUTEIbHBIC MCCIIECOBAHUS, B
TOM YHCJI€ KOTOPTHBIE UCCIIEOBAHUS

4 HecpaBHuTenbHBIE HCCIIEIOBAHUS, OMTUCAHUE KIMHUYECKOTO CTy4ast

5 Nwmeetcs nuib 060CcHOBaHUE MEXaHU3Ma JCHCTBHS UM MHEHHE SKCIIEPTOB
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Tabauna 2. [llkana oeHKH ypoBHEH TOCTOBEpHOCTH qokaszarenbet (Y 1) meTomnoB
PO UIAKTUKH, JICUCHUS U peadriuTanuu (MpoQuiIakTHIeCKuX, JIeUeOHBIX, peaOMITUTAIIMOHHBIX

BMEULIATEIbCTB)

YA Pacun¢poska

1 Cuctemarnueckuii 0630p PKU ¢ npumeHeHnemM meTta-aHanmn3a

2 | Ormenpabie PKU u cucremaTmdeckne 0030pbI UCCIIEOBaHMA JTIOOOTO Au3aiiHa, 3a
uckimouenneM PKU, ¢ npuMmenennem merta-aHanusa

w

HCpaH,I[OMI/ISI/IPOBaHHI)Ie CpaBHHUTECJIbHBIC UCCIICAOBAHN, B T.4. KOTOPTHBIC HCCIICAOBAHUA

4 HCCpaBHI/ITeJIBHLIe HUCCIICA0BaHMA, OIMMCAHUEC KIIMHUYCCKOTO Cliydasd HWJIM CCPUU CIIYydacB,
HCClICa0BaHUsA ((CJ'Iy‘I&fI-KOHTpOJ'IB»

5 | Umeercs numb 0OOCHOBAaHME MeEXaHHM3Ma JEWUCTBHS BMEILIATENbCTBA (JOKIMHUYECKHE
UCCJIEIOBaHMsI) WJIM MHEHHUE 3KCIIEPTOB

Ta6auuna 3. [Ikana ouenku ypoBHel yoenutenbHOCTH pekoMeHaanuii(Y YP) nins Mmeto1oB
npoQUIaKTUKK,  JAUArHOCTUKM,  JieyeHUs U peabuimutaimu  (IpouiIaKTHYECKUX,
JTUAarHOCTUYECKUX, JICUEOHBIX, PEaOMINTAIIMOHHBIX BMEIIATEIbCTB)

YYP Pacuugposka

A CunpHas pexkoMeHanus (Bce paccMaTpuBaeMmble KpuTepud 3S(H(HEKTUBHOCTH
(McXopl) SABISIOTCS BaXXHBIMH, BCE HCCICJOBAHUS HMMEIOT BBICOKOE WIIU
yIOBJIETBOPUTEIFHOE  METOJIOJIOTUYECKOE  KAaueCTBO, WX  BBIBOJABI IO
WHTEPECYIOMINM HCX0JIaM SIBIISTFOTCS] COTIIACOBAHHBIMH )
B YcnoBHas pekoMeHaanus (He BCe paccMaTpuBaeMble Kputepuu 3(h(HeKTHBHOCTH
(MCcXopl) SIBIAIOTCS BaXXHBIMH, HE BCE HCCIEAOBAHHS HMMEIOT BBICOKOE WU
yIIOBJIETBOPUTEIHFHOE METOAOJIOTHYECKOe KadeCcTBO W/WIM WX BBIBOJBI IO
WHTEPECYIOMINM MCX0JIaM HE SIBISIFOTCS COTJIACOBAHHBIMHN )
C Crnabast pekoMeHanus (OTCYTCTBUE JTOKA3aTEJIbCTB HAJUICKAIIEr0 KadyecTBa (Bce
paccmarpuBaeMble KpUTepUH dPPEKTUBHOCTH (UCXOJIbI) SBISIOTCS HEBAKHBIMH,
BCE MCCIIEJIOBAHUS HMEIOT HH3KOE METOI0JIOTHYECKOE KaueCTBO M UX BBIBOJBI 110
WHTEPECYIOMIMM UCX0JIaM He SBIISIOTCS COTJIACOBAHHBIMHU)

ITopsinok 00HOB/ICHHS KIMHUYECKHX PEKOMEHIAIHIA.

MexaHu3sM  OOHOBJIEHMS ~ KIMHUYECKMX  PEKOMEHJAlUMi  IpeaycMaTpuBaeT  HX
CUCTEMATUYCCKYIO aKTyaJIn3allhui0 — HE PEKE YEM OJJHMH pa3 B TpH roaa, a TakKXxe Ipu MOsABJICHUA
HOBBIX JAaHHBIX C IO3ULMM JOKA3aTE€IbHONM MEIULMHBI II0 BOIPOCAM AUArHOCTUKH, JICUCHHS,
OpopMIAKTUKA M peaOWIMTallMM KOHKPETHBIX 3a0o0JieBaHMM, HaJIU4YUU OOOCHOBAHHBIX

JIOTIOTHEHU/3aMeuaHuil K panee yrBepxk1€HHbIM KP, HO He yaie 1 pa3a B 6 Mecs1eB.
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Hpnnomeﬂne A3. Cl'lpaBO‘lele MaTEpuaJibl, BKJIKOYasgd COOTBETCTBUEC

NOKAa3aHuM K NMPUMEHEHNTI0 " HpOTHBOHOKﬂCBﬂHHﬁ, croco0oB NMPUMEHECHUA U

10.

103 JIEKAPCTBEHHBIX MPeNnapaToB, HHCTPYKIUM 10 NPUMeHEHUI0

JJEKApPCTBCHHOI'0 IIperiaparTa

®enepanbHbIii 3aKoH "O0 0OCHOBaX 0XpaHbI 30pOBbs rpaxaad B Poccuiickoit denepannn”
(N 323-®3 o1 21.11.2011).

[TocranoBnenue IlpaButensctBa PO ot 30 urons 1994 r. N 890 "O rocymapcTBEHHOM
HNOJICPKKE Pa3BUTHS MEAULMHCKOW MPOMBIIIJIEHHOCTH M YIY4IIEHUH oOecredyeHus
HaCEeJICHUS U YUPEKICHUHN 37]paBOOXPaHEHNUS JIEKAPCTBEHHBIMU CPEJICTBAMM U U3/IEIHUAMU
MEIULMHCKOr0 Ha3HaueHHs" (¢ U3MEHEHUSIMU U JJOIIOJIHEHHUSIMHU)

[Tpuka3z Munsapasa Poccuu ot 21 anpens 2022 roga Ne 274n «O0 yrBepxkaenuu [lopsaka
OKa3aHMs MEIUIMHCKOIN OMOIIM MAI[MEHTaM C BPOXKIEHHBIMU U (WJIN) HACJIEICTBEHHBIMU
3200JI1eBaHUAMU

[TocranoBnenue IIpaButensctBa ot 26 ampens 2012 r. Ne 403 "O mnopsiake BeaeHUS
denepanbHOr0 perucTpa JMll, CTPAJAIOIIUX KU3HEYTPOKAIOIMUMH U XPOHHUUECKUMHU
IPOrpecCUpyroMMU  peaKUMU  (OpdaHHBIMU) 3a00JIEBaHUSAMH, MPUBOMSAIUMH K
COKpALICHUIO MPOJOLKUTEIbHOCTH XU3HU TPaXJaH WM UX HHBAJIUIHOCTH, U €ro
pPErHOHAJIILHOTO cerMeHTa"

[Ipuka3z Munzapasa Poccuu ot 10 mas 2017 r. Ne 2031 «O06 yTBEpKI€HUU KPUTEPUEB
OLIEHKH KauyecTBa MEJAUIIMHCKON TOMOIIIH )»

[Tpuxkaz MuHucrepctBa 3apaBooxpaHeHus Poccuiickoit  ®epeparuun ot 15
nexabpst 2014 r. Ne 8341 «OO0 yTBep)1eHUN YHU(DUIIUPOBAHHBIX (OPM METUITTHCKON
JOKYMEHTAllM{, MCIOJb3YEMbIX B MEIMWLIMHCKUX OpraHU3alusiX, OKa3bIBAIOLIUX
MEIUIMHCKYIO MTOMOIIb B aMOYJIaTOPHBIX YCIOBUSX, U MOPSJIKOB IO UX 3aMOJTHEHHUIO»
[Tpuka3 Munznpasa Poccun ot 12 Hos0pst 2021 1. Ne 10511 «O0 yTBepKI€HUH TOPSIIKa
Ja4yy UHPOPMHUPOBAHHOTO T0OPOBOJIBLHOTO COTJIACHS Ha MEIULIMHCKOE BMEIIATENIbCTBO U
0TKa3a OT MEAMIIMHCKOIO BMEUIaTeIbCTBA, POPMBI HHOOPMUPOBAHHOTO JOOPOBOJIILHOTO
corjacusi Ha MEIUIMHCKOE BMEIIATeNbCTBO M (OpPMBI OTKa3za OT MEIAMIIMHCKOTO
BMELIATEIbCTBA»

ITpuka3 Munsapasa Poccun ot 24 Hos6ps 2021 r. Ne 10941 "O6 yTBEep)KaAeHUM MOPSIKA
Ha3HAUYEHUS JICKapCTBEHHBIX TIpemnapaTtoB, (opM penentypHbIXx OJIaHKOB  Ha
JIEKapCTBEHHbIE Mpenaparhl, MOpsjaka o(GOpMICHUs YKa3aHHBIX OJIAHKOB, UX y4yeTa U
XpaHeHus1, popM OJAaHKOB PELENTOB, COASPKAIMX Ha3HAYCHHE HAPKOTUYECKUX CPEICTB
WM TICUXOTPOIHBIX BEIIECTB, NOPSAAKA UX U3TOTOBJIECHMS, PACIIPEIEICHUS, pETUCTPaLHH,
y4yeTa M XpaHeHUs], a TaKkxKe MpaBuiI ohopMiIeHUs OJIaHKOB PELENTOB, B TOM YHcie B (hopme
3JIEKTPOHHBIX TOKYMEHTOB"

ITpuka3z MunzapaBa Poccuu ot 16 mas 2019 r. Ne 302 "O6 ytBepxnenun Ilopsaka
MIPOXO’KJCHHUSI HECOBEPIIEHHOJIETHUMHU UCIIAHCEPHOTO HAOIIOJEHHS, B TOM YHUCIIE B
nepuoj; 00y4eHHsl 1 BOCIUTaHMs B 00pa30BaTeIbHBIX OPraHu3alusix

Pacniopsxenue IpasutensctBa PO ot 31 gexabps 2018 r. Ne 3053-p "O6 yrBepx)aeHUH
nepeyHel MeAUIIMHCKUX U3eNni, UMIUTAHTHPYEMBIX B OPraHU3M YeJIOBEKa PU OKa3aHUU
MEIULMHCKON MOMOILIM B PAMKax MPOrpaMMbl TOCYJapCTBEHHBIX rapaHTHH OeCIIaTHOrO
OKa3aHMs TpaXkJaHaM MEIUIMHCKOM IOMOIIM M OTIYCKaeMbIX IO peLenTaM Ha
MEIULMHCKUE U3/IeNIUs TIPU MPEA0CTaBICHUH Ha0opa COIMATIbHBIX yCIayr"
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11.

[Ipuka3z MunuctepctBa 3apaBooxpanenusi PO ot 6 utons 2013 r. N 354u "O nopsnake

IIPOBEJIEHUS NIATOJIOr0AHATOMMUYECKUX BCKPBITUH" (3aperucTpupoBaH MHHHCTEPCTBOM
toctuimu Poccuiickoii @enepanuu 16 nexadps 2013 r., peructparuonasiii N 30612).

HNudopmanus o JekapcTBeHHBIX cpeacTBax: https://grls.rosminzdrav.ru/

OcHOBHbIEe HOPMATHBHO-TIPABOBbIE AKTHI, PeryJIMpYIolHe 0KA3aHue

NaJJIHATUBHOMH MeINIUHCKON IMMOMOIIH

1.

®enepanbubiii 3akoH "O BHeceHMM HM3MeHeHul B dDenepanbHblii 3akoH "OO OCHOBax
OoXpaHbl 3J0poBbsi Tpaxaan B Poccuiickoit ®exepauuu" 1no BOmpocaM OKa3aHUs
NauIMaTUBHON MemumuHckor momoru" ot 06.03.2019 Ne 18-D3.

[Tpuxa3z MunsapaBa Poccun Ne 345H, Muntpyna Poccun ot 31.05.2019 Ne 3721 «O6
YTBEPKACHUM TOJOXKEHUSI 00 OpraHu3aluu OKa3aHWs MaNIMaTUBHOM MeIUIUHCKON
MOMOIIIU, BKJIIOYAs MOPSA0K B3aUMOJICUCTBUS METUIIMHCKUX OpraHU3alluii, OpraHu3alui
COLIMATILHOTO OOCTY)KUBAaHUS U OOIIECTBEHHBIX OObEIMHEHUH, WHBIX HEKOMMEPYECKUX
OpTaHMU3aIi, OCYIICCTBIISIOIINX CBOO JISATEIIBHOCT B Chepe OXPaHbI 3JOPOBHS.
[Tpuxa3z Munzapasa Poccun Ne 348u ot 31 mas 2019 roga «O0 yTBep:KIEeHUU MEPEUHS
MEIUIIMHCKUX W3JEINi, TpeIHa3HAYCHHBIX [UIsl TOJJEpKAHUS OPraHOB M CHUCTEM
OpraHu3Ma 4eJ0BEeKa, PEAOCTABIAEMbIX JJI UCIIOIb30BAHUS HA IOMY.

[Tpuka3z Munznpasa Poccun Ne 5051 ot 10 utonsa 2019 rona «O6 yreepxknenuu [lopsiaka
nepesayd OT MEIULMHCKON OpraHM3allM MalueHTy (€ro 3aKOHHOMY IPE/ICTaBUTEINIO)
MEAMIIMHCKUX W3JICIHNA, TpeIHA3HAYCHHBIX YIS TMOMAJCPKaHUs (YHKIUH OpPraHoB H
CHUCTEM OpraHM3Ma YesoBeKa, /ISl UCII0JIb30BAaHUS Ha JJOMY ITPU OKa3aHUH MaJJTMaTUBHOU
MEUITUHCKON TOMOIIIH.

[Tpuka3z M3 P® Ne 831 ot 3 oktsa6ps 2019 roga «O0 yTBep)KIAEHHUU BEIOMCTBEHHOU
eneBo mporpamMmbl  «Pa3BUTHE CHUCTEMBl OKa3aHUS MNAJUIMATUBHOM MEIMIIMHCKOMN
MTOMOIILIN.

Hpoqne HOPMATUBHO-NIPABOBbIC JOKYMCHTbLI, C Y4Y€TOM KOTOPLIX pa3p360TaHbI
KIHHHYECKHEC PEKOMEHAAIUN

6.

7.

10.

11.

12.

MexnyHapoaHas Kiaccu@ukanus OoJie3HEW, TpaBM U COCTOSHUN, BIHSAIOIIMX Ha
3noposbe (MKB — 10);

[Tpukaz M3 P® ot 2 mast 2023 1. Ne 2058 «O0 yTBEp»K/I€HUH HOMEHKJIIATYPhI JOJDKHOCTEH
MEIUIIUHCKUX PaOOTHUKOB U (papMalleBTUYECKUX PAOOTHUKOBY.

[Tpuxa3z M3 PO ot 23 urons 2010 r. Ne 5411. Enunbiii kBanuQUKaMOHHBIN CIIPaBOYHUK
JIOJDKHOCTEH pYKOBOJIUTENEH, CIeMaINCTOB U CIyXKalluX, paznen KpanudukanuoHHbie
XapaKTepUCTUKU JOKHOCTENH paOOTHUKOB B cpepe 3JpaBOOXpaHEHHUS.

®epnepanbHblil 3ak0H 0T 25.12.2018 Ne 489 489-D3 «O BHeceHnH u3MeHEeHH B cTaThio 40
®enepanbHoro 3akoHa "OO0 00s3aTeNTbHOM MEIUIIMHCKOM CTpaxoBaHHMU B Poccuiickoii
Oeneparun" u @Denepanbhblii 3akoH "OO0 OCHOBaxX OXpaHbl 370POBBS TIpaxJIaH B
Poccutickoit @enepanuun’ 1o BONpocaM KIMHUYECKUX PEKOMEHTalA».

[Tpuka3 MunszapaBa Poccun Ne 103n ot 28.02.2019 1. «O06 yTBepkIeHHH MOpsAAKa U
CPOKOB pa3paboTKH KIMHUYECKUX PEKOMEHAAlNN, UX MepecMoTpa, THIOBOM (HOpMBI
KJIMHUYECKHX pPEKOMEHJAlMi U TpeOoBaHM K HUX CTPYKTYpe, COCTaBy M HaydyHOU
000CHOBAHHOCTH, BKJIFOUa€MOM B KIIMHUYECKUE PEKOMEHAAINH HH(OPMALIUN».

[Tpuka3 Munznpasa Poccun ot 13.10.2017 N 804n "OO yTBep:kIeHMH HOMEHKIATYPHI
MEJIUIIUHCKUX yCIyr".

ITpukxa3z MunucrepcTBa Tpyaa U couuanbHoi 3amuTsl PO ot 27 aBrycra 2019 r. n 5851
"O xnaccUpUKAIMIX M KPUTEPUSAX, MCIOJIB3YEMbIX IPHU OCYILECTBICHUH MEIUKO-
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13.

14.

15.

COLMAIBHOM 3KCIIEPTU3bI TPaKIaH (enepaabHbIMU TOCYAapCTBEHHBIMH YUPEKICHUIMU
MEJIUKO-COIIMATILHOM SKCIEPTU3HI";

IIpukas MuHuCTEpCTBAa 3APAaBOOXPAHEHMS U COLUAIBHOIO pa3BuTHs Pocculickon
Qenepann «O  MOpsJIKE NPUMEHEHHUS JIEKApCTBEHHBIX CPEACTB Yy OOJBHBIX IO
JKU3HEHHBIM MoKa3zanusam» ot 9 aBrycra 2005 r. Ne 494

Undopmannonnoe mnucbMo MunznpaBa Poccun 10 BO3MOXHOCTH — 3aKYIKH
JIEKapCTBEHHOI'O npernapara 1o TOProBOMY HauMEHOBAHUIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-
informatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-
torgovomu-naimenovaniyu);

Pacnopsoxenue IIpaButenscrBa PO ot 11.12.2023 N 3551-p «O0 yrBepKIeHUH MTEpEeUHs
CHEIHAIM3UPOBAHHBIX MPOIYKTOB JIEYEOHOT0 MUTAHUS VI JeTeH-UHBATUI0B)
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Ipuiaoxenue A4. KIMHHUKO-TMATHOCTHYECKHE KPUTEPUH, NO3BOJIAIONINE 3aN0I03PUTH

LJIYTAPOBYIO anmaypuio Tum 1 [16]

rapa

BepositHOCTB Huskas YMepeHHas Beicokas
JIMarHosa
Knuanueckue | -Makpouedanms; -Peite-nonoOubIe -Ocrpas sHuedanonaTus
KpUTEpHUH -Brictynaromue AMU30/bI (OCTpas -IpOrpeccCUpyoIIne
JT00HBIE OYTpHI; MeTaboIIecKas JKCTpanupaMuIHbIe
-Hapymenus sHuedamonaTus) HapyIIEeHUS
BCKapMJIMBaHUS -3HIEPATUTONOJ00HBIE -opodanuanbHbIe
-3agepxka SMU30/bl, JTUCKUHE3UU
JIBUTATEIIEHOTO -TUTIEPKUHETHYECKAsT
pa3BUTHUA (dbopMma geTckoro
1epedpaIbHOTO
napanuya.
-[IEpUOINYECKAs aTAKCHS
CeMeNHBIN Cunapom «BHE3aITHOU Hannune B cembe
aHaMHe3 CMEPTHU MJIAJICHIA» WU 00JBHOTO C
He orsromen CMEpTEeNbHBINA UCXOM OT MOJITBEP K IEHHBIM
HEKYIUPYEMBIX cypopor | nuarHo3om I'A tum 1,
B CEMbE HAJIMYUE CMEPTEIHLHOTO
UCXOJa B CEMbE OT
OCTPOT0 CUMMETPUYHOTO
HEKpo3a 0a3aIbHBIX
T'aHIJINEB
Hetipopanuo- | -atpodust/runomnasust | -CyoaypanbHbie -JIoGHO-BUCOUHAS
JIOTHYECKUE | TIOOHBIX OTJIENOB CKOTLJICHUS atpous
KpUTEpUU -3a7IepKKa -aTpous/TUNoIIa3usl TOJIOBHOTO MO3ra,
MUETUHU3ANN BHUCOYHBIX OTJIEJIOB -M30JIMPOBAHHBIE
-BEHTPUKYJIOMET AN -NeiKoIHIIePaIomaTus CUMMETPHUYHBIE HEKPO3BI
-pacimpeHue (moapocTKH, B3pOCIIbIE) 0a3aJbHBIX FAHTJINEB
cy0apaxHOMIATbHBIX -U30JIMPOBAHHOE (6meqHOTO MIapa U
IPOCTPAHCTB nopaxeHue 0JIeJTHOro XBOCTAThIX S7€EP)
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Hpuaoxenue AS5. Heiipopaaunogornyeckne wusmenenuss (MPT) rogoBHoro mosra v

MAIMEHTOB ¢ [JIYTApoBOii amuaypuei Tan 1

2003,09-18 16:37:35

Pucynox DQdexT «HaaKyIeHHOTo sI070Ka» UITN «KPBUTHEB JIETYUEH MBI, HEKPO3bl B 00JIACTH

0a3abHBIX TAaHTIUEB [2]
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11 M 3086
{2Wgay 2006

9

Pucynok. CyoaypanbHble reMaToMbl [2]

Ilpuaokenue Ab. ClIeIII/IaJII/I3I/IDOBaHHbIe INPOAYKTHI HA OCHOBC aMMHOKHUCJIOT 0€3 IN3HHA U

T[!HHTOQaHa

HaumenoBanue benok Kup, | YrneBoapl, | DHepreTuyeckas Bo3spacrt
MPOAYKTa (PkB.) T r r LIEHHOCTbh, KKaJ TIPUMEHEHUS

CrennanusupoBaHH
Bl TIPOAYKT CYXOW
JUIL  THETHYECKOTO
JIe4eOHOTO TTUTAHUS
JIeTel MepBoro roja 14 23 504 472 ot 0 10 1
JKH3HU, OOJIBHBIX roma

[JIyTapOBOU

aluaypuen,

«Hytpuren 14
-trp,- lysy*##*

CrennanusupoBaHH
Bl TIPOAYKT CYXOW
I THETHYECKOIO
JIeueOHOT0 IUTAHUS
neTen cTapiie 20 18 50,8 445
OJIHOTO roja,
OOJIBHBIX
TJIyTapoOBOM
aluypuen,

crapre 1
roga
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"Hytpuren 20-trp, -

Iys"****

Crienuaau3upoBaHH
Bl TPOAYKT CYXOWU
JUIT  THETHYECKOIO
JIe4eOHOI0 MUTAHUS
neTen crapiie
OJIHOTO roja,
OOJIBLHBIX
[JIyTapOBOU
anuypueti,
«Hytpuren 40
--trp,- lysy****

40

13

32,2 406

crapuie 1
rozaa

Criennanu3upoBaHH
bIil TOPOAYKT CyXOu
Ui JUETHYECKOIo
Je4eOHOro MUTaAHMS
JeTen crapuie
OJTHOTO roja,
OOJIBHBIX
[JIyTapOBOMU
aluuaypuen,
«Hytpuren 70

-trp,- lysy****

70

5,8 303

crapuie 1
roja

CrennanusupoBaHH
BII MPOAYKT
JETCKOTO
JINETHYECKOTO
JIe4eOHOr0 IUTAHUS
JUIs. A€TEed TEepPBOro
rojaa >xu3HH ot 0 10
12 MECSIICB B
Ka4eCTBE OCHOBHOTO
IMUTaHUS 51 B
Ka4yeCcTBe
JIOITOJTHUTEIIEHOTO
MMUTAHUS JJIs JIeTei
mo 3 gmer "GAl
AHaMuKc
WNndant"****

13,1

23

49,8 466

or0mo 1
roaa

CrennanusupoBaHH
BII POAYKT
JUETUUYECKOTO
JIe4eOHOr0 NMUTAHUS
"XLYS, TRY
I'myrapugon"****

79

4 332

crapuie 1
rozaa
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Hpuaoxenun A7. OpHeHTHPOBOYHAA HOTPEOHOCTH B JH3HHE M TpuntrodaHe y

NAIMEHTOB C IJIVTAPOBOH anmaypued Tun 1 B 3aBUCMMOCTH OT BO3pacTa

[21, 28]

Bospact 60mpHBIX CyTtouHasi TIOTPeOHOCTh B AaMHHOKHCIIOTAX MI/KI MAacChl TeJa
JInzun Tpunrodan

0 - 3 mec 80-100 10-20
3 - 6 mec 70-90 10-15
6 - 9 mec 60-80 10-12
9-12 mec 50-70 10-12
1-4ronma 55-65 8-12
4 -7 ner 45-55 7-11
7—11 ner 35-45 4-10
HeBymku 11- 15 ner 30-40 4-6
Heymku 15- 18 ner 20-30 3-5
IOnomm 11- 15 ner 30-40 4-6
HOnomm 15- 18 net 35-45 6-8
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IIpuniaoxenne A8. Pekomenayemble HOPMLI IOTPeOJeHUs 0eJika M cpeaHee coaep;KaHue

JHU3HHA B PA3JMYHBIX NHUIIEBBIX NMPOJAVKTAX (CIPABOYHAS HH(l)ODMaIII/IH AJIA COCTABJICHUA

JIe4eOHOIr0 PAIMOHA NMALMEHTAM C IJIYTAPOBOIi AlMAYPUEH THII 1)

Tadauna 1 - PekomenyeMbie HOpMbI MOTPEOJICHHS OeliKka JIJIs 3I0POBBIX JIeTeH Pa3IndHOTO

Bo3pacra [1,3,18,22]

Bo3zpact RDA CIIA BO3 EBpocoro3 Poccus
(r/kr/cytkm) | (T/Kr/CyTKH) (r/kr/CcyTKN)

0-6 mec 2,2 1,38 - 2,2 (T/Kr/CyTKH)

6-12 mec 1,6 1,21 1,6 2,6-2,9 (r/kr/cyTKH)

1-2 roga - - - 36 r/cyT*

2-3 rona - - - 42 r/cyt

1-3 roma 1,2 0,97 11 -

4-6 ner 1,1 0,84 1,0 54 r/cyt

7-10 ner 1,0 0,8 1,0 63 r/cyr

Manpsunku 11-14 ner 1,0 0,79 1,0 75 r/cyT

Manpunku14-18 et 0,9 0,69 0,9 87 r/cyr

JleBouku 11-14 ner 1,0 0,76 0,95 69 r/cyr

JleBouku 14-18 ner 0,8 0,64 0,85 76 r/cyT

Tabauua 2 - Cpegnee conepikaHue JIM3WHA B O€JIKaX pa3IMuHbIX MpoaykToB [18,20].

[IponykTsl ConepxaHue Tu3MHA JIn3un/Genox
(% ot obmiero Genka) (mr/r Genka)

Pri0a 9 90
Msico ¥ MSICHBIE TIPOJTYKTHI 8 80
I'pynHOE MONOKO 8 80
KopoBbe M0JI0KO ¥ MOJIOUHBIE 7 70
IPOAYKTHI
Sita 6 60
Kaprodens 6 60
Cost ¥ COEBbIE TPOTYKTHI 6 60
Opexu 2-8,5 20-85
DpyYKTHI 2-6,5 40-65
OsBomm 4-6,5 20-65
X71e0 1 3epHOBbIE MPOAYKTHI 2-4 20-40
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Ipuaoxenue A9. Kommiaekc 0053aTeJbLHBIX MEPOHPHATHH, KOTOpPbIE AO0JKHBLI OBLITh

NPOBEAEHbI MALMEHTY MOCJI€ YCTAHOBJIEHUSA JIMATHO3A TJAyTaApoBas aluaypus Tum 1

[21]

BospacT 00NbHBIX JeTeit

0-6 7-12 1-3roma | 4-6 ner | Crapme 6 jer
MECSIIIEB | MECSIICB
Jluemomepanusn

Nz6eratpb
YpEe3MEPHOTO
HOCTYIUICHUS

JIn3uH Oenka HaTypaTbHBIX 100 90 80-60 60-50 | Oenka.

MIPOJIYKTOB MI/KI/CYT Ynotpebnsats
IPOIYKTHI C
HU3KUM
coJiepKaHuEeM
JM3UHA
(Deweyetal
1996)

Tpunrodan Genka HaTypaIbHBIX 20 17 17-13 13 13

MTPOJYKTOB MT/KT/CYT

benok HarypanpHblii (I/Kr/CyT) 1,4-1,3 1,5-1,3 1,4-1,3 1,3-1.1 1,3-1,1

Benoxk 3a cuer CIT* (r/xr/cyT) 1,3-0,8 1,0-0,8 0,8 0,8 0,8

benok (06mwuit) (r/kr/cyT) 2,7-2,1 2,5-2,1 2,2-2,1 2,1-19 2,1-19

DHepreTuyeckast IEHHOCTb 115-80 95-80 95-80 90-78 90-78

(xkan/kr/cyr)

Mukporytpuentst (%) 2100 | 2100 | 2100 | 2100 >100

OcHosenas memabdonuueckas mepanus
KapHUTHH MI/KT/CyT | 100 100 100 [ 50-100 | 30-50

* CHGHH&HH3HPOB&HHLIﬁ MNPOAYKT HA OCHOBEC aMHUHOKHUCIIOT 0e3 IM3uHA U TpI/IHTO(l)aHa.
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Hpuaoxenue A10. OcHOBHBbIE IPUHIHUIBI TEPANUU B VCIOBUAX CTAIIHOHAPA

[7,19,20, 28, 54]

A. BoccTtaHoB/IeHHE Y HEPreTHYECKOi MOTPeOHOCTH

Kanopun [ToBpimenne sHepreruyeckoil morpednoct a0 120% oT Bo3pacTHOM
HOPMBI
120% (pacuer 0-6 7-12 MecsneB 1-3 roma 4-611eT
JTUETHI Ha | MeCSIIeB
KKan/Kr/nens)! 08-128 96-109 98-109 96-98

b. BuytpuBenHas nn¢y3noHHas Tepanus

Jexctposa 8-15 r/kr/cyT

Kuper  20% (mo | HauansHas mo3a 1-2 r/Kr/meHp, €Ciim BO3MOXKHO, TMOBBIIMICHHUE J03bI 10 2-3
TTOKA3aHUSIM), IpH | T/KT/IeHB
OTCYTCTBHH
METa00INYECKOIO
aryI03a

Koppekuus CorneBbie pacTBOPHI U/WIA PACTBOPHI JIEKTPOJIUTOB
AIEKTPOJIUTHBIX
HapyleHU!

WuHcynuHoTepanus [Mpu runepriavkemun Bbimie 10 MMOJB/J W/WIN TIOKO3YPUH BO3MOXKHO

BBe/IeHME IHCyIMHA 1 €ro aHajIoroB
(KOHTPOJIMPOBATh YPOBEHD KaJIUsI B KPOBH)
JleBokapHUTUH 150-200 mr/kr/cyTKn

C. [TorpebHOCTD B Oenke

HatypanbHblit [TonHoe uckiIOueHHe Oenka MakCUMajdbHO Ha 24-yaca, C MOCTENEHHBIM
Oenox BO3BpaTOM J0 MHUHHMAaJIbHO 0€30IacHOro ypoBHSI B TedeHue 48-72 4acos.
Ecnmu pebeHok HaxoQuTcs Ha HU3KOOENTKOBOW jauere 0e3 mpuema
AMHHOKHCIIOTHBIX CMECEH, OCYIIECTBIISIOT IMOCTEIIEHHOE BBEACHUE OEnKa B

TeyeHue 24 -484acos.
AMUHOKHCIIOTHBIE AMUHOKHCIIOTHBIE CMECH Ha3HAYaIOT Per 0S WM Yepe3 Ha30racTpabHBIN

cMmecH (0e3 TM3uHa)

301 B 03¢ 0,8-1,3 r/kr/nenn

J1. ®apmakortepanus

XKapononmxato- [Ipu mnoBblmieHMe TemmepaTypbl Bbime 38,5C — wubynpoden u
ast Teparnms napareTamoJr* *B BO3pacTHOI 103€
AnTHOAKTEpUaNb- HazHayaroT B 3aBUCHMMOCTH OT INPEAIOJIAraéMOro MaTOr€HHOrO areHTa B
Has Tepanus BO3PAaCTHBIX J103aX
IIpoTuBOpBOTHEIE H#METOKJIOTIPAMHUJ] ~ MM #OHJAHCETPOH**B BO3PACTHOM TO3HPOBKE
CpeAcTBa
Jlernaparanuon- Ecnu nuypes MeHee, yeM 3-4 MIJ/KI/ieHb, Ha3HayaloT (ypoceMuy B

Has Tepanus

BO3pPaCTHOM 103upoBKe (HE Oosiee ueM, 3-4 MHBEKIIUU B JICHB) (CICAUTH 3a
AIIEKTPOJIUTHBIMH HAPYIICHUSIMU B KPOBH)

Hatpus B ciiyuae 1ekoMrneHCHpoBaHHOTO META00JINYECKOT0 alll103a, BO3MOKHO
rupokapOoHar Ha3zHayeHue Hatpus runpokapbonara™*
BHYTpHUBEHHO (o] KoHTposieM pH 1 Na+ B KpoBH) UM TEPOPATBHO.
AHTH3ITHIIENITH- IIpn cyaoporax BO3MOXHO Ha3HA4YCHUS CTaHJapTHOU

YCCKas TCpanuna

AQHTUAIWIENTUYECKOW Teparnuu B 3aBUCUMOCTH OT THUNA CYJOPOXKHBIX
MPUCTYTIOB C HKCIOJB30BAaHUEM TaKWX IMpernapaToB Kak (eHobOapOuTamr™*
JeBeTupaneTam™*, JaMOTPHJIKUH, TornupamaT**, beHuTonH™*,
kapOamazenuH** u KJIoHa3emaM™* B BO3pacTHBIX n03ax. H3zanaueHue
IpenapaToB BaILIIPOEBOM KHCIOTHI™* HEeKEIaTEeNbHO.

E. KoHTpoJb KN3HEHHO-BAXXHBIX (DYHKITMI 1 JTaOOPAaTOPHBIX MOKa3aTeen
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Kusnenno- Yacrora CEPACUYHBIX COKp&I.HCHHfI, qacTtoTra AbIXaTCIbHBIX ,I[BI/I}I(CHPlﬁ,

Ba)KHbIE (DYHKIHH KOHTPOJIb apTEPUAIbHOIO JaBJICHUS, TEMIIEpaTyphl, Auypesa. [Ipu yruerenun
CO3HAHMs- OLICHKA YPOBHsI CO3HaHus 1o mkaie ['1asro.
Kposb YpoBeHnb rmoko3bl, pH ¥ ra3sl KpoBH, 3JEKTPOIUTHI (Kalaui, HaTpUM,

KaJIBIIM HOHU3UPOBAHHBIN, XJIOD).

B0 Bpems sHIE(PATUTONONOOHBIX KPU30B HEOOXOJMMO YBEIMUYMBATh IIOCTYILICHHE
sHeprun 10 120% OT HOpMaTbHOW HHEPreTHUECKOW NOTPEOHOCTH B CYTKH, C IIEJIbIO
NPEAYNPEXKACHUS PA3BUTHA HEBPOJIOTHUECKUX HApYIIEHUH, BO BpeMs OCTPBIX COCTOSIHUM

sHepreTudeckas noTpedHocth Bozpactaer Ha 30-40% oT GU3HOIOTHUECKON HOPMBIL;
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Ipuaoxenue All. buoxuMuyeckuidi ¥ HHCTPYMEHTAJbHBLIA MOHHMTOPHMHI HAIMEHTOB C

LJIYTAPOBOM anmaypuen tun 1

[21]
Yacrtora uccienoBanuii (Bo3pacr)
OO0ocHoBaHuE
broxuMuueckue mapaMeTpsl - OT0a01 1-6 net Crapiue 6
roaa nert
AMMHOKHUCIIOTHI (B KPOBH) OreHka o01ero Kaxnpie Kaxnreie | Kaxnrie
aMHHOKHUCIIOTHOTO 1-2 3-6 6-12
cTaTyca Mecsia Mecsla | MecsleB
YpoBEeHb KAPHUTHHA [MpodunakrTruka Kaxneie 2 | Kaxnaeie | Kaxnasie
(B KpoBHM) BTOPUYHOT'O HCTOIICHUS Mecsia 3mecsma | 6-12
KapHUTHUHOBOTO IyJIa, MeECSIICB
KOHTPOJIb OCJIOKHCHHHA
OOmwmit aHaIu3 KPOBH + [111aHOBBIN KOHTPOJIB Kaxnpie 6 | Kaxnrie | Kaxnanie
bepputuH Perynspuoe MECSIICB 6 6-12
HaOIIoOIeHue, n3deramnTe MECSILIEB | MECSIIEB
HCTOIICHHMS 3aI1aCOB
xenes3a, GoIIMeBOM
KHCJIOTBI HJIM KOOaaMuHa

Anbp0yMUH KpOBU

HyrputuBHbIl cTaryc

Ecnu cymiecTByroT onaceHus no
MOBOAY CTaTyca MUTAHUS U Y
JeTel ¢ mpobieMaMu TUTaHUs

Kanbuumit u pocdop kpow, CocTosiHME KOCTHOU Kaxnsie 3 | Kaxaele | Kaxnabie
menoyHas pocdarasa TKaHU * Mecsia 6 12

MECSIIEB | MECALIEB
AcnapraramuHoTpancdepaza | [1naHoOBBIM KoHTponb, | Kaxnpie 3 | Kaxnpie | Kaxnsle
AnanuHamuHOTpacdepasa npouIaKkTUKa Mecsua 6 12
lamma- MeTaboIMuecKoi MECSIEB | MECALIEB
LJIyTaMUITpaHCIenTHAa3a JIEKOMIIEHCallUN

Helipopannonorunyeckoe
HCCJIEOBAHKE FOJIOBHOTO
mosra (MPT/KT)

KoHTposb cTpyKTypHBIX
U3MEHEHUN TOJIOBHOTO
Mo3ra

IIpu ycraHOBIIEHNH qUarHosa, a
TaKKe ToCTe MePEHECEHHOTO
SHIIE(DATUTOTIOIOOHOTOKPH3a,
MOSIBJICHUS TIPOTPECCUPYIOIIEi
HeBpOHOFI/I‘IeCKOﬁ CUMIITOMATUKAU

* Ecnu npeanonaraeTcsi HEAOCTaTOUHAs MUHEPATU3alus KOCTeH, He0OX0IUMBI
JIOTIOTHUTEJIbHBIE TECTHI (HallpUMep, CTaTyc BUTaMUHA D, mapaTUpeonIHbIi TOPMOH,
PaIuOJIOTHUECKUE UCCIIEIOBaHUS BO3pAcTa U MIIOTHOCTH KOCTEH).
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IIpuioxenue

Al2. MeponpusiTus,

HAIIPABJICHHbIC HAa IpeAOTBpalllcHUE pPa3BUTHA

NOBTOPHBIX dHIePAJINTONOA00HBIX KPH30B

[7,20, 21]

Meponpustus

CojieprkaHrie MEpONPUATHSL U METOJIbl UX peaTn3alluu

O6pazoBanue u 00y4YeHHE
poauTenen

Poaurenn 10mKHEI OBITH OCBEIOMIIEHBI O KIIMHUYECKOM TEYEHU U
3a00JIeBaHUs U €T0 OCIOKHEHUAX. OHU TOKHBI OBITH YE€TKO
WH(OPMHUPOBAHBI O TAKTUKE TEPAITUU BO BPEMsI Pa3BHUBAOIIETOCS
HHIIE()ATUTONOTOOHOTO KpHU3a.

JleueOHO-TTPOCBETUTEIIbCKAS
pabora

Heo6xoaumo obecriednTh B 00s13aTEILHOM TOPSIKE
WHWBUIYAILHBIM MPOTOKOJIOM OCHOBHOM METa0OIUYEeCKON 1
WHTECHCUBHOW MH(Y3MOHHOU TEpaluu POIUTENCH, Bpadeit
JETCKOU MOJIMKJIMHUKH TT0 MECTY JKUTEIIbCTBA MAI[UEHTA.
Poautenu 1omxHbI ObITH 0OOECTICUEHBI TUTEPATYPOIl 110
KJIMHUYECKOU KapTuHe u edennto ['Al. B neueOHOM mpoTokose
JOJKEeH OBITh YKa3aH HoMep TenedoHa Jievalero Bpaua, ¢
KOTOPBIM MOYKHO CBSI3aThCsI B JIF0O0€ HEOOXOAMMOE IS
MaleHTa BpEeMSs.

DKCTpEeHHAasi MEAUITUHCKAS
MIOMOIIb Ha IOMY

POIII/ITGJH/I JOJIXKHBI UMCTH BCC HCO6XOI[I/IMI>IC JICKApCTBCHHBIC
CpeaAcCTBa JIs1l Ha4YalIa HHTEHCUBHOMH TEpaIiuy Ha 1OMY.

Obecrnieuenue
MIPEEMCTBEHHOCTH B
JeuyeHHH (eTcKas
MTOJIMKJIMHUKA, PaOHHBIE
OOJIbHUIIBI,
MeTaboIMUECKUN LEHTP)

Bpauu neTckux noMuKIMHUK/PalOHHBIX OOJIBHUIL IO MECTY
JKUTEILCTBA MAlUEHTA, JOJIKHBI ObITh TIOCTABJICHHI B
M3BECTHOCTH O NManueHTax ¢ '’Al, 1 HHCTPYKTUPOBAHBI 11O
TaKTUKE JedeHuss. UHAuBUIyaIbHbINA TPOTOKOJ MO JICYEHHUIO
MaueHTa JOKeH ObITh OTOCIAH B MOJUKIMHUKY/CTAIIOHAD 110
MECTY JKUTEJIbCTBA, HE3aMEUIMTENIBHO ITOCJIE YCTaHOBJICHUS
nuartosa. lHTeHcuBHOE JiedeHue JOMKHO OBITh HA4aTo 110
MepeBO/ia B CIICIIMAIIM3NPOBAHHBIN META00THMYECKUH TIEHTD,
XOPOIIO BIAJCIOIINHI JICUEHUEM JaHHOW MaTOJIOTUU.

MenummHacKast TOMOIIb B
BBIXOJHBIE, IPA3IHUYHbIC
JTHA U OTITYCKHOM NIEpUOAa

ITpu BbIe3NIe pebeHKa Ha OTABIX (B PETMOHBI BJAJIN OT JIOMa),
HE00XO0/IMMO OTIIPABUTh IO MECTY MPeObIBaHUSA OOJIBHOTO
peOeHKa MPOTOKOJI MHIMBHYyaIbHOIO JICYEHUs, HOMEp TenedoHa
JIeqaniero Bpayva.

MenumuHacKas TOMOIIbL BO
BpeMs HHPEKITNOHHBIX
3a001eBaHNMI

[Tpu BO3HMKHOBEHUH MH(EKIIMOHHBIX 3a00I€BaHUI U
TIOBBIIEHUHU TeMIepaTypsl Tena 10 38,5°C poxuTenu nanuenTa
KaK MOXHO CKOp€e, JOKHBI IOCTaBUTh B U3BECTHOCTD O
CIIy4YMBILIEMCS JIEUAIIETo Bpaya.

MenuuuHcKas IOMOIb IIPU
IIJIJAHOBBIX XUPYPTAYECKUX
BMEILIATEIbCTBAX

IIpu 1aHOBOM XUPYPIUUECKOM BMELIATENILCTBE Bpaul XUPYPIH,
AQHECTE3UOJIOTU JAOJKHBI ObITh HH(POPMHUPOBAHBI O KIMHUYECKOM
Te4YeHUH 3a00JIeBaHMs, JIeHYaliil Bpad JOJDKEH OTIPAaBUThH B
XUPYPrUUECKUI CTalMOHAP MPOTOKOJI OCIEONEPALTMIOHHOTO
BeJIeHUs ManueHTa. OCHOBHBIMM PEKOMEHIALIUSAMH SIBIISIOTCSA:
n30erarb rojo/laHusl, Ha3HaAuYE€HUE PACTBOPOB TIIIOKO3BI U
JIBOMHOM 03Bl KADHUTHHA
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Ipuioxkenue b. AJlropuT™Msl AeHCTBUI Bpaya

ITanmeHT ¢ nono3peHuemM

Ha TIYTapoBYIO alluAypHIO THII |

v

JmaraocTrka

l

Koncynpranus
po(UIHHOTO
CcHeluaIiucTa

Jnaruos
MOATBEPKACH?

A

JlueToTepanus+ieBOKaPHUTHH,

CUMIITOMAaTU4YECKasd TCpanua

MOHUTOPUHT Ta0OPaTOPHBIX H
KJIIMHUYECKHUX IOKa3aTeIen

HET

Tepanus
s¢dexTrBHA?

HucnancepHoe HaOIr01eHIE
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AJITOPUTM NPOBeeHUs] CKPUHMHIA HA IVIyTAPpOBYIO anuaypuio Tuna |

ALWMNKAPHWUTHHBI
E BbICYLUEHHBIX MATHAX KPOBW
[
¥ ¥
C5DC =0.3 mxkh/n CEDC <0,3 mekM/n
L Y
Petect HepocTatouHocTs My Tapun-

W Opradyeckne
KHMCNOTEI MOYK

KoA-peruaporeqassi
(rnyTapoRas auuaypMs,
T™n 1)
MCKMOYaHA

b 1 ! !

CsDC =0,3 mkM/n, | |C5DC =0,3 mxM/n, | | CEDC <0,3 mxMin, | | CEDC <0,3 mxhln,
MmyTapoeas rmyTapoeas rnyTapoeas rmyTapoBas
n 3-OH-rnytapoeas| | w 3-OH-rnytapo- | [w 3-OH-rnytapoean| | w 3-OH-rnyTapo-
MOBLILEHE Bas — Hopma NOELILLSHE Bas — Hopma
| |
v
HepocTatouHoCTh Conoctaenexue
Iy Tapun-KoA- KMMHMY2CKNK
OervoporeHassl 1 NABoPATOPHLIX
(rmyTaposan OaHHBIX, PACCMOTREHWE
aummypus, Tun 1) BOMPOCa 06 OTMEHE
nogreepxaeHa Tepanuu,
HMCKMHYEHWE OLUME0K
NpeaHanuTU4ecKoro
KoHoyNeTaumnA srana
BpadYa-reHeTHKa,
HasHa4eHue
aueToTepanum

Y
[eHeTHMUYeCKAA NaHens

(NOMCK MyTaUMIA B rexHe
GCDH)
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Hpuiaoxenue B. Undopmauus 114 namueHra

Yro Takoe riayrapoBasi auuaypus tum 1?

I'nyrapoBast amuaypust tan 1 (I'Al) — HacrmeacTBeHHoe 3a00JieBaHUE, CBS3aHHOE C
MyTallMsIMHA B T€HE, KOTOPBI OTBeuaeT 3a pabory depmenrta rinyrapuia-KoA meruaporeHassl
(GCDH). 210T hepMeHT HEOOX0UM, YTOOBI TPOUCXOIMII MPABHIBHBIA METa00IM3M OEIIKOB B
opranusme. Ecnu hepmMeHT He paboTaeT Wi aKTUBHOCTH €r0 CHMKEHA, TO B KJIETKaX, a TAakKe B
KPOBM M MO4Ye HakamumBaercss  rayrapoBas u 3-OH-rmyrapoBast (3-ruapokcu-TiryTapoBast)
KHCJIOTBI, KOTOPBIE OKa3bIBAIOIIMX MOBPEXKAOIEe AEHCTBUE HAa BCE TKaHU, HO MPEX/IE BCETO Ha
KJIETKH HEPBHON CUCTEMBI.

Kak nposiBasiercst riryrapoBasi anuaypusi tum 1?

['AlmposiBnsiercss 00bIvHO B Bo3pacTe oT 3 a0 36 mecsneB. B GonbiinHCTBE CiiydaeB
IepBble CHUMITOMBI 3a00JIEBaHUS Pa3BUBAIOTCA OCTPO, B BHJAE TaK Ha3bIBAEMOIO
SHIE()ATUTOMOAOOHOTO MM  METabOIMYEeCKOT0 Kpu3a (OKHU3HEYIPOJXKAarollee COCTOSHHE,
MPOSIBIISIIONIEECS B BHJIE U3BMEHEHHUS YPOBHS CO3HAHUS, PBOTHI, CYJ0POT). DHIIEPaTUTONOA00HBIN
KpU3 MOXKET pa3BUThCS Ha (oHE TeueHHs WHGPEKIHOHHOTO 3a00NIeBaHUs, XUPYPTUYECKOTO
BMEIIATENILCTBA,  JUINTEIILHOTO  TOJIOJAHMsA, 4Ype3MepHOW  (U3MYECKOH  aKTHBHOCTH.
[TocneacTBusiMM  HHIEPATUTONOJOOHOTO KpU3a MOTYT OBITh HEBPOJIOTMYECKHE HapyLIEHUs
(yTpata npuOOpETEeHHBIX paHee ABUraTENbHBIX HABBIKOB, HEKOHTPOJUPYEMbIE ABM)KEHUS B
KOHEYHOCTSX — TUIEPKUHESBI U JP.)

Ectb u npyroii Bapuant 3a601eBaHus — MOAOCTPBINA — MPU HEM METab0JINYeCKUe KPU3bl
KpaiiHe pelku, U O0oJie3Hb HAIIOMUHAET MO MPOSBIEHUSAM AETCKHUI 1iepedpanbHbi napaand. Y
pebeHka B MeEpBbIE TOAbl JKM3HU PAa3BUBAIOTCS HENPOU3BOJIbHBIE JBUKEHHS- JUCTOHUH,
runepkuHessl.  Yame  BOBIEKAIOTCA  KOHEYHOCTHM, HO  3aT€M  TMIEPKMHE3Bl  MOTYT
pacIpoCTPaHATHCS U Ha LIEH0, A3bIK, TYJOBHIIE. [leTH UCTIBITHIBAIOT TPYAHOCTH € XOJIBOOH.

Wurtennext npu 'A 1 kak npaBujo He CTpalaeT, OJHAKO €CJIM MeTabOoIMUYecKUe KpU3bl
MOBTOPSIFOTCS  4acTO, TO 93TO MPUBOAUT K TSKENIBIM HApYyIIEHUSM TOJIOBHOTO MoO3ra u
WHBAJININ3alUN TAIUEHTOB.

Kak ycranaBiamBaercsi 1Mar1o3 riiyTapoBoii anuaypuu tam 1?

Bpaun Ha OCHOBaHMM KJIMHHUYECKHX CHMIITOMOB MOTYT 3allOA03pUTh 00JE€3Hb. 3aTeM
MPOBOASATCS JTabOpaTopHbIE TECThl M HMHCTPYMEHTaJbHOE uccienoBaHue. llpu mnosiBieHun
CHUMIITOMOB OOJIE3HM Bpau Ha3HAyaeT IOBEACHUE JIAOOPATOPHBIX MCCIEOBAHUN- METOJIOM
TaHJAEMHON Macc-CIIEKTPOMETPUHM B IATHE BBICYIIEHHON KPOBHU OINPEAEIAIOT KOHLEHTPALUIO
anuiakapHuTUHOB. [Ipu ['A1 HaGmromaeTcsi MOBBIIEHHWE KOHIEHTPAIMU TIyTapUIKapHUTHHA

(C5DC) m y MHOTHX MalMEHTOB CHUKEHWE KOHIEHTparuu cBobomnoro kapautuHa (CO0). [Ipu
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OTIpe/IeNIEHUU OPTraHMYECKUX KHUCIOT MOYH BBISIBIAIOT MOBBIIIEHHE KOHLEHTPALUU TITyTapOBOi
KHCJIOTBI U HEKOTOPBIX €€ MPOU3BOIHBIX.

HeonaTtanbHplii CKpUHUHT IPOBOJUTCS TOIBKO B HECKOJIBKUX peruoHax PO.

Jist A1 pa3paGoTaHbl METOJIBI MOJICKYJIAPHO-TEHETHYECKOW JTMAarHOCTUKH: BBHISBIICHUE
naToreHHbIXx BapuaHToB B reHe GCDH, oTBeTcTBeHHOM 3a pa3BUTHE JAHHOTO 3a00JIEBaHUA.
Baxxno npoBecTu Takoe ucciieJ0BaHue, TOCKOJIbKY IMEHHO Ha OCHOBAHUM T€HETUYECKUX JAHHBIX
BO3MOYKHO MPOBEJICHUU MTPEHATATBHON U MPEUMITIAHTAIMOHHOM TUAarHOCTUKHU B CEMbE

Kak nacaeayercs riayrapoBasi auuaypus tum 1?

I'Al orHOoCcHTCS K HaclEICTBEHHBIM 3a00JIEBaHUSAM M MepeAaeTcs IO ayTOCOMHO-
pPELECCUBHOMY THUITy. DTO 3HAYMT, YTO OOJIE3Hb MPOSABIAETCS TOJBKO B TOM Cilydae, eciau oba
POIUTENS SIBJIAIOTCS HOCUTENSIMU OOJIC3HU H, XOTSI CAaMU OHU He OOJICIOT, IepealoT peOeHKY ABa
MOpPaXCHHBIX T'eHa. DBONBIIMHCTBO ceMel, rae ecTh pedeHOK ¢ ATUM 3al0oyieBaHUEM, He
CTAJIKUBAJIUCH PaHbIle ¢ MOJ00HOM nMpoliaeMoit. PUCK MOBTOPHOTO pOXKACHUS OOJIBHOTO peOeHKa
B CEMbE, I'7I€ YK€ €CTh OOJBHBIEC IETH, COCTABISET 25% Ha KXyl OEPEeMEHHOCTb.

Bpaths u cecTpbl 00JEHOTO peOCHKA MOTYT OBITh OOJLHBIMH, JTAXKE €CITH Y HUX HA MOMCHT
JTUArHOCTHKHU 4YIEHOB CEMbU HE OBLJIO CUMNITOMOB. B gaHHOM ciiydyae HEOOXOAMMO MPOBECTU
JTUArHOCTHKY, YTOOBI KaK MOKHO PaHbIIIe HauaTh TEPANUIO U H30eKaTh OCIOKHEHUH. Takke OHU
MOTYT OBITh HOCHUTEJISIMHU, KaK UX poJuTeau. UTO KacaeTcsl Ipyrux YiCHOB CEMbU, TO UM BaXKHO
COOOIIUTH, YTO OHU MOTYT OBITHh HOCHUTENISIMH. JTO 3HAUYUT, YTO M Y HUX €CTh PUCK POXKICHUS
pebeHKka ¢ JaHHBIM 3a00JIEBAaHUEM.

Bce cempn ¢ T'Al  nmomkuel 00s3aT€IbHO MPOUTH  MEIUKO-TEHETUYECKOE
KOHCYJIbTHPOBAHHE W TOJNYYUTH TMOJHYIO WH(MOpPMAIMI0O OT  Bpaya-TeHETMKa O  PHCKE
MOBTOPHOTO TPOSIBJICHHUS JAHHOTO 3a00JIEBaHUS B CEMbE, OOCYAUTH CO CHELMATUCTOM BCE
BONPOCHI, CBSI3aHHBIE C HacienoBaHueM 3aboieBanus. B Poccum wmeamko-reHeTHUECKHe
KOHCYJIbTAIIH PabOTaIOT B KaXKIOM PETHOHE.

Kak jieyaT naumeHToB ¢ riiyTapoBoil auuaypuei tum 1?

['A1 oTHOCHTCA K TOM TpyIIEe HACIEACTBEHHBIX 3a00JIEBaHUMN, /1151 KOTOPBIX pa3pabOTaHbI
METOJIbI METAOOIMUECKON KOPPEKITNH, 0JTHAKO d()(PEKTUBHOCTD JICUSHUSI BO MHOTOM 3aBHCHUT OT
CPOKOB YCTAHOBJICHMSI TPaBUJIBHOTO JMAarHo3a W Ha3HAYeHHUs MATOT€HETHMYECKOW Teparuu.
BmecTe ¢ BpauyoMm HEOOXOIMMO TEpell HA4aJioM Tepanmuu OOCYAWTHh BCE BO3MOXKHBIC PHCKH,
mo6ouyHbIe Y(DPEKTHI U TIIABHOE — OXKHUAAHUS OT JieueHUs. BakHO MOHUMATh, YTO JUETOTEPAITUS
HE TIO3BOJIUT BBUICYHUTH 3a00JIeBaHHE, HO JacT BO3MOXXHOCTh MaKCHUMAaJbHO CHU3HUTH PHUCKHU

Pa3BUTHSA TAXKCIIBIX OCJIOKHEHUH.
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[Taruentam ¢ ['Al Ha3HayalOT CHENHUATU3UPOBAHHYIO JUETYy C OrPaHUYEHHEM OEIKOBBIX
IPOAYKTOB M HCIIOJIB30BaHHEM CIIEHMAIN3UPOBAHHBIX cMeceil. Kpome Toro, peGeHok Oyner
HY)KJaTbCsl B TIOCTOSIHHOM IIpUEME BBICOKOJIO3HOIO JIEBOKApPHUTHHA, KOTOPBIM IIOMOTIaeT
BBIBEICHUIO TOKCHYHBIX METaOOJMTOB M BOCIOJHSET BTOPUYHBIA HEJOCTATOK KapHUTHHA B
KJIETKaXx.

OcHOBHBIC eI JUCTOTCPpAIIuu:

° HopmanbsHoe ¢pusndeckoe 1 HHTEIUIEKTYyaIbHOE pa3BUTHE.
° [TpubaBka B Bece M pocTe, B COOTBETCTBUE C BO3PACTOM.
° [Tpenynpexnenue KkaTaOOJMYECKUX  CUTyalluH, KOTOpble MOIYT IpPHUBECTH K

METa0OJIMUECKUM Kpr3aM
Ecnmu y pebenka HeT MPU3HAKOB METAaOOJIMYECKOTO Kpu3a WM MH()EKIMOHHOTO 3a00JeBaHUs
JieYeHue MPOBOISAT B CTAHIAPTHOM, MOJACPKHUBAIOLIEM DPEKUME, MPH KOTOPOM MOTpelseHue
JIM3WHA C MUIIEH CTPOTO KOHTPOJIUPYETCS, U peOSHOK MOTydaeT CHEHAIN3UPOBAHHYIO JICYEOHYIO
cMech (0e3 Iu3MHA, ¢ HU3KUM COJIep’)KaHHeM TpunTogaHa), 4ToObl 00ECHEUUTh JTOCTATOYHOE
KOJIMYECTBO OeJIKa JJIsi pOCTa M Pa3BUTHSL.

Kak jeyat mauueHToB € riiyrapoBoii anuaypuei Tun 1 B mepuoa Merado1u4ecKoro
Kpu3a?
Merabonuueckuil Kpu3 - KPUTHUECKOE, YTPOXKAIOUIEe KU3HU COCTOSIHHE, CIPOBOLIMPOBAHHOE
HeOMaronpusaTHBIME  (akTopamMu, OOYCIIaBIMBAIOIIMMU YCWICHHBIM pacrmajg OelnkoB U
npuBodlIee K 00pa30BaHUIO0 TOKCUYHBIX METa0O0IUTOB.

Yto MmoxeT CIIpOBOLIMPOBATH MeTa00INYeCKUI KpH3:

° JUINTEJIBHOE TOJIOIaHuE
) uHpexus
° TsDKenast pu3nueckas 1 YMOLMOHANIbHAS Harpy3Ka

[TepBble CUMNITOMBI META0OIMUECKOTO KPU3a: MOBBIIIEHHAS COHJIMBOCTh, U3MEHEHHE MTOBEICHUS,
pa3paXUTEeNbHOCTh, CHIDKEHUE anmeTruta. YacTto Kpu3 HPOBOLHUPYET HHQPEKIUs, MOITOMY
IIEpPBbIE MPOSBICHUS MOTYT HAYMHATHCS JIMXOPAAKOW, TOIIHOTOM, Iuapeed, pBOTOH. Moxer
HaOJI0aThCsl CHIDKEHHE caxapa B KpoBU. Eciy cBoeBpeMEHHO He HayaTh JieueHHe y peOeHKa
MOKET IOSABUTHCS OJBIIIKA, CYIOPOrd U KOMa.

B kakux ciryyasix Hy’KHO HEMeJICHHO 00pPaTUThHCS 32 MeAMIMHCKOM MOMOIIbI0?
VXynuieHne cocTossHUS OOBIYHO HAOMIOJaeTcsl B TOT MOMEHT, KOrJa OpraHu3My HE XBaTaeT
sHepruu. Ml oH HauMHaeT ee NCKaTh BCEMH BO3MOXHBIMH CIIOCO0aMHM, OJMH U3 IyTeH — 3TO pacnaj
COOCTBEHHBIX TKaHeH (katabonmus3M). Jlomyckarh 3TOro HM B KOeM citydae Helb3s. M mepBoe, 4To

MBI JIOJDKHBI CAENaTh, 3TO MOMPOOOBAaTh BOCIIOIHUTD SHEPTHIO 3a CUET IUIIOKO3bI. [laiite pebeHKy
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YIJIEBOJBI, 3TO MOXKET OBITh (PYKTOBBI COK, ciaakuidi 4ail. B ciydae, ecnmum temmeparypa

npesbimaet 38,5C, peOeHOK 0TKa3bIBAETCS OT €/1bl, OTMEYAETCS pPBOTA U/WIIM TIOBEJICHNE peOCHKA

OTJIMYAETCS OT OOBIYHOT0, HEOOXOIMMa CPOYHASI TOCIUTAIN3AIHS B CTAI[IOHAP

Heo0xoauMo B cpodHOM MOpSAKE TOCIUTAIM3UPOBATh PeOCHKA B KIMHUKY ISl 0OecTIeUeHUs

npuemMa OOJIBIIOTO KOJIMYECTBA KAaJOpHil, yMEHBIICHWE WM HCKIIOYeHHEe Oenka s

NPEOTBPALICHHUS, & TAKXKe JOMOJHUTEIbHBIN IPHEM KapHUTHHA. [UIS IPOBeIeHUS MH(Y3UOHHON

Tepanui. Meraboindeckue Kpu3bl - OYeHb OMAcHbl. MIMEHHO B ATOT MEpHOJ MOTYT Pa3BUTHCS

HeoOpaTUMbIe MTOBPEKACHUS FOJIOBHOTO MO3Ta.

BaxHo, 4TOOBI POAMTENN OCBOMJIM HaBBIKM pacyera JUETHl U Bce ONM3KHE, MPOKUBAIOLINE C

pebeHKOM, 3HAJIK O MPU3HAKAX META0OJINYECKOTO KpH3a.

Kakoii Hy’KHO IPOBOIUTH MOHHUTOPHHT /ISl MAIMEHTOB C IJIyTapoBoii auuaypuei Tum 1?
Jlns manenToB ¢ 'A1 HeoOXoauMmbl peryisipHble oOcienoBanus. B Tabnune npuseneH

NPUMEPHBIA MepeYeHb M PErySpHOCTh HMCCICAOBAaHWN, HO B KAXKIOM CIIydae BBl JOJDKHEI

COIJ1IaCOBBIBATH IIJIaH O6CJICI[OBaHI/I$I CO CBOMM JICHalllUM BpadoOM.

Hccneoosanue Pecynapuocms uccnedosanus
Koppexyus ouemomepanuu (nposoosim 1 p/mec na 1 200y scusznu, oanee 1 p/3
8PAUU-2CHEMUKU WU 8PAYU-OUETNONIOSU) Mec u no noxazanusaim 0o 3 iem, 1 p 6 mec nocie
3 nem
yavmpaszeykogoe uccredosanue (Y3H) 1 pas 6 200

0p2aH08 OPIOWHOL NOIOCMU

nposedeHue 3ieKmpoduyedaioepaduu 1 paz 6 200
(33rI)
npogedeHue OUOXUMUYLECKO20 aHATU3A Kaxcovle 3 mecaya nayueHmam 00 2004,
Kposu Kaodicovle 6 mecsyes nayuenmam om I 200a 0o
6 1nem, Kadcovle 12 Mmecaues nayueHmam
cmapuie 6 1em
00wl aHaU3 KPosu Kadicovle 6 mecayes nayuenmam 00 6
nem, Kadxcovle 6-12 mecsayes nayuenmam
cmapuie 6 n1em.
onpeoeieHue  Ypo8Hs  CBODOOOHO20 Kadicovle 1-2 mecaya nayuenmam 00
KaApHUMUHA U AMUHOKUCTIOM 200a, kadxcovle 3 - 6 mecsayes y Oemeti Maaouie

6 nem, Kadicovle 6 -12 mecsayes nayuenmam

cmapuie 6 n1em.
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Kaxk manuentsi ¢ 'A1 noayuarr jeuyenue B Poccuiickoii @exepanuu?

I'A 1 oTHOCHTCS K YHCITy PEIKUX HACIIEICTBEHHBIX OOJNie3HEH 0OMEHA BEIIECTB M BXOJIUT
B IIepeUeHb peAKuX (ophaHHBIX) 3a00JICBaHMIA, JICYCHHE KOTOPHIX MPOBOJUTCS 33 CUET CPEIICTB
perrnoHanbHOrO OroKeTa. [locie ycraHoBlIeHHE AHarHo3a HE0OX0AUMO BKJIIOUEHHUE MMAIlMCHTA B
PETHOHAIILHBIN CETMEHT PETHCTPa IO KU3HEYTPOKAIOIINM PeIKUM (OphaHHbBIM) 3a00JIEBAHUSIM C
I CJIbIO ):[aaneﬁmero O6CCHC‘ICHI/I$I HCO6XOI[I/IMBIM JIC‘-IC6HBIM IIUTAHUEM U JIeKapCTBeHHBIMI/I
npenaparamu. B pa3HbIX pernoHax 3a BEJCHHE PErMCTpa OTBEUAIOT Pa3HbIE€ CHEIUAIHUCTHI, HO
YaIie BCEro 3TO BPAuU-T€HETUKH, TO3TOMY ITOCJIE YCTAaHOBJICHUS JAHArHo3a 00s3aTeIbHO HY)KHO
00paTUThCS K pErHOHAIBHOMY Bpauy T€HETHUKY.

Kak moryT nomorarthb poanbie u 6j1u3kue?

He 3a0pBaliTe — OT CeMbH TakKe 3aBUCUT ycrex JiedeHus. HyxHO coOironarh
PEKOMEHIallMK, HU MPU KAaKUX YCIOBHSIX HE JOMYCKaTh «CPBIBOB» B AHETOTEPAIUHU, CIETYET
yIeNATh BHUMaHHE peaObuiUTAIMM U TUTAHOBBIM OO0ciieqoBaHUsIM. Bce 4ieHbl ceMbH JTOMKHBI
3HaThb, 4TO pe6CHOK HymaaeTca B OCO6OM IINTAHUU U 6JII/I3KI/I€ pOI[CTBCHHI/IKI/I JOJI)KHBI OCBOUTH

HAaBBbIKH pacucTa JUCTHI.
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Hpuiaoxkenue I'l-I'N. HIkanbl oneHKH, BOIPOCHUKU M Jpyrue OLEHOYHbIE
HHCTPYMEHTbI COCTOSIHMS NALHEeHTa, MNpPHBEACHHbIE B KJIHHUYECKHUX

PEKOMECHIAIUAX

He npumennmo.
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