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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
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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.

—  OMACOWEHHDI CeMEUHbIL AHAMHe3 (Haluuue 8 cembe NAyueHma ¢ NnoOmeepIHCOCHHbIM
ouaenozom I'AL, nanuuue 6 cemve cyuas CUHOPOMA «BHE3ANHOU CMEPMU MIAOCHYAY)

— Buesannoe yxyowenue cocmosinusi (6 6ude ympamvl panee NPUOOPEMEHHBIX
08UCAMENbHBIX  HABLIKOG, NOSAGNIEHUS. HACUTLCIBEHHBIX — OBUJICEHULl  KOHEYHOCmell,
OUCMOHUYeCcKUX amak) Ha ¢hone noanozo 300poeva uiu OPBU, npu onepamusHbix
BMeuamenbcmeax, 4epento-mo32080u mpasgme;

—  OIU3KOPOOCMBEHHbIUL OPAK,

—  3NU300bl TUXOPAOKU;

—  naoxou annemum;

—  HApyWeHUs 6CKAPMAUBAHUSA,

—  yacmoie cpbleUBAHUSL

= HEYKpOmuMy peomy,

—  yeHemeHue COZHAMUSL,

— cydopoeu;

= @10Cmb, C1AOOCMb, COHIUBOCTb,

— becnokotiHoe nogedeHue, niaKCu8oCmo,;

— noevluieHHOe nomoomoeneHue,

—  HapyuieHue KOOPpOUHAYUU OBUNCEHULL,

—  HenpousBoibHble/HACUTLCMBEHHBLE OBUNCEHUS;

—  OucmoHuyecKue amaxu;

—  KIUHUKA CRACMUKO-2UNEPKUHEMUYecKoll hopmbl 0emcKO20 YepeopaibHo20 napaiuia;
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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 HAPYUIEHUSL: USMEHEHUSI MbILUEYHO20 MOHYCA NO MUNY PUSUOHOCIU
U pasiuuHble  MUNbL  CUNEPKUHE308  (XOopeugopmHble,  XOPeoamemouoHvle,
banrucmuyeckue, oucmonuyeckue) PAa3Hol JIOKAnU3ayuu (dhokanvhvie,
2eHepaIu308aHHble, 2EMUMUN),

cnacmuyeckuti  mempanape3  (NOGbIULEHUE — CYXOICULHBIX — peiekcos,  Hanudue
nNamonI02UHeCcKUxX CIMONHbIX 3HAKO8, CHACMUYeCKasi NOXOOKA U 0p.);

nepuoouyecKkas amaxkcus, mpemop;,

cyoopoeau,

Ilocne 3 nem

makpoyeghanus,

3a0epaHcKa MOMOPHO20 U NCUXO-PEUeBoc0 PA3GUMUSL

UBMEHeHUe MbIUEYHO20 MOHYCA NO MUNY OUCTOHUU,

IKCMPANUPAMUOHBIE HAPYUWEHUSL: PUSUOHOCMb U  PA3IUYHbIE MUNbL 2UNEPKUHE308.
MOopCcUoHHble, OpodayuaibHble, XOpeu@opmubie, X0peoamemouonvle, OaIIUCmuiecKue,;
cnacmuyeckuti  mempanape3  (NoGvlUEHUE — CYXOICUTLHBIX — peieKcos,  Haaudue
RAMONO2UHECKUX CIONHBIX 3HAKOS, CHACMUYECKAsl ROX0OKA U Op.);

nepuoouyecKkas amaxcus, mpemop;,

cyoopoau,

nepughepuyeckas He8poOnamus;

ncuxuampuieckue Hapyulenus,

npoghyznoe nomoomaoenenue,

NOBMOPHBLE INU300bL HEOOBACHUMOU TUXOPAOKU (CUnepnupexcuyecKue Kpusbvl);
amopexcus;

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

—  pedKko paboomMuonus.

Iloopobno danuvie uzuxkarbHo2o 06C1e008aHUSL ONUCAHDL 8 pa30ele «KIUHUYECKaAs KapMUHA».

2.3 JIaGopaTopHbIe THATHOCTHYECKHE HCCAe10BAHUS

Obpawaem gHumManue, 4mo, CO2IACHO MPebOBAHUAM K pa3pabomKe KIUHUYEeCKUX peKOMeHOayul,
K KAdiCOOMYy me3UCy-peKomMeHoayuu HeobXoo0umMo YKa3wléamv CULY PEKOMeHOayuti u
0oKazamenvHyro 60asy 6 COOMEEMCMBUU CO WKAIAMU OYEHKU YPOBHS OO0CHOBEPHOCIU
ookazamenvcms (YII/]) u yposus yoeoumenvrnocmu pekomenoayuii (YVP). /{11 mroeux mesucos
YVP u V]I 6yoem Hnuskum no npuuune OMCYMCMEUs NOCEAUCHHBIX UM KIUHUYECKUX
uccneoosanuil  gvlcokoeo ousaunina. Heezupass na smo, onu AenAOmMcAs HeOOXO0OUMbIMU
nemeHmamu 06¢c1e008anus nayueHma 0Jis yCMaHo81eHUs OUa2Ho3a U 8b100pa MAKMUKU Ne4eHUs.

e PexoMeHayeTcsi KOMIUIEKCHOE OIpEJeIEHME KOHLEHTpAlMM Ha aMHHOKUCIOTHl U
allWJIKADHUTUHBl B KPOBM METOJOM TAaHJEMHOH Macc-CHEKTPOMETPUM MalueHTaM ¢
KJIMHUYECKUMH TPOSBICHUAMH, XapakTepHbiMH Uit ['Al ¢ menpio OHOXMMHYECKOU
JMAarHOCTHKY 3a0osieBanus [2, 7, 4, 14].

YpoBeHb yoequTeIbHOCTH peKoMeH1auii B (YypoBeHb 10CTOBEPHOCTH 10KA3ATEILCTB — 3)

Kommenrapun: Memooom mandemnoi macc cnekmpomempuu (TMC) onpedensiom

konyenmpayuio 2nymapunkapuumuna (C5DC) 6 namuax evicywiennoui kpoeu. Konyenmpayus

2NYMAPUNKAPHUMUHA NOGbIUAECMCS Y NAYUEeHMO8 C panHe20 6o3pacma, ewe 00 Havand

KAUHUYECKUX NPOsGIeHUU. /[antblli mecm npuMeHaom npu npoeedeHuu Macco8020 CKPUHUH2A HA

T'Al. Uzeecmuwt 6apuarnmol I'Al ¢ nozonei manupecmayueil u reckum meweHuem, npu KOmopvix

YPOBEHb  2NYMAPUIKAPHUMUHA MOdicem Oblmb 6 npeoenax Hopmvl. YposeHb c680000H020

KAPHUMUHA Y MHO2UX NAYUEHMOB8 MOJICem Oblmb CHUICEH.

e Pexomenayercsi onpeziesieHue B OMOJIOTMYECKHX KUIKOCTSIX (MOYa) OPraHUYeCKUX KUCIIOT
METOJIOM Ta30BOi xpomartorpaduu ¢ mMacc-criekrpomerpueii (KoMruiekcHoe omnpeneneHue
COZICpPKaHMsI OPTaHWYECKUX KUCIOT B MOYE METOJOM TaHAEMHOH Macc-CIIEKTPOMETPHH)
HalMeHTaM ¢ KJIMHUYEeCKUMHU TpOSABICHUSAMH, XapakrtepHbiMu ansi ['Al, ¢ menbio
OMOXUMHYECKOW JMArHOCTHKH 3aboseBanus [4, 14].

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

Kommenrtapun: V nexomopuwix nayuenmos c I'A 1 konyenmpayus e1ymapogoil Kuciomsl 8 Moue

U Kposu mooicem Obimb 8 npedeﬂax HOPMbL, 6 MAKUX Caydasix OUACHOCMUYECKU 3HAYUMBIM
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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 00pasie OMOJOrMYECKOro marepuaia
IPYroM WJIM HEYTOYHEHHOM, HEeKJIacCU(QHUIMPOBAaHHBIE B JPYrUX pPYyOpHKax, METOJOM
cekBenupoBanus 1o Cenrepy  (03.5199.18.999.039) w/mium  METOAOM  TapreTHOIrO
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) wu/unm METOAOM MHOKECTBEHHOM
JaurasHo-3aBucumoit amrutudukanyu 308108 (03.5199.18.999.059) (BeisgBiIcHIE OHALIEIBHBIX
naroreHHbIx BapuaHToB B reHe GCDH) mnamueHTtam ¢ TMOBBINICHHOH KOHIIGHTpAIUCH
riyrapuinkapautuHa  (C5DC), rtmyrapoBoit u  3-OH-rimyTapoBOil  KHCIIOT ¢ IEINBbIO
noaTBepxkaeHus quarnoza 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

ouazHocmuxu. B nexomopwix cnyuasx mymanmuulil anieib He YOaemcs 8blsi8Ums CMaHOapmHblMu

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

KAUHUYECKUX U OUOXUMUYECKUX OAHHDIX.

. Pexomennyercs nposeneHue oOmIero (KIMHUYECKOT0) aHaJIM3a KPOBU Pa3BEpHYTOTO
(reMOT7IOOMH, KOJWYECTBO OSPHUTPOIMTOB, IIBETOBOM  IIOKa3aTellb, KOJHMYECTBO
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 o0mIero (KIMHUYECKOr0) aHAIM3a MOYM BCEM IMAllUeHTaM

c 'A1 c uenbro orieHKH cocTostHUs Touek [34].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

o PexomennoBano namuentam ¢ ['Al mpoBeneHne OMOXMMHYECKOTO aHalM3a KpPOBH
O0IIeTepaneBTHYECKOTO (COMEp)KaHNe  TIIFOKO3bI, MOKa3aTell KHUCIOTHO-OCHOBHOTO
paBHOBecusi, obmiero Oenka, O0emkoBbIX (ppakiuii, anbOymuHa, C peakTUBHOTO Oelka,
obmero OwnMpyOMHA, XOJECTEpPHHA, TPHUIVIMLEPUIOB, JUIOMPOTEHIOB HU3KOH U
BBICOKOM TIJIOTHOCTH (MCCIIEIOBAHUE YPOBHS JIMIIONPOTEHHOB B KPOBHU), 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 PexomeHayercsl NpOBEJCHUE MarHUTHO-pe3oHaHCHOW Tomorpaduu (MPT) romoBHOrO
MO3ra W/WIM KOMIIBIOTEpHAash ToMoOrpagusi TOJIOBHOTO MO3ra BCEM MalMeHTaM C
nono3peHreM Ha I'A ]l ¢ TMarHOCTUYECKOM LENbIO U ISl BBISIBICHUS HEMPOXUPYPTUYECKOU
natojoruu [7, 11, 13, 19, 20].

YpoBeHb yoenuteqabHOCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 4)
Kommenrtapuu: Hapkos no nokasanusm. Haubonee uacmuvimu mHeupopaouonocuyeckumu
npusnakamu 1Al aensiomcs: 10OHO-MeMEHHAs SUNONAA3UA/AmMPODuUs, BEHMPUKYIOME2ANUS,
cyb0ypanvHble 2eMamombl, 3A0epiucKa MUETUHUZAYUU/OeMUETUHU3AYUS U HEKPO3 0a3aTbHbIX
eanenues. Imu usMeHeHUust Mo2ym 6CmpedyamuvCs KaxK u30auposanHo, max u 6 1000mM couemanuu.
XapaxmepHoti  Hetipopaduonocuieckou ocobennocmvtio I'A 1 seussemces cummempuuHoe
pacuiupenue Culb8uesvlx ujenel ¢ gopmuposanuem «d¢hgexma HAOKyulenHo2o A010Ka» unu
«Kpblibes nemyudell Mbluiuy, Komopas eécmpedaemcs y 95%. YV bonvwuncmea nayuenmog

8bIA6IEHO pacuiupenue cydapaxHouoaibHbulX NPOCMPAHCME 0adice HA NPeCcCUMIMOMAMUYECKOl
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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 nmpoBeaeHue anekrposHiedanorpapun (I31°) naumentam ¢ Al npu
HAJIMYUX HEBPOJIOTHYECKON CUMITTOMATHKH JUTSI BBISIBJICHUS STTHIICTI THYECKOW aKTHBHOCTH
[7, 35].
YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
Kommentapum: 6 mom yucne 331 ¢ 6u0eoMOHUMOPUHSOM.
e PexomeHayeTcsl MpoBeeHUE YIbTPa3BykoBoro uccienaopanus (Y3UM) opranos OprorHoit
nosocty marpenTam ¢ ['Al 1uis BeIsiBIICHHS TOpaXkeHus nedyenu [36, 52].
YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEJIbCTB — 5)
e PexoMeHayercsi OIEHKAa COCTOSHUSI TIOYEK C IPOBEJACHHEM  YJIbTPa3BYKOBOTO
uccnenoBanus (Y3U) nouek nanuentam ¢ ['A1 juis BBISIBJICHUS CTPYKTYPHBIX HAapyILIEHH
[37].
YpoBeHb yoenuteqabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 4)
e PexkomeHnnyercss HccieOBaHWE MMHEPAJIbHOM  IUIOTHOCTH KOCTHOM TKaHM —
(PeHTreHOICHCUTOMETPHS) TMAIlMEHTaM Ui JHArHOCTHKH OCTEONCHHH, BBISBICHHUS
IPYIIIBI PUCKA U MPUHATHS JiedeOHO-podmiakTudeckux mep [21, 53].
YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

KOMMBHTapI/II/I: KpamHocmb - NO NOKA3AHUAM. Habﬂ/leHi’l’lClM cmapuie 5 nem.
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e PekomeHnayeTcsi MnMpoBejicHHe O(TATLMOCKONUH MAIlMEHTaM C IS0 CBOCBPEMEHHOTO
oOHapyKeHHsI 0P TaTbMOJIOrHYeCcKol naronoruu [38].

YpoBeHb yoenuTelbHOCTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 4)

2.5 UHble 1MarHocTuyecKue Hecjae10BaAHN

KoHcynbTanmuu crnenuagucToB MOTYT OKa3bIBaThCS TMAIlMEHTAM Ha pa3HbIX dTarax
OKa3aHUs MEIUITUHCKOW MTOMOIIH, B TOM YHCJIC B IEPHUOJI TUATHOCTHKHU 3a00JICBaHUSI.
e PexomeHnaywTcs B BeAeHUM ManMeHTOB ¢ ['Al ucnonb30BaTh MyinbTHAUCIUIITMHAPHBII
MOJIXOJI B BUAY TOTO, UTO 3a00JIeBaHHE XapaKTePU3YeTCs MOPAKEHUEM MHOTHX OPTaHOB U
cucteMm, TpeOyeT KOMIUICKCHOW TEparuy, YTO JUKTYeT HEOOXOJMMOCTh COBMECTHOTO

BEJICHHS MAIMEHTA CIICIMATNCTaMH pa3HbIX npoduieii [28].

YpoBeHb yoenuteabHocTH pekoMenanuii C (YypoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
KoMmmenTapuu: nokazanvt nepguunvle u nomopHvle KOHCYIbMAYUU 8pada-2eHemuKd, epava-
ogpmanvmonoea, 6paua-Hesposo2a, 6paua-ouemono2d, 8paya-Kapouoiozd, 6paua-0emcKo2o
Kapouonoza, 1o2oneda-oepexmonoeza, 8paua-He@ponozd, MeOUYUHCKO20 NCUX0n02d, 6payd-
Mpasmamonoza-opmoneod, epaia-neouampa, epaia-mepanesma, 8pava-Heupoxupypaa, epaya-
Xupypea, 6paua-0emcKo2o xupypaa, a makaice gpayetl opy2ux cneyuanvHocmei nayuenmam ¢ I'Al,

UMEIOWUM HAPYUEeHUs: YYHKYULL COOMBemMcmayowux opeanos u cucmem [1, 2, 7].

2.5.1 IuddepeHumaibHaAst ATMATHOCTHKA

Heob6xoaumo mpoBouTh nuddepeHImanbHy0 IMarHOCTUKY CPeau CISAYIOMMX 3a00JIeBaHU: C
MOCJIE/ICTBUSIMU TIEPUHATAIBHOTO MOPAKEHUSI HEPBHOM CHCTEMBI, CTACTUKO-TUTIEPKUHETUUECKOM
dbopMoil neTckoro uepeOpalbHOTO Mapanuya, BPOKICHHBIM TOPOKOM TOJOBHOTO MO3Ta,
MOCNEACTBUSIMU BHYTPUYTPOOHOI MH(DEKIINU, TPH MTOA03PEHUH HA CUHIPOM «TPSCKH MIIaJICHIIA»,
6omne3nnio KanaBana, cuapomMom JInu, MEeTUIIMAIOHOBOW alMIEMHUEH, IPOMTUOHOBOM aIlMIEMHECH.
[ToBbIIeHHE YPOBHS TIIYyTapOBOM KHUCIOTHI B MOUYE TaKKE€ MOXET HAOIIOAThCS TIPH TIIyTapOBOM

anuaeMuei 2 THma u 3 TUIa U HapyIIeHUsIX 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 maToreHeTUYECKas AUETOTEPANUS C HCKIIOYCHHEM BBICOKOOETKOBBIX
MPOJYKTOB, OOTaThIX JIM3MHOM M TPUNTO(DAHOM, 00S3aTEIBHBIM HCIOIH30BAHUEM
CTCIMAIM3UPOBAHHBIX TPOJYKTOB Ha OCHOBE CMECE aMHWHOKHCIOT 0€3 YKa3aHHBIX
MATOTCHETHYECKA 3HAYMMBIX aMHUHOKHUCIIOT TMAIlUEHTaM C YCTaHOBJICHHBIM JHATHO30M
['A1l ¢ uenbio npenoTBpalleHUs] 00pa30BaHUs HEMPOTOKCHUYECKUX MeTabonuToB [1, 3, 7,
18, 19, 20].

YpoBeHb yoenuTeabHOCTH pexoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
KommenTapuu: /[uemomepanusi ¢ Huskum cooepicanuem AuUsuHa U mpunmoghana OoJdxiCHA
cobn00amuvcsi Cmpo2o NoAHCU3HeHHo. /[uemomepanus npu 3a601e8aHUU HANPABIEHA HA CHUCEHUE
nocmynjienus Ju3uHa, Mmpunmogana, Komopwvie AGNAIMCA OCHOBHLIMU NPeOuleCmeeHHUKAMU
Helupomokcuueckux memaboaumos - enymaposou u 3-OH-enymaposoii kucnom. Janwnvie
AMUHOKUCTIOMbL COOEPAHCAMCS 8 DONbUIOM KOIUYEeCmEe 8 OEeNKAX HCUBOMHO20 NPOUCXOHCOEHUS
(pvibe, msce, MONOUHBIX NPOOYKMax u 0p.). B cpedonem codepowcanue 6 Hux auzuna cocmagnsem 6
- 9% u mpunmoghana 0,6-2%. B pacmumenvHuix dtce npooykmax (080w, pykmul, HeKOMopwvle
KpYnbl) cOOepocanue YKa3anHolX aMUHOKUCTIOM MUHUMATbHO.

Ilpu T'A 1 npumensrom 06a eapuanma jne4eOHO2O0 NUMAHUA. NePsbill - Ouema C HUSKUM
cooepoicanuem IU3UHA U MPUNMoOpaHa ¢ UCNOIL30BAHUEM CNEYUANU3UPOBAHHO20 NPOOVKMA,

OanHbILL BapUAHm Ouemvl NOKA3aH 8 Nepayio ouepedb 0emsm (¢ podicoenust 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.

Ipumenenue emopoeo sapuanma Ouemsl NOSbIULAECT PUCK ATUMEHMAPHOU HeOOCMAmOYHOCHU
He3aMeHUMbBIX AMUHOKUCTIOM U OPY2UX ICCEHYUANbHbIX HYMPUEHMO8, Ym0 MOXMCem Npugecmu K
PA36umuio  pasiuyHbIX — HAPYWEHUL:  NOBbIWEHHOU  8030YOUMOCMU,  HAPYWEHUI0  CHA,
HeMOMUBUPOBAHHBIM — KONCOAHUAM MeMnepamypol, neiiazpe (8 pesyibmame CHUNCEHUS.
00pa3068anHUst HUKOMUHOBOU KUCIOMbL), UMEHHO NOIMOMY OAHHBIU BAPUAHM MOdicem Oblmb
npUMeHeH MOAbKo y nayuenmos cmapue2o eo3pacma. Cneyuanusuposanuvie npooyKmbl
J1e4edH020 NUMAHUSL HA OCHO8E AMUHOKUCIOM 0e3 Tu3una u mpunmogana**** npedcmaenenvl 6
Tpunooicenuu A6.

Munumansho Odonycmumsie NOMPEOHOCMU NAMOSEHEMUYECKU 3HAYUMBIX AMUHOKUCIOM 6
numanuu demetl paziuuHo2o éospacma npedcmasienst 6 Ipunoxcenuu A7 [1, 2, 18].
Tayuenmol Mradenyeckoeo 03pacma Mo2ym HAxX00Umscs Ha 2pyOHOM eckapmausanuu. I pyonoe
MONOKO 8 OAHHOM Ciayyae Oyoem sIsimbCsi OCHOGHbIM UCMOYHUKOM HAMYPAIbHO20 OelKka 6
COUemaHuu co CHeyuanu3uUpoOBAHHOU CMECbI0 AMUHOKUCIOM, COOMBEMCMEYIouell 603pacny
pebenka. Konuuecmao nusuna 8 2pyoHom Moioke uzgecmuo u cocmagisiem 86 me na 100 ma.
IIpu pacueme HU3K00€IKOB0U OUEMbl CO CHUNCEHHBIM COOEPIHCaAHUueM TU3UHA U mpunmoghaua
HeoOX00UMO NOMHUMb, YMO JU3UH U MPUNMOpaAH Cco0epiHcamcsi NPAKMUYecku 60 6Cex
NPOOYKMAx, u yuumuiéamy 3mo npu cOCMagieHuu 1e4yebH020 payuond.

Cneyuanusuposannas ouema mpeOyem MOHUMOPUHEA 30 YPOGHEM AMUHOKUCIOM U UX
Memabonumos 6 niasme Kposu u moue, OUOXUMUUECKUX MAPKePO8 HYMPUMUEHO20 CMAMYcd
(oOwuii  6enox, npomeunocpamMma u O0p.), OUHAMUYECKO20 HAOMIOOeHUs 3d @HUUYECKUM
pazeumuem U HYMPUMUBHLIM CMAMYCOM NAYUEHMA, a MAaKdxice NepuoouyecKol Koppekyuu
J1eYebH020 PAYUOHA C PACYEMOM €20 XUMUYECKO20 COCMA8d.

B npunosicenuu A8 npeocmasnenvl mabauyvi, 8 KOMOPHIX COOEPHCAMCA MENCOYHAPOOHbLE U
poccuiickue pekomeHOayuu no CymoyHvlM HOpMAM nompeobienus 6enxa, Mu3uHa u mpunmogana

U OaHHble NO CPeOHeMY COOEPHCAHUIO TUSUHA 8 HEKOMOPLIX HAMYPALbHBIX NPOOYKMAX.
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3.2 MeaukaMeHTO3HAas Tepanus

e PexoMeHayeTcsl IOXKM3HEHHO [IATONEHETUYECKAs! TEPAITUS #IE€BOKAPHUTHHOM MAILIMEHTaM
¢ T'Al ¢ uenpl0 BHIBENEHUS TOKCHYHBIX META0OIMTOB M KOPPEKIHH BTOPHYHOM
HEIOCTaTOYHOCTH KapuuThHa [1, 2, 7, 16, 19, 20, 65].
YpoBeHb yoeauTeIbHOCTH pekoMeHaanuii C (YpoBeHb T0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
Kommentapumn: npu I'Al nabnodaemcs émopuunas HeOOCmamoyHoCms KAPHUMUHA 8 MKAHSX.
E20 nyn 6vicmpo ucmowaemcs, noCKOIbKY OH C6A3bl6ACMCS C 2ILYyMApPO6Oll KUCIOMOIL, KOMopas
npucymcemeyem y —nayuenmosé 6 Oonvuux Koauuecmeax. Ilpenapamvl,  codepocawue
Jlesokapnumun 60CROIHAIOM SMOM 6MOPUUHBLIL Oepuyum, CeéA3bl6I0M 2YMAPO8YI0 KUCIOMY U
obecneuusarom ee 6vleeOeHue U3 OPeAHU3MA 6 6UOe 2IYMAPUIKAPHUMUKA. Y OONbuUHCMEd
neneuenvlx nayuenmos ¢ I'A 1 xonyenmpayus o6we2o u c60600H020 KAPHUMUHA 6 NIA3ME U
cbisopomre kposu Huskas. Hauanvnas 0oza #J/1esoxapuumuna cocmasnsiem 100 me/ke/cymru 0nst
6cex 603pacmos, ona modxcem ovims cHudicena 0o 30me/ke/cymku y nayuenmoe cmapuie 6 iem
npU HOPMALLHOM YPOBHEe 600001020 Kaprnumuna 6 kposu [20, 65].

B Ilpunoxennn A9 CyMMHPOBaHBI OCHOBHBIE MEPOIPHSTHS, KOTOPBIE 00S3aTEIBHO

JIOJDKHBI OBITH BBITIOJIHEHBI TIOCIIC TTOATBEPKAeHU quarHo3a ['Al.

3.3 Xupypruueckoe JeueHue

o PexomMenayercss XUpypru4eckoe JiedeHHE CyOAypalbHBIX THAPOM H apaxHOHMJATbHBIX
KUCT, TUApOLEe(aTNd U IPYTUX MaTtoyoruid nanueHtam ¢ ['Al mo mokasaHusiM ¢ IEIbIo
CTaOMIM3AIMU COCTOSIHUSI ITPU HeHpOXUpyprudeckoit maronoruu [7, 19, 20].

YpoBens yoenureabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 5)
Kommentapumn:  Pewenue o0  yenecoobpasHocmu  npoeedeHusi  Helpoxupypeuieckoeo
eMeuamenscmea  (6eHMpUKYJIONEPUMOHEAIbHOE WYHIMUPOSAHUE U I6AKYaAYUsl CYOOYPATbHBIX
CKONMeHull 8 Mo32e Npu npozpeccupyioweli Makpoyegaiuu) npuHuUMaemcss 6 Kaxircoom
KOHKDEMHOM Clyude KOHCUTUYMOM epavell cneyuanucmos. Heupoxupypeuueckas mepanus
aApaxHOUOANLHLIX KUCH U CYOOYpabHbIX cemamom y nayuenmos ¢ I'Al dondxcna npoeooumuvcs

KpatiHe 0CMOPOAICHO NOO HAONI0OeHUeM 0emcKo20 HelpoxXupypea.

e Pexomenayercss XUpypruueckoe JIeYeHHME KOCTHBIX  JedopManuil  (TsKenble
KOHTPaKTYypbl, BbIBUX Oeapa u ap.) mauveHtamM ¢ ['Al mo moka3aHusM C LENbIO
CTa0MJIM3alUY U YITYUYIICHUS COCTOSHUSI IPU OpTOIeAnYecKor naronoruu [2, 7, 39].

YpoBeHb yoenuTeJbHOCTH pekoMeHaanuii 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 PekoMeHnayercs mpH IUIAHUPOBAHUU XUPYPrHUECKOrO BMEUIATENHCTBA MO BO3MOKHOCTH
nu30eraTb TOJIONAHUS, TPUMEHATh HWHQPY3UH JEKCTPO3BI** W  yABOUTH JO3HPOBKY
neBokapHUTHHA [21].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB — D)
KommenTapuu: Pewenue o yerecoobpazHocmu NpoeoeHuss HeupoopmoneouiecKkoco
eMeuamenbcmea NPUHUMAEmcs: 8 KadCOOM KOHKPEMHOM Clyyae KOHCUNUYMOM —epadeli
cneyuanucmos. Hasznauenue 0801iHOU 003bl 1€60KAPHUMUHA 8 COOMBEMCMEUU C UHCMPYKYUell-

8MOpUYHAas Heo0oCmamox KapHumuHha ujiu eco NOBLIUEHHOU nomepez}.

3.4 Uuoe Jeuenune

Jleuenue HesponocuYeCKUX COCMOSHULL NPOBOOUMCS CORNACHO COOMEEMCmEYUWUM
KAUHUYECKUM PEKOMEHOAYUAM (He8pPOI02UYeCcKUe COCMOAHUSL).

e Pexomenayercss 1npu  BO3HUKHOBEHMM  JIMXOpagku  Belme 38,5  HazHayaTh
noynpoden™**unu napaneramon**[28].

YpoBenb yoenureabHocTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB — 5)
KommenTapuu: unvie HIIBC mocym evizeams cunopom Petie.

e PekomMenayercst mpy BOSHUKHOBEHNH MH(PEKIIMOHHBIX U HHTEPKYPPEHTHBIX 3a00JIeBaHHHA
Ha3HayaTh JIEYEHHE COIJIACHO COOTBETCTBYIOLIUM KIMHUYECKUM PEKOMEHIAIUsIM
(uHexuuoHHble 3a0oyieBaHUsA). AHTHOAKTEpUATIbHYIO TEpamui0 Ha3HA4YalT B
3aBUCHMOCTH OT MIPEAIOIaraeMoro MaToOreHHOro areHTa B BO3PAaCcTHBIX 03ax [21].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
KommeHnTapuu: npomusonoxazanus K HasHaueHuio 1100bIX 2pYynn aHmMubaKmepuaibHulx

npenapamos omcymcmeyom.

° Pexomennyercest gapMakoTepanus dKCTpaUpaMUIHBIX HapYIICHWH MpernaparaMyd U3
TPYIIBl MUOPEITAKCAHTOB [IEHTPATBLHOTO IEHCTBUS, manueHTam ¢ ['Al mo mokazaHusm ¢
IIEJIbI0 KOPPEKITUKM HEBPOJIOTHYECKHI HapymieHuii [2,16,21, 55].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
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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
cuumaromcs npenapamuol 1€8000NbL (#J/lesooona+[Kapodouoona] **,
#/lesooona+[Bencepazud] **) u #Tpucexcugpenuoun , Komopulli HasHauaemcs Oemsam 6
so3pacme cmapute 5 1iem [55, 67, 68].

Obwenpunsmoiti npunyun Hasnauenus #Ipucexcugenuouna™** y oemeil ¢ oucmonuell:
cmapmosams ¢ HU3KOU 003bl C NOCMENEHHbIM NOBbIUEHUEM KaXCOYI0 Heoelio 00 YPOBHs
npubnuzumenvro 1-2 me/xe, paszoenennvix Ha 3 npuema. Hexomopwim nayuewmam moeym
NOHAO0OUMbBCA OONlee 8bICOKUE 003bl. [[IUmenbHOCMb leueHusi onpeoensemcs: UHOUBUOYANbHO —
OM HeCKOIbKUX Hedelb 00 Heckoabkux mecayes [59]. Hauanvnas 0oza #mpueexcugenuounra™* ne
ooaxcua npegviuiams 0,5—1 me/cym.

Hosuposku #Tpucexcugenuouna™* y oemeu ¢ OucmoHuel CO2NACHO NPOBEOEHHLIM
uUCccne0o08aHusIM:

1-a neoens: 0,05 me/xe x2p/cym

2-s neoens. 0,05 me/xe x3p/cym

3-a neoena: 0,1 me/ke x3p/cym

4-5 nedensa: 0,15 me/ke x3p/cym

5-a neoens. 0,20 me/ke x3p/cym

6,7,8,9 neoenu — 0,25 me/xe x3p/cym [60].

unu

1-a neodens - 0,2 me/ke/cym — pazoenenuvie Ha 3 npuema
2-51 Hedens - 0,5 me/xe/cym — pazoenenuvie Ha 3 npuema
3-1 neoens — 1,0 me/xe/cym — pazodenennvie na 3 npuema
4-1 neoens — 1,5 me/xe/cym — pazoenennvie na 3 npuema
5-a nedens - 2,0 me/ke/cym — pazoeneHuvle Ha 3 npuema
6-5 Hedens — 2,5 me/ke/cym — pazdenennvie Ha 3 npuema

7-12-5 neodenu — 2,5 me/xe/cym — pazoenennvie na 3 npuema [61].
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YV 83pocnvix ¢ oucmonueu #mpueexcugpenuoun** obviuno Hauunaom ¢ 003wl 2me x 2-3 p/cym ¢
HOCMenenHbIM nogvlueHuem Ha 2me kaxcoyio 1-2 nedenu (wawe xasxicovle 2 nedenu), 06b14HO 00
oocmuoicenus 21,5 me [62].

Ilpumenenue aHMUXOIUHEPSUUECKUX CPEOCME CAedyem O02PAHUYU8AmMb 6 C853U C PUCKOM
nOsAGNIEeHUS AU YCY2YOIeHUU KOCHUMUBHBIX U ncuxuyeckux napywenut [40,63].

Cnedyem yuumui8amo, 4mo 8blpaANCeHHAs. CNACMUYHOCTb, 2UNEPKUHE3bl U OUCTOHUYeCKUe amaki
MO2Ym  Npuooumv K BbIPANCEHHOMY 001e80MY CUHOPOMY U OelIK080-IHEep2emuiecKou
HeOOCMAamoyHOCmuy, KOmMopwvle, 6 C60l0 ouepedb, NposoOyupyem YcuieHue O08UameIbHblX
Hapyuwerutl. Takum 0Opazom, 6 KOMNIEKC Je4eHUsi CHACMUYHOCIU U OUCMOHULL 0053amenbHO
O0JIXHCHBL 8X00UMb MepOonpusmus 0Jisi NpedomsepaujeHus U KynuposaHus 001e6020 cUHOpoma u

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

° Pexomenayercss OoTynuHOTEepamnus mnaimueHtaM ¢ ['Al 1Mo TOKa3aHUSAM C IEIBIO
KOPPEKIIUKM HEBPOJOTHYECKUI HApyIIeHU# (aucToHuH, ciactuanocTH) [7, 16, 20, 39].

YpoBeHb yoenuteabHocTH pekoMenianuii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 4)
KommenTapuu: AnvmepnamuHvlM MemoooM JleueHuss MHCeNblX (QOKANIbHbIX OUCTMOHUU U
cnacmuyHocmu  siensiemcss bomynunuueckuti mokcun muna A-eemaceitomuHul KOMHIEKC™ ™,
bomynunuueckuii moxcun muna A**.

Tepanus npoeooumcs anaio2u4Ho MaKoeou npu 0emcKom yepeopaibHoM napaniuye

® PeKOMeH)_IyeTCﬂ Tepanungd SMUICITHYCCKUX HNPUCTYIIOB C MHAWBUAYAJIbHBIM HOI[60pOM
MPOTHUBOSIMUWICITUICCKUX MTPCIIapaTOB MAIIUCHTAM C I'Alc HEJIBIO KOPPCKIHUH CUMIITOMAaTUKH [7,

16, 19, 20].
YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

KommenTapum: Dnunenmuueckue npucmynvl 603HUKAIOM ) HEOOIbUIO20 YUCIA NAYUEHIOE 8O
8pemMs Ul NOCe NePEeHeCeHHbIX IHYeParumono00OHbIX Kpu308, Mo2ym 0vims 0OHOKPAMHBIMU U
He nosmopsamvcs 8 davHeliuem. B psoe ciyuaes 3a snunenmuueckue npucmynsi 6padu ouuOOYHO
npUHUMAalom epyobvie cunepKuHesvl U OUCMOHUYECKUe amakxu.

Coobwaemcs, umo monomepanus ¢henobapoumanom™* u okckapbazenuHom™>*  mooicem
KYNupoeams snuienmudeckue npucmynvl y nayueHmos smou xameeopuu [27, 28]. Oouaxo, 6
OonbuUHCIMBe  CYyYUAe8 NPUMEHAIOM  NOIUMEPANUI0  MAKUMU — NPOMUBOINULENMUYECKUMU
npenapamamu, Kak Jjegemupayemam™*, aamompuodicun, monupamam>*, gdenumoun™*,

Kkapbamazenun™* u knionazenam™>* [42-47].
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e He pexomenayercst Ha3HAYCHUE MPEIIAPATOB COJICH BAILIIPOEBOI KUCIOTHI ™™ narueHTam

¢ Al ¢ uenpro nmpenoTBpaIeHus yXyalleHus coctosuus [2, 7, 16, 20, 21].
YpoBeHb yoenuTebHOCTH pekoMenanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB — 5)

KomMmeHTapum: ganbnpoamul 6b1600MCA U3 OP2AHUSMA 8 BUOE BANLNPOUIKAPHUMUHA, YMO
ucmowaem peseps C800O00HO20 KAPHUMUHA U YeHemaem pabomy OblXamenbHoU yenu
mumoxonoputi. Hasnauenue npenapamos eanvnpoesoi kuciomol™™, maxkum obpazom, He

arcenamenvhul [21].

3.4.1 Jleyenue B nepuoa MeTadoJJu4IeCcKOro Kpmusa

Heobxo0umo nomuums, ymo ocmpulii SHYe@darumonoO0OOHbll KpU3 MOA*CEM pa3eumsCs
npu 11000M UHDEKYUOHHOM 3A001e6aAHUY, BAKYUHAYUU UTU XUPYPSUYECKUX BMeUlamenbcmeax 6
OCHOBHOM 8  6o3pacme 0o  wecmu Jaem. Hacmopadicusarowumu — cumnmomamu,
C8UOEeMeNbCMEYIOWUMU O PA3BUMUL OEKOMNEHCayUUu No OCHOBHOMY 3aD0Ne8aHUI0, AGIAIOMCA:
nOGMoOpHble pEOMbl, Ouapesi, HeepoIo2UUecKUe PACCMpoUcmea (MblleuHas 2UNnomoHus/
PUSUOHOCTb, NOBLIUEHHAS B030YOUMOCMb, MbIUEYHAs OUCTNOHUS, YeHemeHUue CO3Hauus). Y
Ooemetl cmapuie 6 em puck pazeumusi OCMpuIX HeBPONOSUYECKUX HAPYUEHUT 80 8peMs KPU308
CHUDICAEMCS, YMO CBA3AHO C NOBBIUEHUEM MOAEPAHMHOCMU M0324 K KOJLEOAHUAM KUCTOMHO-
WeN0YHO20 COCMOAHUA U 8030€liCBUI0 MOKCUYECKUX MemaboIumos.

OcHosHblMU mpuccepamu 0ekomneHcayuu ((hakmopamu, 8vizviearouue pacnao OeiKa) Aeamcs
e [onooanue

o Ungexyuonnvle npoyeccoi, 0cOOeHHO npomeKauue co peomoti, ouapeet

o Jluxopaoxa (nm060ii smuonozuu)

o /nmencugnvie puszuyeckue ynpaxcHeHus

e Hapywenue ouemul (u3b6vimouroe nompedienue benxa)

Heobxo0umo npoeedenue mujamenvHol KIUHUYECKOU OYEHKU COCMOAHUA NAyueHmd,
BKIIOYAS UBMeEpeHUe apmepUaIbHO20 OAGIeHUs U OYEHK)Y KOMbL no wkaze I 1azeo npu nodo3peHuu
Ha pazeumue MemadoIuiecKo2o Kpusd.

OCHOBHbIMU NPUHYUNAMU TIeYeHUsL 80 BPEML IHYEDANUMONO00OHbIX KPU308 AGNAIOMCA:

O BOCCMAaHOBNIEHUEe KamaboIuyeckoeo cmamyca, nymem HA3HAYeHUs 8blCOKOIHEP2eMUecKoll

un@y3uoHHOU mepanuu (0ekcmpo3a™* 6 couemanuu ¢ UHCYIUHAMU U UX AHALO2AMIL);
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O o2paHuueHue 0OpPA306AHUSL OP2AHUYECKUX KUCTOM, RYMeM CHUNCeHUs NOCMYNIEHUs OeiKd
HAMYPAILHBIX NPOOYKMOS Ul NOIHOe UX uckuouerue (no 603modchocmu 6 meyenue 24 uacos
UCNONL3YIOM — MOJbKO — CReYUAIUSUPOBAHHbIe — NPOOYKMbl — HA — OCHOGe  cmecell
amunoxuciom)[28];

O  68edeHle 8bICOK0003H020 JlesokapHumuna,

O  80CCMAHOGLEHUE KUCIOMHO-WEN0YHO20 COCMOSIHUSL KPOBU.

IloopobHubie kKiuHuueckue u 1abopamophvle noxazamenu npusedenvt 8 npunodicenuu Al 0.

e Pexomenayercst KOppEKIUsl MAaTOTCHETUYECKON IMETOTEPAllMUd MU J03 JICBOKAPHUTHHA
naruentam ¢ 'Al B meproa MeTabon4eckoro Kpusa C Iebl0 CTaOUIH3auy COCTOSTHUS
[7, 19, 20].
YpoBeHb yoenuTeqabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
Kommenrapun: Heomnooichas mepanusi O0IJCHA HAYUHAMBCS HEMEOLEeHHO U NPOOOINCAMbCS
6ecb nepuod GeopunbHOl IUXOpaoKu, nocie BaKyuHayuu, 00 U HOCAe XUPYPeUuueckKo2o
emeuamenbcmed, 0COOEHHO y Nayuenmos 8 8o3pacme 0o 6 iem.
Hasnauarom svicokooosnwiit #resoxapnumun 150-200 me/ke/cymru (npunoscenue A10) [65].
#./lesokapnumun esooumcs enympugenno —150-200 me/ke/24 u 6 eude 2 -4 pazoenvhvix 003 Ui
bontocuo no 100 me/xe 6 meuenue 30 munym c nociedyroujei MeoleHHOU 6HYMPUBEHHOU UHDY3Uell
no 4 me/ke/u. (maxkcumanvras 0oza 6 2/cym)[66].
Ecnu enympugennoe 66edenue HeB03MONCHO, 803MOdiceH nepopanbhslil npuem 200 me/xe/cymxu

O0pobHoO.

o Pexomenayercsi nH(dy3uoHHas Tepanus B crauuvoHape nanueHtam ¢ ['Al B mepuon
MeTaboIMUECKOT0 Kpr3a C IIeJIbI0 IPEOTBPAILICHHSI Pa3BUTHS TSKEJIbIX HEBPOJIOTHYECKUX

Hapymienwuii [7, 19, 20].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)
KommenTtapuu: Ilpu nossienuu y 60161020 péomul, hoéviuenus memnepamypul eviuie 38,5°C,
HeBPO0CUYECKUX PACCMPONCIE NOKA3AHA CPOYHAs 2ochumanuzayus ¢ cmayuonap. OCHo8Hbie
NPUHYUNBL UHINEHCUBHOU MePanuu 8 YCIo8Uax cmayuonapa npeocmasnensi 6 Ipunooscenuu A10
[54]. Pannee nauano unmencusnoco newenusi no360.1sem npedomepamums pazeumiue msxiceabix
He8pOL0cUYeCcKUx HapyueHutl y boavuuncmea nayuenmos ¢ I'Al. Buympueennas ungyzuonnas
mepanus 8KIOYAen pacmeop 0excmposzvl™* uz pacuema 8-15 2/xe/cym, uncyirunomepanuio npu
eunepenuxemuu (sviute 10 mmonv/n) u/unu emoxosypuu. He credyem eozmewams nomepu

AHCUOKOCMU 30 CHem IHMepalbho2o numanust (cm. npunoxcenue A10) [28].
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HUnghysuonnas mepanus exnrovaem:

- Buympueennoe ssedenue oekemposor™* uz pacuema 8-152/ke/cymru (Ilpunoscenue A10).
B cnyuae eunocnuxemuu - nemeonennoe ggedenue oekcmposzvl** 200 me/ke (2 ma/ke 10%
oexcmposwvl ™ * unu 1 mn/ke 20% 0excmposel**) 6 meueHue HeCKOIbKUX MUHYM.

- Buympusennoe sgeoenue #/lesoxaprumuna 150-200 me/xe/cymxu. [Ipeonoumumenvro
pazeooums Jlesokapuumun pacmeopom O0eKcmpo3vl™™ unu 0006asumes 6 CYmMouHyIo
un@y3uro dekcmpozol™ ™.

B nepuoo memabonuueckoco Kpuza HeoOX0O0UM MOHUMOPUHE —KIUHUYECKUX U
nabopamopueix noxazamenei (KUCIOMHO-WENOYHO20 COCMOAHUL KPOBU, 2II0K03d,
INEKMPOAUMbL (KANUL, HAMPUL, KATbYUL UOHUSUPOBAHHDBIL, XJI0p) Kaxcovle 4-6 uacos uiu
PpaHbvuie npu HAIUYUU YXyouleHuss uiy yayyuleHutl cocmosinus nayuenmam ¢ I'A1 6 nepuoo
MemadonUuecko2o Kpu3a ¢ Yeuvblo OYEHKU COCMOSIHUSL U CBOEBPEMEHHOU KOppPeKyuu

mepanuu.

PexoMeHnayercs mpuMEHEHNE aMUHOKHCIIOTHBIX CMecel 0e3 nu3uHa u Tpuntodana (Miu
C HHU3KHM cojepaHueMm TpunrtodaHa) BceM manueHtam ¢ ['Al B mepuon
MEeTabO0JIMYECKOT0 KpH3a C IeJIbI0 BOCIIOJIHEHHS TOTPEOHOCTH B O€JIKE 3a CUeT OEIIKOBOTO

SKBHUBaJICHTa O€3 MaTOreHETHYECKH 3HAYMMBIX aMUHOKHUCITOT [28, 55].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapumn: /Ipu nesosmodcHocmu nepopanbHo2o npuema cmecu peKoMeH008aH0 KOpMIEHUe

uepes Haaoeacmpaﬂbnbzd 30HO. HpuMeHeHue cneuuaﬂmupoeanuoﬁ cmecu Kaxk eOUHCMBEHHO020

UCMOYHUKA OeIKa 603MOJICHO 6 meueHue He Oonee 48 uyacos, daree 6 numarnue HeoOX0OUMO

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

coanacuo npunodxceruio A9.

PexoMenayercsi mpu pBOTE€ NPUMEHSTH MPOTUBOPBOTHBIE cpeacTBa #OHOaHCETPOH™™ B

no3e 0,1- 0,15 mr/kr/cyTku) B BO3PACTHBIX [103aX ¢ IEIbI0 KYIMpPOBaHUs cuMmnToMma [55, 56, 57,

58].

YpoBeHnb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

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

NPOMUBOPBOMHBIM OeLiCEUEM 8 803PACMHBIX O03UPOBKAX.

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

B BO3PACTHBIX J[03aX 10 KIIMHUYECKOW CUTYAIIMH C IIeJIbI0 HOpMaIu3aluy BogHoro Oananca [55].

YpoBeHnb yoenutenasHocTu pekoMenaanuii C (YypoBeHb T10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
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4. MeauuuHcKasi peadMJIMTALIMS M CAHATOPHO-KYPOPTHOE Je4YeHue,
MeIMIMHCKUE TOKA3aHUS M NPOTHBONOKA3AHUS K NPHUMEHEHMI0 METOHO0B
MEIUIMHCKON peadWjJnTanuu, B TOM YHMCJIe¢ OCHOBAHHBIX HA MCIOJb30BAHUM

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
ocywecmensaiom — nocie  NOCMAHOBKU — peabunumayuoHHo20  OuazHo3a € y4emom
PpeaburumayuoHHo20  NOMeHYuana Ha  OocHogaHuu  MedcOyHapooHou  Kiaccugurayuu
@ynxyuonuposanus (MK®). Llenvio peabunumayuonHulx MepoOnpusmull A6NAemcs YiyuuieHue
@DYHKYUOHANbHBIX — BO3MOJCHOCMEU — peOeHKd, CHUMNCeHUe aKMuGHOCMU  NAmol0SUdecKux
MOHUYECKUX U JAOUPUHMHBIX peqleKcos, YycmpaHeHnue NaAmoa0SUYecKUX CUHepull U
cnacmuyHocmu, RpOQUIAKMUKA OPMONEOUUECKUX OCTOHCHEHU.

bonvwoe yucno peabunumayuoHHvlx Memooux @OU3UYECKOl HANPABIEHHOCMU CHUMYIUpYem
08ULAMENLHYI0 AKMUBHOCMb U YCUTUBAEM CEHCOPHBIN NOMOK, KOppuzsupyem no30moHudecKue
VCMAHOBKU, 08ucamenbHble MOMUSAYUOHHbIE U KOCHUMUBHbLE HAPYULEHUS.

OcHo6ubiMU  HanpaeieHuaMu  peaburumayuu  AGIAIOMCA.  usuyeckas  peadurumayusl
(IIpoyedypsi, HanpaesieHHble HA yMeHbuleHUe CHACMUKY, Y cyeu no MeOuyuHcKou peabuiumayuu
nayueHma c 3a601e8aHUAMU YEHMPANbHOU HEPEHOU CUCEMbl KUHe3Umepanus, 6 m.y. jeyeonas
euMHacmuxa, adanmusHulli cnopm (Jlewebnas guskynemypa npu 3a001e8aHUAX YEHMPATLHOU
HEPBHOU cucmeMbl U 20J108HO20 Mo32a. Jleuebnas guskyrbmypa npu 3a6071€6aHUAX YEHMPATbHOU
HEPBHOUl cucmeMbvl U 20JI06HO20 MO32d 6 bacceline YnpajicHeHus neyeOHoOUu @Qu3KyILmypoll,
HanpasieHHvle Ha  yMeHbuleHue cnacmuku, Jleuebnas — uskyremypa npu  agasuu,
ouzapmpuu, Yciyeu no MeOuyuHckou peaburumayuu oemeu ¢ He8poI02UecKUMU 3a001e8aHUAMU
Memoodamu npuKkiaoHo Kunezomepanuu), maccaxc (Maccaxc npu 3abonesanusx yeHmpaibHoU
HepBHOTl CcucmeMbl), annapamuas Qusuyeckas peaburumayusi ¢ UCHOIb308AHUEM QUIUYECKUX
Gaxkmopoe (anekmpo, MacHumo, Yabmpazeykoeas mepanus, Bozoeiicmseue nepemeHHbIM
maenumnvim nonem (IleMII), Mexanomepanus npu 3a001e6aHUAX YEHMPATbHOU HEPBHOU

cucmemsl U 20J1I06HO20 Mo032d, Po6omu3up06aHHaﬂ mexanomepanusi npu 3a601e6aHUAX
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YEeHMPAanNbHOU HEPBHOU CUCEMbL U 20108HO20 MO324, JleuebHas pu3KyIbmypa ¢ Ucnoab308anuem
annapamos u mpeHaxicepos npu 3a001e8aHUAX YEHMPALbHOU HEPEHOU CUCmeEMbl U 20108HO20
mo3zea, T'uopokunesumepanus npu 3a601€6aHUAX YEHMPATbHOU HEPEHOU CUCIEMbL U 20JI08HO20
mo3sea, Koppexyusa napywenus ogueamenvHou GyHKkyuy npu nomowju 6Uoi02ULecKol 0opamuou
ceasu, Koppexyus HapyweHus osucamenvHOUu QYHKYyuu ¢ UCNONb308AHUEM KOMNLIOMEPHLIX
MEXHOI02U), KOHCEepBaAMUSHOe Opmoneouieckoe JedeHue ¢ UCHONb308AHUEM NOCMYPATbHO2O
MeHeOdxncmenma u opmesos (Ilocobue no 60ccmanosieHulo NoO30-CMAMUYecKux @yHKYuil,
Jlunamuueckas nponpuoxoppexyus, Yciyeu no meouyunckou peaburumayuu oemeii ¢ Heupo-
0pmMoneouyecKol namoao2ueti Memooamu i1eyedHo20 metnuposanus, Yciyeu no o6ciyHcueaHuro
opmoneouueckux npucnocoonenuti, Koppexyus cveMHOU 0pmoneoudeckou KOHCMPYKYUU),
Koppekyuto oucacuu (/lewebnas ¢uskyromypa npu oucgacuu, Hnousudyarvhoe 3ansmue
JeyebHolU puskyromypoi npu oucgacuu, TpeHuposka ¢ Ouonro2uyeckol 06pPamHoll C8:3b10 NO

anekmpomuoepaguu  npu  oucgacuu), MeoOUKO-NCUXOJI020-NedA20SUNECKUEe  PA3BUBAIOWUE

conposooumenvHule MexHOI02Ul, aoanmayus cpeovl (Hetiponcuxonoeuueckas
peaburumayus)[49].
o Pexomenayercsi KOHCyNbTallUM Joromena manueHTam ¢ ['Al ¢ menpio mpoBeeHHS

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

48].

YposeHb yoenuteabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 4)
Kommenrtapuii: mozym npumenamocs: Meouko-nozoneduyeckoe ucciedoganue npu oucgacuu,
Meouko-nozoneduueckoe ucciredosanue npu aghasuu, Meoduko-n02oneduyeckoe ucciedosamue
npu ouzapmpuu, Meouxo-noeconeduueckas npoyedypa npu oucgazuu, Meouko-n1oconeduueckas
npoyedypa npu aghazuu, Meouko-noconeduueckas npoyedypa npu ousapmpuu, Meouxo-
Jl020neoudeckds MoOHANbHO-pummudeckas npoyeoypa, Meouko-noconeduueckas npoyeoypa c

UCNONIb306AHUEM UHMEPAKMUBHbLX qu)OpMCIZ/;MOHHbZX MEXHON02U.
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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 mnepBAYHas M INOBTOpHAs KOHCY/IbTALlMS Bpada-TEHETUKA II0CHE
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)

KommenTapumn: IIpoghunaxmuueckue Mmepbl BKIIIOYAIOM MeouKo-ceHemuieckoe
KOHCYTbMUPOBAHUE U NPEHAMANbHYIO OUASHOCMUKY, KOMOPAs Npo8oOUmMcs ¢ HOMOWDbIO

MONEKYIAPHO-2eHeMU4eCcK020 ucciedosanus buonmama xopuona [2,15].

e PexomengoBano mnanueHtam ¢ ['Al mpoBoAWTH NPOPUIAKTAYECKYIO BAKIMHAIUIO T10
HAIIMOHAJILHOMY KaJIeH/Iapk0 IPUBUBOK C COOJTIOJICHUEM MEp MPETOCTOPOKHOCTH, B TOM YHCIIE,
Ha (OHE CTPOrOro BBINIOJHCHUS JUETHYCCKMX U JICYCOHBIX HA3HAYCHHUH C IICINBIO
bopMHUpOBaHUS UMMYHHOMH 3alllMThl OpraHu3Ma OT MH(MEKIUH U MPeTOTBPAIICHUS Pa3BUTHS
sHIEPATUTONOT00HBIX KpH30B [7, 40].
YposeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KomMmeHTapum: saxyunayuro yenecooopazsHo nposooums CReYuarucmamu, UMerouwumy onsvim
Ppabomol ¢ nayueHmamu ¢ MemabdoaIUdecKumMu OONE3HAMU, UTU NOO UX KOHMPOTIEM.
B nocmeaxyunanvnom nepuode ciedyem npUCmaibHo HAOI00ams 3a RPUSUIMBIMU ¢ NOBMOPHLIM
usmMepeHuem memnepamypvl meid, 4mo HeoOX00UMO O/ He3aMeONUMEeNbHO20 HA3HAYeHUs
arcapononudcaoueli. mepanuu npu ouasHocmupogaruu auxopaoku >38,5°C, (napayemamon**
unu, ubynpoghen**). Kascowie 2 uaca neobxooumo nosmopHo OYeHusams COCMOHUE CO3HAHUS
nayueHma, NOKa3amenu memnepamypsbl meia u yceoeHue Kopmienus peobénkom. Eciu pooumenu
APOWLIY COOMBEMCMBYIOUYIO NOO20MOBKY, PACMEOPbL MANbMOOEKCMPUHA ULU CONOCTNABUMbLE
yenesooHvle 000a8KU MONCHO 6800UMb NEPOPATLHO UIU Hepe3 HA302ACMPATbHbIU  30HO,

2acmpocmomy Uy eioHOCmoMuIo 0Jisk 0becneuerust 00cmamouno2o sanaca snepeuu [28].
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5.2 IlucnancepHoe Ha0JJI0IeHue

e Pexomenayercss KOMIUIEKCHOE ONpe/elieHHe KOHIICHTPAIIMM Ha aMHHOKHUCIIOTHI B KPOBH Y
naruenToB ¢ Al ¢ menpo mpopHIaKTHKH HEAOCTATOUHOCTH mutanus [ 19, 21].

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

KommenTapuu: Oo6wbiuno onpedenenue amunoxuciom 6 niasme kposu nayuenmam c¢ 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

Mpunmoghana u TU3UHA HA3HAYAIOM 6CeM NAYUESHMAM NPU 603HUKHOBEHUU NPOOeM ¢ NUMAHUeM

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

e Pexomennyercs ucciaeioBaHUE 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
AYUIKApHUMUHO8 6 Kpoeu nayuenmam c¢ 1I'Al nposodumcs ¢ wacmomoti. 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
moHumopune nayuenmos c¢ I'Al). Heobxooumo ommemums, umo ypogewvb ayuIKaApHUMUHOS

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 mecsyes nayueHmam 0o 6 nem, Kadxcovie 6-12 mecayes nayuenmam
cmapwe 6 nem (cm. Ilpunoocenue All. Buoxumuueckuii u UHCMPYMEHMANbHbIU MOHUMOPUHS

nayuenmos ¢ I'Al).

e Pexomenayercsi BceM TaIlMCHTaM TIPOBEJACHHE aHAIU3a KpPOBHU OMOXMMHYECKOTO
o0rmIeTepaneBTHYECKOro  (CoepKaHue TIIFOKO3BI, TTOKa3aTelld  KUCIOTHO-OCHOBHOTO
paBHOBecus, 001Iero 0enka, 6eKoBbIX (pakimii, ambOymMmuHa, C peakTHBHOTO Oelka, 00111ero
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, TI0YEK, OajaHca BAXHEHWIIMX HYTPHUCHTOB IMPH JUCTOTEPAIIHH, KaJIbIUCBO-
dochopHOro 0OMeHa U BbISBICHUS OTKIOHCHHUH BaYKHBIX OMOXUMHYECKUX TMOKa3aTeaen uis
nanpHemei koppekiuu [21].

YpoBeHnb yoenutenasHocTu pekoMenanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 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 nposeieHue o011ero (KJIMHUYECKOr0) aHaIlu3a MOYM BCEM IMAlMEHTaM C
['A1 ¢ 11enb0 KOHTPOJISE Jab0paTOpHBIX Mokaszarenei [7, 34].

YpoBeHb yoenuTeabHoCTH pexkoMeHaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

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

nayuenmos ¢ I'Al).

° Pexomenayercs nmpoBeeHNE HEUPOPAANOIOTHYECKOTO HCCIEA0BAHUS TOJIOBHOTO MO3ra
(MPT/KT romnoBHoro mo3sra) mamueHtam ¢ ['Al mo mokazaHuHsIM C IeNpl0 BH3yadU3allud
U3MEHEHHIA TosloBHOTO Mo3ra [29, 30].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEJILCTB — 4)

Kommentapumn: ObOvbiuno Helipopaduonocuueckoe uUccie008aHue 20108H020 M032d NPOBOOsm
nayueHmam — npu  YCMAHOGNeHuu  OudeHo3d, 4  makdyce — Nocie  NepeHeceHHO2o
IHYedanumono0o6H020 Kpu3a, NOsAGIEHUs. NPOSPEeCCUPYouell HepOI02UYECKOU CUMNMOMAMUKY
npu  omcymcmeuu  npomugonoxazanuil  (cm.  Ipunoowcenue All.  Buoxumuueckuti u

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

° PexoMenayercsi UCClEeIOBaHHE MHUHEPAIbHOM IUIOTHOCTM KOCTHOM TKaHU —
(Pentrenomencuromerpusi) y manueHToB ¢ ['Al nmias TUAarHOCTMKH OCTCOTICHHWH, BBISBICHUS

IPYIIIBI PHCKA IO OCTEOTIOPO3Y U MPUHATHS JeueOHO-poduaakTrHueckux mep [21].
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YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — D)
KommenTapuu: /lposooumcsa nayuenmam cmapuie 5 iem no noKa3aHusM.

° Pexomenayercsi nmpoBeneHue aektposniedanorpadpun (3317) manuenram ¢ 'Al npu
HAJIMYMU HEBPOJIOTMYCCKON CUMITTOMATHKH TSI BBISIBJICHUS SMTUJICITHUECKOM akTuBHOCTH [7, 35].

YpoBeHnb yoenutensHocTu pekoMenanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

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

peaice 1 pasa e 20(), npu Hajaiuduu snujienmudecKux npucmynoe- no NOKA3aHUusM.

e Pexomenayercs poBeACHNE YIbTpa3BykoBoro uccienoanws (Y3M) opranoB OpromHoi
0J10CTH marenTam ¢ ['A1 1st BBIsIBIIEHHUS maTooruu neyenu [36, 52].

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

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

namoJiocuu ne4verHu- no NOKA3AHUAM.

e PekomeHnayeTcsi npoBejicHHe O(TATLMOCKOMUH MAIlMEHTaM C IEJIbI0 CBOEBPEMEHHOTO
oOHapykeHHsI 0pTaTbMOIOrHUeCKoM marooruu [38].

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

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

namoJiocuu - nO NOKA3AHUAM.

e Pexomennyercs mnarmentam ¢ ['Al mpoBeieHHE KOPPEKIUHM JIE4eOHOTO THMTaHUS U
CUMIITOMAaTHYECKON  Tepamuu ¢  IEIbI0  HCKJIIOUEHHUS  OEIKOBO-IHEPreTHYECKOM
Henocratounoctw [1,3,7,18,1,20]

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

KommenTapuu: Koppekyuio ouemomepanuu npo8oosim 8pavu-2eHemuKyu Uil 8pavu-ouemonocu

¢ wacmomotil p/mec na 1 200y scusnu, oanee 1 p/3 mec u no noxkazanuam 0o 3 nem; 1 p 6 mec

nocne 3 1em [50, 51].

° PexomenayioTcs ipu HaOMIOACHUH MAalMeHTOB ¢ ['Al ¢ 1enbi0 KOppeKIuu Tepanuu u
JTMHAMAYECKOTO MOHUTOPUHTA TPUMEHSITh MYJIbTUAUCIUILTUHAPHBIN moaxon [28].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB — D)
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KomMeHnTapuu: noxazanvl nepsuunvie u nosmopHvie KOHCYIbMAYUU 8pavyd-2eHemuKda, epaid-
ogpmanvmonoza, 6paua-He8pPoON02a, BpAYA-OUEmON0ed, BpPAYA-KAPOUON02d, B8PAYA-0emCKO20
Kapouonoza, 1oz2oneda-oegexmonoza, 8paua-He@ponozd, MeOUYUHCKo20 NCUXon02d, 6payd-
opmoneoda, 8paua-neouampa, 8pava-mepanesma, 8paia-Helupoxupypea, epava-xupyped, pavd-
demckozo  xupypea, epadya-ogpmanomonoea, epaua-JI®K, a makdce e6paueli Opyeux
cneyuanvnocmei nayuenmam c¢ I'Al, umeowum HapyweHnus QyHKyuti coomeemcmseyrouux

opeanos u cucmem [1, 2, 7].

° Pexomenayercs o0s3aTenpHOE HA0IIOIEHNE Bpaya-HEBPOJIOra BCEM MallUeHTaM IS
OLICHKH TS’KECTU HEBPOJIOTMUYECKUX HAPYIIEHUH U UX Mocienyroumen koppekuuu [2,7,16,19,20].

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

Kommentapun: Yacmuimu negponocuueckumu ocnoxcnenuamu I'A 1 aensaromes:
0 aKCmpanupamuouvie Hapyuienus (bonee uem 6 95% cayuaes, pazsusaiomcs nocie

nepeHecerHoco ocmpoco MOKCUKO-MemaboIuyecko2o Kpu3a);

0 onunenmuyeckue npucmynsi (4-40%);

0 cy6oypanvhvle kposouznusnus (10-30%);

0 08YCMOPOHHUE APAXHOUOATbHBIE KUCTbL

o PexoMenayercst 00yueHne poauTeNicii mpaBuiiaM OpraHu3aliy Tepaniu B

MEXIPUCTYIHBIN MEPUOJ U B IEPUOJT YTPO3bl META00INYECKOro KpH3a nmaiuueHToB ¢ ['Al ¢
1EJIBbI0 TIPEIOTBPAIICHUS PA3BUTHUS MOBTOPHBIX AHIE(ATUTONONO00HBIX KpH30B [55].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

Kommentapum: V' pooumeneii pebenka 6cecoa Oondcna Obimb RAMAMKA ¢ YKA3aHUEM
HEeOMIOJNCHLIX ~ MEPONPUAMULl 6 Nepuod HAYUHAIWe20cs: Memaboiuyeckoeo kpusza. B
Ilpunoocenuu A12 npugedenvl meponpusamus, HaAnpasieHHvlie HA NPeoOmMepaweHue pa3eumus

NOBMOPHBIX IHYehanumonodooHvix kpu3zos [7,20].

6. Opranusanus oka3aHusi MeIUIIUHCKOH MOMOIIH

IToka3zanus AJISA IJIAHOBOM roClnuTAaJU3AlIMHM B MCIUIIMHCKYIO OPraHu3anunio.

1. mpoBeneHHE AUATHOCTUKH U JICUEHUs, TPeOyIoIIre MpOA0KUTEIHHOTO (ITHEBHOE WIIH
KPYTJIOCYTOYHOE MPeOBbIBaHNE) MEIUIIMHCKOTO HAOMIOIEHUSI 1 MOHUTOPUHTA KIIMHUKO-
71ab0paTOPHBIX MOKA3aTeNeH;

2. HEoOXOJMMOCTh TPOBEACHHUS PA3IMYHBIX BHJOB OKCIIEPTHU3 WU OOCJICIOBaHHS B

MEAMIMHCKOW OpraHu3alMd IpU 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 OTACJICHUE MATOJOTHM JI€TE 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 BBIIUCKM W3 CcTalMoHapa peOCHOK JIOJDKEH HaXOAUTHCS 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 JOHKHBI MPOXOJIUTH YIIIYOJICHHYIO JHCTIAHCEPU3AIUI0 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.

36



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

JIe4eOHOT0 MUTAHMS, JIUIIICHHOTO JIM3WHA U TpunTodaHa****

KpnTeplm OICHKH Ka4YeCTBa ClIeIII/IaJII/IZiI/IpOBaHHOﬁ MeIUIMHCKOI 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

J1e4e0HOro MUTAHUS, JIMIIEHHOT' 0 JIM3UHA U TpUnTogaHa™***
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MpopUIAKTUKN HHBATHAU3UPYOmuX 3a0oneBanuit HUW neguatpun u oxpaHsl 310pOBBS ACTEH
HKII Ne2 ®I'BHY «PHIIX um akan. b. B. IlerpoBckoroy, mpodeccop kadeaps GpakynbTeTcKoM
neauaTpun nenuarpudeckoro gaxyiprera ®I'bOY BO «PHUMY um. H.M. ITuporosa»
Munsapasa Poccuun

BummnéBa Eniena AnekcaHapoBHa — J1.M.H., 3amecTutesb pykoBoautenss HUU nequarpun u

oxpanbl 3m0poBbsi nereid [IKb PAH MunoOpHayku mo HaydHOW paboTe, MOIEHT Kadeapsl
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(dakynpTeTcKOl neauatpuu neauarpuyeckoro daxkynprera ®I'bOY BO «PHUMY um. H.U.
[Tuporosa» Munsapasa Poccuun, wien Coro3a neguatpos Poccun

I'mo6a Oxcana BanepbeBHAa — K.M.H., Bpad-HEBPOJIOT-3IWIEIITOJIOT, Bpay-IeIuaTp, BEAYIIHMI
HAYYHBIH COTPYJHUK OT/EJICHUSI TICUXOHEBPOJOTUM U MCUXocoMaTruieckor narojgoruu GI'AY
«Hay4Hblil MEIUUMHCKUI UCCIEA0BATEIbCKUN LIEHTP 3I0pOBbA neTeil» Munsapasa Poccun,
YieH ACCOUUANKU MEIUIIMHCKUX T€HETUKOB

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
IICUXOHEBPOJIOTUH, 3aBEAYIOIIasl OTACJIICHUEM IICUXOHEBPOJOTHH U ICHUXOCOMATHYECKOM
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
HuxonaeBa Exarepuna AJiekcaHIApPOBHA — J.M.H., [VIaBHBI Hay4yHBIH COTPYJHUK OTHAEja
KJIIMHUYECKOW TeHeTHkn HayuHo-ucclienoBaTeabCKoro KJIMHUYECKOrO0 MHCTUTYTA NeAUaTpUu
nvmenn akajn. FO.E. BenprumeBa, mpod. kadeapbl WHHOBAIIMOHHOW TEAHMATPUH M JIETCKOU
xupypruu MHcTuTyTa HENpepbIBHOTO 00pa3oBaHus U npodeccuoHanbHoro pa3sutus PI'AOY
BO PHUMY wum. H.M. IluporoBa Mwun3napaBa Poccum, uneH Poccwuiickoro o6mecTBa

MCAUIIMHCKHUX I'CHCTHUKOB, YJICH Accounaunn MCAUIMHCKHUX I'CHCTUKOB
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IMeuaTHukoBa Hataabsi JleonngoBHa — pykoBoautenb ['opojackoro LlenTpa opdaHHBIX U
APYTUX peakux 3adoneBanuii y aereit u nmoapoctkoB ['bY3 «Mopozosckas AI'Kb JI3M»
IIymkoB Anekcanap AJjexkceeBHY — K.0.H., BEAyIIMH HAY4HBIH COTPYIHHUK J1abopaTopuu
MOJICKYJIIPHOH TEHETUKHM | KieroyHo Ouonorun DPI'AY «HaydHplii MeaMITUHCKHMA
HCCIIEIOBATENIbCKUI  IIEHTP 3/I0pOBbA JeTei» MunznpaBa Poccuu, wien Accoruanuu
MEUIIUHCKUX TEHETUKOB

[TymkoB Anexkcanap AuiekceeBU4 — K.0.H., BEIYIIM HAay4HBIH COTPYIHHMK JIaOOpAaTOpUHU
MeauIuHCcKON reHoMUKU PI'AY «HayuHblid METUIIMHCKUI UCCIIEIOBATEIILCKUM EHTP 370POBbs
nereit» Munsapasa Poccun, dien Accouuanuu MeIUIUHCKUX TeHeTHKOB (AMI).

Penuna CBerniana AdanacbeBHa — K.M.H., Bpau-TeHeTuk ®I'BHY "Menuko-renernueckuit
Hay4yHBIA eHTp uM. akagemuka H.IT.boukoBa ", wien Poccuiickoro o0miecTBa METUITMHCKUX
TeHETUKOB, WieH ACCOLMAMU MEAUIIMHCKUX TeHEeTHKOB (AMI).

CaBocrbsinoB Kupuiin BukropoBuy — 1.0.H., HauanbHUK MeIUKO-T€HETUYECKOTO 1IEHTPA,
3aBeAyomuil gabopatopuerr meaunuHckod renomukun DOI'AY "HMMUIL 3mopoBes nereit”
MunsapaBa Poccun, mpodeccop kadeapsl menuaTpud U OOIIECTBEHHOTO 310poBbsi PI'AY
"HMMULI 3n0poBesa nereit”" MunsapaBa Poccuu, 4ieH accolpanuy MEIUIMHCKUX T€HETHKOB
(AMT)

CeupunoBa Bajepusi BajnepbeBHa — Bpay-TeHETHK OT/eNIa OpPraHU3AIlUU MEIUIIUMHCKOU
nomomn ®I'BHY «Meauko-renerndyecknii HaydHblid LIeHTp uUM. akaaemuka H.II. boukoBay,
M.H.c Jnabopatopun MytareHesa @OIBHY «Menuko-reHeTndeckuii HayyHbIH LEHTP
uM. akajgemuka H.I1. boukoBa»

CenumzsinoBa Jluimsa PoGeproBHa — k.M.H., 3aBeaytouias otaenom HUUM neauarpuum u
oxpanbl 310poBbs jnereid HKI[ Ne2 ®I'BHY «PHIIX um akax. b. B. IletpoBckoro», moueHT
kadenpel nmeauatpuu U gerckoit pesmartoioruu PIAOY «llepsbiit MI'MY um. U. M.
CeuenoBa» MunzapaBa Poccun  (CeueHoBCkuil ~ YHHUBepcUTET), JOLEHT  Kadeapsl
¢dakynbpTeTckoi neauarpuu neauarpudeckoro daxyiabrera ®I'bOY BO «PHUMY um. H. U.
[Inporosa» Munznpasa Poccun, wien Coroza neguatpos Poccnn

CvmupnoBa Ouabra SIkoBjaeBHa — Bpau-T€HETHK, CTAPLIMN HAYYHBIM COTPYAHHMK OTIENA
CTaHAApTU3alMU U WU3y4yeHUs OCHOB Joka3zartenbHoN Menunuabl HKL Ne2 OI'BHY «PHIX
uM. akaj. b. B. [lerpoBckoro»

CnapOep Ilerp AHapeeBMY — K.M.H., M.H.C. JIabopaTopuu (PyHKIHOHAJIbHON T'€HOMHUKH
OI'bHY "MTI'HII", Bpau renetuxk @®I'BHY "MI'HII", unen Poccuiickoro o0miecTsa

MCAUIIMHCKHUX I'CHCTUKOB
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CrtpokoBa Tarbsina BuxkrtopoBHa — n.M.H., npodeccop PAH, 3aBemyromas otneneHueM
MeMaTPUUECKON racTpOIHTEpOIorun, remnaronoruu u aueronorud Knunuku GI'BYH "OUILL
MUTaHUSA ¥ OMOTEXHOJIOTUH"

Cyo0orun /Amurpuii MuxaijoBuu — Bpau-reHetuk PI'BHY «Menuko-reneTnyeckuit
Hay4yHbIN HeHTp uM. akajgemuka H. I1. boukoBay, uinen Accounanuu MEAUIUMHCKUX T€HETUKOB
®enoceenko Mapuna BiaauciaBoBHa — K.M.H., 3aBEIyIOIIAst OTJEIOM pa3pabOTKU HAYIHBIX
MOAXOJAOB K HWMMYHHU3AIlMM TAIMEHTOB C OTKJIOHEHUSIMHM B COCTOSHHHM 3J0pOBbS WU
XPOHUYECKHMH OO0JIC3HSAMH, BEAYITUH HAYYHBIH COTPpYAHUK, Bpad-nienuatp HWUW nenuarpuu u
oxpanbl 310poBbs neteit LIKb PAH MunucrtepctBa Hayku u Beiciiero oopa3zoBanus Poccuiickoii
Odenepanuu, aoneHT Kadeapbl (HaKyIbTETCKOW TNEIUATPUH TEIUATPUUECKOTo (aKyIbTeTa
OI'bOY BO «PHUMY um. H.U. IluporoBa» MunzapaBa Poccuu, wien Coroza neauatpoB
Poccun

®ucenko Anapei IlerpoBuu — mnpodeccop, a.M.H., gupektop PI'AY «HMUILL 310poBbs
nereir» MwunznapaBa Poccuu, Ilpesmpent [IpodeccnoHanbHON OOIIECTBEHHON OpraHH3aIiH
(accoumanmu) nerckux Bpauen «MHUIMATHBA CIENMAIMCTOB IMEIUATPUU W HEOHATOJIOTHH B

Pa3BUTHH KIIMHUYCCKUX ITPAKTHUK» I10 BOIIPOCaAM IICAHATPHH.

ABTOpBI MOATBEPKAAIOT OTCYTCTBUE (UHAHCOBOW MOJACPKKU/KOH(MIMKTA 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 (CEMEHbIe Bpayun);
Bpauu- nequarpsr;

Bpauu-repaneBTsl;

Bpauu-nuerosnoru;

Bpauu-nespouiory;

Bpauu-opransmornory;
Bpaun-tpaBmMaronoru-opTonesl;

Bpa‘lI/I'SHI/IHeHTOHOFI/I;

. Bpaun-nicuxuarpsr;

. Bpaun-nedponoru;

. Bpauu ¢hyHKIIMOHANBEHOM TUATHOCTUKY;
. 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‘-ICCKI/IX BMeH_IaTeJ'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 pepepeHCHBIM METOJOM WU OTAeNbHbIE
PaHJIOMU3HPOBAHHBIE KIMHUYECKHUE WCCIEAOBAaHUS U CHCTEMaTHYeCKHe 0030pHI
WCCIIEIOBaHMIA JTFOO0TO JH3aifHa, 32 UCKIFOYEHUEM PaHIOMU3UPOBAHHBIX KIMHHYECKHX
WCCIIeIOBAHH, C TPUMEHEHUEM MeTa-aHaJIn3a

3 HccnemoBanust 0€3 TMOCIEIOBATENBHOTO KOHTPONS peQEepeHCHBIM METOJOM WIIH
UCCIIEIOBAaHUsI C pepEepeHCHBIM METO/JO0M, HE SBISIOMIMMCS HE3aBUCHUMBIM  OT
HCCIIeTyeMOr0 METOJa WM HepaHIOMU3HPOBAHHBIE CPaBHUTEIbHBIC MCCIIECOBAHUS, B
TOM YHCJI€ KOTOPTHBIE UCCIIEOBAHUS

4 HecpaBHuTeNnbHBIE UCCITETOBAHS, OMUCAHUE KIMHUYECKOTO Cydast

5 Nwmeetcs nuib 000CHOBaHUE MEXaHU3Ma ACHCTBHS UM MHEHHE SKCIIEPTOB

48




Tabauna 2. [llkana oeHKH ypoBHEH TOCTOBEpHOCTH qokaszarenbet (Y 1) meTomnoB
npoQUIAKTUKY, JICUCHUS, MEIUIMHCKOW peadWiIuTanydyd, B TOM 4YHCIE OCHOBAaHHBIX Ha
UCTIOJIb30BAaHUN  TNPHPOJHBIX  JIeUeOHbIX  (aKkTOpoB  (MPOPHUIAKTHUECKUX,  JICUEOHBIX,

peabIIMTAIIMIOHHBIX BMEIIATEIIBCTR)

Y/ Pacumdponka
1 | Cucremarnueckuii 0630p PKU ¢ npumeHennem mera-aHannsa

2 OtnenpHpie PKM u cucremarnueckwe 0030pbl MCCIAEAOBAHHWE JIFOOOTO W3aifHa, 3a
uckinoueHrnem PKH, ¢ npumenenneM Mera-aHanusa

w

HCpaH,I[OMI/ISI/IPOBaHHI)Ie CpaBHHUTECJIbHBIC UCCIICAO0BAHN, B T.4. KOTOPTHBIC NCCIICAOBAHU A

4 HCCpaBHI/ITeJIBHBIe HUCCIICA0BaHMA, OIMMCAHUEC KIIMHUYCCKOTO Cllydasd WJIHW CCPpUU CIIy4dacB,
HCCIICOJOBaHUA ((CJ'Iy‘IB.fI-KOHTpOHL»

5 | Umeercs numb 0OOCHOBaHME MeEXaHHM3Ma JEWCTBUS BMEILIATENbCTBA (JOKIMHUYECKHE
UCCJICIOBaHMsI) WJIM MHEHHUE 3KCIIEPTOB

Tadauua 3. lkana oreHku ypoBHel yoeautenbHocTu pekoMeHanuid( Y YP) mist metonos
Hpoq)HHaKTHKH, JAUAarHoOCTHUKH, JICUCHUA, MGILHHHHCKOﬁ p€a6I/IJII/ITaLII/II/I, B TOM HHUCJIC OCHOBAHHBIX
Ha WCIOJb30BAHUU MPHPOIHBIX JIEYCOHBIX (HAKTOPOB (TMPOPHIAKTHUCCKUX, JICYCOHBIX,

pea6I/IJ'II/ITaI_II/IOHHBIX BMCIJ.IB.TCJIBCTB)

YypP Pacimmdposka

A CunpHast pexkoMeHAalMs (Bce paccMaTrpuBaeMble KpuTepud 3((EKTUBHOCTU
(ucxoBpl) SABISIOTCS BaXXHBIMHM, BCE MCCIIEJOBAHUS MMEIOT BBICOKOE WIIU
YIOBJIETBOPUTEIIBHOE  METOJOJIOTMYECKOE  KauyecTBO, WX  BBIBOABI IO
MHTEPECYIOIINM UCX0JIaM SIBJISIFOTCS] COTTIACOBAaHHBIMM)
B VYcnoBHas pekoMeHJanus (He BCe paccMaTpuBaeMble Kputepuu 3((HeKTUBHOCTH
(McxofBl) SBIAIOTCA BaXXHBIMHM, HE BCE HCCIEAOBAaHMS HMMEIOT BBICOKOE WIIU
YIOBJIETBOPUTENILHOE METOAO0JOTMYECKOe KayeCTBO W/WIM HMX BBIBOJBI 110
MHTEPECYIOIIMM UCX0JIaM HE SIBJISIFOTCSI COTTIACOBAHHBIMU )
C Cnabas pekomeHamus (OTCYTCTBUE J0Ka3aTeNbCTB HAAJIEKAIIEro KayecTBa (Bce
paccMaTpuBaemMble KpUTEepUU PGEKTUBHOCTH (MCXO/bI) SBISIOTCS HEBAaXHBIMH,
BCE€ MCCIIEJIOBAHMSI UMEIOT HU3KOE METOJ0JIOTHYECKOE KAaUYeCTBO U MX BBIBOJBI 110
MHTEPECYIOMIMM UCX0J1aM He SIBJISIFOTCS COTJIACOBAHHBIMMU)

IHopsinok 00HOBIEHNS KIMHUYECKUX PEKOMEH/1aluil.

Mexanu3M  OOHOBJEHMS  KIMHUYECKMX  pPEKOMEHAALUMH  IMpeaycMaTpuBaeT — HX
CHUCTEMATHUYECKYIO aKTyaJIN3alMI0 — HE PEXe YeM OJMH pa3 B TPU I'oJa, a TAKXKE IPHU MOSIBICHUN
HOBBIX JAHHBIX C MO3MIMU JOKA3aTeIbHONW MEIMIIMHBI MO BOMpPOCaM JUArHOCTUKH, JICUEHUS,
NpOPUIAKTUKH W peabmINTalluid KOHKPETHBIX 3a00JIeBaHHM, HAIMUYWA OOOCHOBAHHBIX

JIOTIOJTHEHUI/3aMeuanuil Kk paHee yTBepkaEHHBIM KP, HO He yame 1 paza B 6 mecsies.
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Hpnnomeﬂne A3. Cl'lpaBO‘lele MaTEpuaJibl, BKJIKOYasgd COOTBETCTBUEC

NOKAa3aHuM K NMPUMEHEHNTI0O 1 HpOTHBOHOKElCBﬂHHﬁ, 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.

2.

®denepanbhblii 3akoH oT 12.11.2011 Ne323-D3 "O6 ocHOBax OXpaHbI 3I0POBbsI IPAK/IaH B
Poccuiickoit ®enepanun” (cratbst 36. [lanmmaTuBHas MEIUIIMHCKAS IOMOILIb )

[Tpuxa3z MunszapaBa Poccun Ne 345H, Muntpyaa Poccun ot 31.05.2019 Ne 372n «O6
YTBEPXKJICHUH TIOJIOKEHUSI 00 OpraHW3alMM OKa3aHWs MaUIMATUBHOM MEIUIIMHCKON
MOMOIIIH, BKJIFOYAast MOPSI0K B3aUMOJICHCTBUS MEAUIIMHCKIUX OpraHu3alnii, OpraHu3aiui
COIIMAIBHOTO OOCITYKHBaHUSI U OOIIECTBEHHBIX OOBEIUHEHUN, MHBIX HEKOMMEPYECKUX
OpraHM3aIHii, OCYIIECTBIIAIOMINUX CBOIO IEATEIBHOCTD B cpepe OXPaHbI 37J0POBbHI.
[Tpuxa3z Munzapasa Poccun Ne 348n ot 31 masg 2019 roga «O06 yTBEp:KIE€HUU MEPEUHS
MEAMIMHCKUX W3JETHi, NpeAHa3HAUYeHHBIX Uil MOAJAEPKaHUS OPraHoB U CHCTEM
OpraHu3Ma 4eJoBeKa, MPEA0CTABIISIEMbIX JIJIs UCIIOIB30BaHUS HA IOMY».

[Tpuxa3z Munzapasa Poccuu Ne 5051 ot 10 utons 2019 roga «O06 yrepxaenuu [lopsinka
nepeaud OT MEIUIIMHCKOW OpPraHM3alliy TMAalUeHTy (€ro 3aKOHHOMY MPEeICTaBUTENIO)
MEAMIMHCKUX U3JeNUNA, TpeqHa3HAYeHHbIX [UIS MOAJepKaHus (YHKIUI OpraHoB H
CHCTEM OpraHM3Ma YesIoBeKa, /ISl UCII0JIb30BAaHUS Ha JOMY MPU OKa3aHUH MAJJTHATUBHON
MEIUIUHCKOW TOMOIIIN.

[Tpuxaz M3 P® Ne 831 ot 3 oxts6ps 2019 roga «O0 yTBep:KI€HUU BEIOMCTBEHHOM
1ejaeBoil mporpamMmbl  «Pa3BUTHE CHUCTEMBI OKa3aHWsS MaUIMATUBHOM MEAUIIMHCKON
MTOMOLIH.

IIpoune HOpPMATHBHO-IPAaBOBBIE [JOKYMEHTbI, € Y4YeTOM KOTOPBIX pa3padOTaHbI
KJIMHUYECKHe PeKOMeHIaluu:

6.

7.

8.

10.

11.

12.

MexaynaponHas kiaccudukanus Oojie3Hel, TpaBM U COCTOSIHUM, BIMSIOIIMX Ha
3nopoBbe (MKB — 10);

[Tpuka3 M3 P® ot 2 mas 2023 r. Ne 2055 «O0 yTBep»/1€HUN HOMEHKJIIATYPbI JOJKHOCTEH
MEAMIMHCKUX PA0OTHUKOB U (hapMalieBTUUECKUX PaOOTHHUKOB.

[Tpuka3 Munzapascoupassutus PO ot 23 urons 2010 r. Ne 541n «O6 yrBepxaeHUH
EnuHoro  KBadM(UKAMOHHOTO  CHpPaBOYHMKA  JOJDKHOCTEH  pYKOBOJUTENEH,
CHELHATNCTOB U CIyXaluX, paszaen «KBanudukannoHHble XapaKTepUCTUKH JOJDKHOCTEH
pabOTHHUKOB B chepe 3paBOOXPAHCHUS Y.

®epnepanbhbiil 3aKk0H OT 25.12.2018 Ne 489-D3 «O BHeceHuU u3MeHeHUU B cTaThio 40
®enepanbHoro 3akoHa "OO0 00s3aTeNTbHOM MEIUIIMHCKOM CTpaxoBaHHMU B Poccuiickoii
Oeneparun" u @denepanbHblii 3akoH "OO OCHOBaX OXpaHbl 3/10pOBbSl TPaXJIaH B
Poccutickoit @enepanuun’ 1o BONpocaM KIMHUYECKUX PEKOMEHTalA».

[Tpuka3 MunszapaBa Poccun Ne 103n ot 28.02.2019 1. «O06 yTBepkIeHHH MOpsAAKa U
CPOKOB pa3pabOTKH KIMHUYECKUX PEKOMEHAALUN, UX MepecMoTpa, TUIOBON (HOpMbI
KJIMHUYECKHX pPEKOMEHJalMi U TpeOOBaHMH K HMX CTPYKTYype, COCTaBy M Hay4yHOH
000CHOBAHHOCTH, BKJIFOUa€MOM B KIIMHUYECKUE PEKOMEHAAINH HH(OPMALIUN».

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

ITpuxa3z MunucrepcTBa Tpyna 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 3APABOOXPAHEHMS W COLMAIBHOIO pa3BUTHs Poccuiickon
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 HAauMEHOBAHHUIO
(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. KIMHHKO-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 JKCTpanupaMuHbIe
-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 CYXOU
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 METOKJIOTIPAMU . HJIH #OHJAHCETPOH**B BO3PACTHOM JTO3HPOBKE
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,

HAIIPABJICHHBbIC HAa IpEaoTBPAlllICHUE 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)

65



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,
MPOSIBIISIONIEECS B BHJIE U3BMEHEHUSI YPOBHSI CO3HAHUS, PBOTHI, CYZ0POT). DHIIE()aTUTONOA00HBIN
KpU3 MOXKET pa3BUThCS Ha (oHE TeueHHs WHGPEKIHOHHOTO 3a00NIeBaHUs, XUPYPTUYECKOTO
BMEIIATENIbCTBA,  JUINTEIILHOTO  TOJOJAHMSA,  4pe3MepHOr  (uU3HYeCKOH  aKTHBHOCTH.
[TocneacTBusiMM  HHIEPATUTONOJOOHOTO KpU3a MOTYT OBITh HEBPOJIOTMYECKHE HapYUICHHS
(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,
runepkuHespl. Yame  BOBIEKAIOTCS  KOHEYHOCTHM, HO  3aT€M  TUIEPKUHE3bl  MOTYT
pacIpoCTPaHATHCS U Ha IEH0, A3bIK, TYJIOBUIIE. JIeTH HUCTIBITHIBAIOT TPYAHOCTHU C XOb00IA.

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 ycranasamnBaercst 1Mar1o3 riiyTapoBoii anuaypuu tamn 1?

Bpaun Ha OCHOBaHMM KJIMHHUYECKHX CHMIITOMOB MOTYT 3allOA03pUTh 00JE€3Hb. 3aTeM
MPOBOASATCS JTabOpaTopHbIE TECThl M HMHCTPYMEHTaJbHOE uccienoBaHue. llpu mnosiBieHun
CHUMIITOMOB OOJIE3HM Bpau Ha3HAuaeT IOBEACHUE JIADOPATOPHBIX MCCIEIOBAHUI- METOJIOM
TaHJAEMHON Macc-CIIEKTPOMETPUHM B IATHE BBICYIIEHHON KPOBHU OINPEAEIAIOT KOHLEHTPALUIO
anuiakapHuTUHOB. [Ipu ['A1 HaGmromaeTcsi MOBBIIEHHWE KOHIEHTPAIMU TIyTapUIKapHUTHHA

(C5DC) n y MHOTHX MalMEHTOB CHUKEHWE KOHIEHTparuu cBobomnoro kapautuHa (CO0). [Ipu
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OTIpe/IeNIEHUU OPTraHMYECKUX KHUCIOT MOYH BBISIBIISIOT MOBBIIICHHE KOHLEHTPALUU TIIyTapOBOi
KHUCJIOTHI U HEKOTOPBIX €€ IPOU3BOIHBIX.

HeonaTtanbHplii CKpUHUHT IPOBOJUTCS TOIBKO B HECKOJIBKUX peruoHax PO.

Jst A1 pa3paGoTaHbl METOJIbI MOJICKYJIIPHO-TEHETHYECKOW JTMAarHOCTUKH: BBHISBJICHUE
naToreHHbIXx BapuaHToB B reHe GCDH, oTBeTcTBeHHOM 3a pa3BUTHE JAHHOTO 3a00JIEBaHUA.
BaxHo nmpoBecTu Takoe Uccie10BaHue, OCKOJIbKY HIMEHHO HA OCHOBAHHWY IM€HETUUECKHUX JIaHHBIX
BO3MOKHO IIPOBEACHUHU [TPEHATAIBbHON U IPEUMILIAaHTALIUOHHOW JUArHOCTUKH 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 SIBJISAIOTCS HOCUTENSIMU OOJIE3HU H, XOTSI CAaMU OHHU He 0OJICIOT, IepealoT peOCHKY ABa
MOpPaXCHHBIX T'eHa. DBONBIIMHCTBO ceMel, rae ecTh pedeHOK ¢ ATUM 3al0oyieBaHUEM, He
CTAJIKUBAJIUCH PaHbIle ¢ MOJ00HOM nMpoliaeMoit. PUCK MOBTOPHOTO pOXKACHUS OOJIBHOTO peOeHKa
B CEMbE, IJI€ YK€ €CTh OOJIbHBIE AETH, COCTABIAET 25% Ha KaKyt0 OEpeMEHHOCTb.

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 U30eKaTh ocnokHeHul. Takxe oHn
MOTYT OBITh HOCUTENSIMHU, KaK UX POAUTENU. YTO KacaeTcsl APYTUX WIEHOB CEMbU, TO UM Ba)KHO
COOOILUTh, YTO OHM MOTYT OBITh HOCHUTEISIMH. DTO 3HAUUT, YTO M Yy HUX €CTh PUCK POXKICHUS
pebeHKka ¢ JaHHBIM 3a00JIEBAaHUEM.

Bce cempn ¢ T'Al  nmomkuel 00s3aT€IbHO MPOUTH  MEIUKO-TEHETUYECKOE
KOHCYJIbTUPOBAaHUE M MOJIYYUTHh MOJHYIO HH(OpPMalMiO OT  Bpaya-TeHETHKa O  pHUCKE
MOBTOPHOTO TPOSIBJICHHUS JAHHOTO 3a00JIEBaHUS B CEMbE, OOCYAUTH CO CHELMATUCTOM BCE
BONPOCHI, CBsI3aHHBbIE C HacienoBaHMeM 3aboneBaHus. B Poccum menuko-reHeTnyeckue
KOHCYJIbTAIIH pabOTaIOT B KaXJI0M 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 JUAarHo3a M Ha3HAUYE€HMs] NATOT€HETUYECKOW Teparuu.
Bmecre ¢ BpauoM HEoOXOAMMO Mepe]] HaYaJoM Tepanuu OOCYAUTh BCE BO3MOKHBIE PHCKH,
no0ouHble 3((EKTH U TTIaBHOE — 0KHMJIaHUs OT JiedeHHs. BakHO MOHKUMATh, YTO JUETOTEpaIus
HE TIO3BOJIUT BBUICYHUTH 3a00JIeBaHHE, HO JacT BO3MOXXHOCTh MaKCHUMAaJbHO CHU3HUTH PHUCKHU

Pa3BUTHSA TAXKCIIBIX OCJIOKHEHUM.
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[Taruentam ¢ ['Al Ha3HayalOT CHENHUATU3UPOBAHHYIO JUETYy C OrPaHUYEHHEM OEIKOBBIX
IPOAYKTOB U MCHOJIb30BAaHUEM CIIELUAIM3UPOBaHHBIX cMmeceil. Kpome Toro, pedbeHok Oyner
HY)KJaTbCsl B TIOCTOSIHHOM IIpUEME BBICOKOJIO3HOIO JIEBOKApPHUTHHA, KOTOPBIM IIOMOTIaeT
BBIBEICHUIO TOKCHUYHBIX METaOOJMTOB U BOCIIOJIHAET BTOPUYHBIM HENOCTATOK 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 MPOBOJISAT B CTAHIAPTHOM, MOJACPKHUBAIOLIEM DPEKUME, MPH KOTOPOM MOTpeOseHHe
JIM3WHA C MUIIEH CTPOTO KOHTPOJIUPYETCs, U peOSHOK MOTydaeT CHEHAIN3UPOBAHHYIO JICYEOHYIO
cMech (0e3 Iu3MHA, ¢ HU3KUM COJIep’)KaHHeM TpunTogaHa), 4ToObl 00ECHEUUTh JTOCTATOYHOE
KOJIMYECTBO OeJIKa ISl pOCTa M Pa3BUTHSL.

Kak jeyat maumeHToB ¢ rJ1yTapoBoii anuaypuei tun 1 B mepuoa MmeTadoau4eckoro
Kpu3a?
Merabonuueckuil Kpu3 - KPUTHUECKOE, YTPOXKAIOUIEe KU3HU COCTOSIHHE, CIPOBOLIMPOBAHHOE
HeOMaronpusaTHBIME  (akTopamMu, OOYCIIaBIMBAIOIIMMU YCWICHHBIM pacrmajg OelnkoB U
npuBoAdlIee K 00pa30BaHUIO TOKCUYHBIX METAOOIHUTOB.

Yto MmoxeT CIIpOBOLIMPOBATH MeTa0O0INYeCKui KpHu3:

° JUINTEJIBHOE TOJIOIaHuE
) uHpexus
° TsDKenast pu3nueckas 1 YMOLMOHANIbHAS Harpy3Ka

[TepBble CUMNITOMBI META0OIMUECKOTO KPU3a: MOBBIIIEHHAS COHJIMBOCTh, U3MEHEHHE MTOBEICHUS,
pa3paXKUTEeNbHOCTh, CHIKEHHE anmneTruta. YacTo Kpu3 NpOBOLMPYET HHQEKIHUs, MOITOMY
IIEpPBbIE MPOSBICHUS MOTYT HAYMHATHCS JIMXOPAAKOW, TOIIHOTOM, Iuapeed, pBOTOH. Moxer
HaOJI0aThCsl CHIDKEHHE caxapa B KpoBU. Eciy cBoeBpeMEHHO He HayaTh JieueHHe y peOeHKa
MOKET IOSABUTBCS OJBIIIKA, CyIOPOr'd U KOMa.

B kakux ciry4yasix Hy’KHO HEMeJICHHO 00paTUThCS 3a MeIMLIUHCKON NOMOIUbIO?
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 (karaboimu3M). Jlomyckarh 3TOro HM B KoeM cirydae Henb3st. U mepBoe, uto

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 0TKa3bIBACTCA OT €/1bl, OTMEUAETCS PBOTA M/HIIM TIOBEJICHNUE peOCHKA

OTJIMYACTCS OT OOBIYHOTO0, HEOOXOIMMa CPOYHAS! TOCIUTAIN3AIHS B CTAI[IOHAP

Heo0xoauMo B cpodHOM MOpSAKE TOCIUTAIM3UPOBATh PeOCHKA B KIMHUKY ISl 0OecTIeUeHUs

npuemMa OOJIBIIOTO KOJIMYECTBA KAaJOpHil, yMEHBIICHWE WM HCKIIOYeHHEe Oenka s

NPEOTBPALICHHUS, a TAKXKE JOMOIHUTEIbHBIN PHEM KapHUTHHA. [UIS IPOBeIeHUS MH(Y3UOHHON

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

HeoOpaTUMbIe MTOBPEKACHUS FOJIOBHOTO MO3Ta.

BaxHo, 4yTOOBI POAMTENN OCBOMJIM HAaBBIKM pacyera TUETHl U Bce ONM3KHE, NMPOKUBAIOIIUE C

pebeHKOM, 3HAIIK 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 TepedeHb M PEryJspHOCTh HMCCIEJOBAaHHN, HO B KAaXKIOM 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 noxazanusim 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 2o00a 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 nayueHmam 00
KaApHUMUHA U AMUHOKUCTIOM 200a, kaxcovle 3 - 6 mecsayes y demeti mMaaouie

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.

70



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

PEKOMECHIAIUAX

He npumennmo.
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