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Cnucok coxkpameHui
3-OH-rnyrapoBas kucioTa — 3-THIPOKCUTIYTapoBasi KUCIOTa
ADII — aHTU-3nIMIIENITUYECKHE [TPEnapaThl
I'A1 —rnyrapoBas auuaypus tam 1
I'’AMK — rammMa-aMuHOMAacisiHas KUCJIOTa
KT — xomnbroTepHas Tomorpadus
MPT — MarHuTHO-pe30HaHCHas TOMOrpadus
TMC — tanaemMHas Macc CIIeKTpOMETPUs
LICX — nepedbpocnuHanbHast )KUIKOCTh
C5DC (glutarylcarnitine) —riyTapuiIKapHUTHH
GA (glutaricacid) —rayrapoBas kuciorta
GCDH (enzymeglutaryl-CoAdehydrogenase) — depment rayrapui-KoA geruaporenasa
OMIM (OnlineMendelianInheritanceinMan) — osnekTponnas 06a3a JaHHBIX «MeEHIEIEBCKOE
HACJIEIOBAHHE Y YETIOBEKa»
KoA — ko3H3uMA
DA/l — praBUHACHUHANHYKICOTHT
®AJIH; - BocctanoBiaeHHO# opma DA/
OPBMU - octpas peciupatopHas BUpycHas HH(EKIHS
AUTB - akTuBHpOBaHHOE YaCTUYHOE TPOMOOIUIACTUHOBOE BpeMs
MHO - mexayHapoJHOE HOPMaIU30BaHHOE OTHOIIEHHE

JIDK - neuebHas puznueckas KyiabTypa



TepMuUHBI U onIpeaeJeHUus
((3HIIe(l)aJIHTOHOL[06HbII7[ Kpu3» HWin «MeTadoInYecKnii Kpu3» - KpPUTHUYCCKOC,
yrpoXKarIee KU3HU COCTOSHHE, CIPOBOLMPOBAHHOE HEOJAronpusTHBIMU  (pakTopamuy,
06y0J'IaBJ'II/IBaIOH_II/IMI/I YCHUJICHUE IIPOUCCCOB KIIETOYHOI'O KataboausMa u IMPOABJIAIOIICCCA

YITHETCHUEM CO3HAHHA A0 COIIOpa U KOMBI B PE3YJIBTATE PA3BUBAIOIICTOCA OTEKA I'OJIOBHOI'O MO3ra.

Cungpomom «rpsicku  muaaaeHna» («Shaken baby syndrome») -kommiekc
IPEIOTBPATUMBIX CEPHE3HBIX MOBPEKICHHN TOJOBHOTO MO3Ta B pe3yibTare IpyOoi TPSICKU
HOBOPOXKICHHOTO MJIM MJIaJIeHIa. SIBIIACTCS OJHUM U3 OPraHUYECKUX HAPYIICHHIA, H3BECTHBIX KaK
CHHJPOM JICTCKOTO COTPSICEHHUS U Yallle BCETrO BCTPEYAETCS Y JACTEH 10 IMATH JIET, MJIaJICHIIbI 10

roga nMoJABCPKCHLBI HaI/I6OJ'IBI_HeMy PHUCKY.



1. Kparkas wundopmamuss mno 3a00/IeBAHUI0 WM COCTOSIHMIO (Tpymme

3a200J1eBaHUI MJIH COCTOSIHUI)

1.1 Omnpeneaenue 3a00JeBaHUS MJIM  COCTOAHHA (rpynnbl 3a00J€BAHUN WM
COCTOSTHUIA)

I'nyrapoBast arumypusi tan 1 (HemocTatodHocTh DIyTapui-KoA —nmeruaporeHassi,

riyrapoBasamuaemus tan 1, ['Al) - ayrocomao-penieccuBroe 3aboneBanue (OMIM # 231670),
00ycioBJICHHOE TaToreHHbIMU BapuaHtamu B reHe GCDH, kxoaupytomeM GepMeHT TIyTapui-
KoA neruaporenaszy (GCDH). Henoctato4HOCTh TaHHOTO )epMEHTA MPUBOANUT K HAKOTUICHHUIO B
OHMOJIOTUYECKHX )KUIKOCTSAX M TKaHAX TiyTapoBoid u 3-OH-rayTapoBoi (3-THapOKCH-TITyTapOBOii)
KHUCIIOT, OKAa3bIBAIOIIMX HEHPOTOKCHMYECKOE [EHCTBUE MPEUMYIIECTBEHHO Ha MOJIKOPKOBBIC
CTPYKTYpbI TONIOBHOTO Mo3ra. JluarHo3z ['Al He sBisieTcs MCKIIIOUUTENBHO KIMHUYECKHM, OH
YCTAHABJIIMBACTCSI HAa OCHOBAaHHWM OIPENEICHHBIX OWOXMMHYECKHUX W/WIA MOJEKYJISPHO-
TCHETUYECKUX W3MEHEHHH, BBIABISIEMBIX Vy TMAIMEHTOB C ONPEACICHHOW KIMHHYECKOU
CUMITOMATUKON WJIM Ha JOKJIMHUYECKOW CTaguM TMpPU MPOBEICHUH MAacCOBOTO CKPUHHMHTA

HOBOPOXJACHHBIX [1,2,5].

1.2 ITHOJIOTrUA M IATOreHe3 32001eBaAHU MJIN COCTOAHUS (TPYIILI 3200J1eBAHNIT HJIN
COCTOSIHMA)

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

Hacrosimemy BpemeHnu B reHe GCDH onmcano 6osee 260 pa3nuyHbIX MyTaIuii, OHONW U3 CaMbIX
pacnpoctpaHeHHbIX siBisiercst €.1204C > T (p.R402W), Berpeuaromiasicst ¢ yactoToit 12 - 40% B
cTpaHax 3anagHoi EBpomnbl. HekoTopsle MyTaluy XxapakTepHbl AJIs ONPEAEICHHBIX STHUUECKUX
rpymn u u3oisatoB: mytamuu ¢.743C > T (p.P248L) u ¢.1093G>A (p.E365K) ¢ Beicoko# yacToTOM
BcTpevatorcst B Typuuu, mytanmu €.91+5G>T u ¢.1262C > T (p.A421V) B oOumHax aMumien
[2,5,15].  JIBa Hambomee uacthix BapuanTa (c.1204C>T (p.Argd02Trp) u c.1262C>T
(p.Ala421Val)), onucanHbsle B OOJBIIMHCTBE MOMYJALUN, UASHTU(PUIHUPOBAHBI Y POCCUHCKUX
MaIMEeHTOB B U COCTAaBIIOT (56,38% u 11,7% MyTaHTHBIX ajeneit, cootBeTcTBeHHO [31].
@®epment rnyrapuin-KoA-nerunporenaza (GCDH) yuactByer B MeTabonusme
AMHHOKHUCIIOT JIN3WHA, TUApoiau3uHa, Tpuntodana. @epment GCDH nokanu3oBaH B MaTpHKCe
MHUTOXOH/IPHI U pesicTaBiseT codoil romoteTpamep. Kaxkaas cyobeannunma 3Toro 6eaka COCTOUT
u3 438 amMuHOKHCIOT, N-TepMUHaIbHBIA OCTaTOK (44 aMHHOKHCIOTHI) yAajseTcs Iocie
TpaHcniopTupoBKU ¢epmenta B mutoxoHApuu. GCDH xatanusupyer 2 mocienoBaTeIbHBIX

peakuuu mnpeBpamieHusi raytapui-KoA B kpoToHmT-KoA (peakiuu AeruIporeHupoBaHHs U



nekapOokcunupoBaHus). B pesynpTaTe ONOKMpOBaHHMS JaHHOW (EPMEHTHOW pPEakIuu
MPOUCXOUT HAKOIUICHHUE TIyTapoBoi U 3-OH-rayTapoBoii KUCIOT B OMOIOTHYECKUX KUIKOCTSIX

u TKkansx (puc.l) [1,2].
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DA/l — dnaBunanennnaunykieotua, ®AJIHz - Boccranosnennoit popma GAJI, KoA —

kooH3UM A, CO2 — yIJIEKUCITBIN Ta3.

Puc.1- Cxema  MeTaboiMUYeCKUX  MPOIECCOB, MPUBOASIIMX K  Pa3BUTHUIO
rIyTapoBoanuaypud Tunm 1:  meTaboiaudeckue OJIOKA BBIACICHBI TONYOBIM  IIBETOM,

MaTOJIOTUYECKHE META0OIUTHI BbIIETICHBI ABOWHON paMKOH.

@depMeHT OTHOCHUTCS K TpyImIe (IaBOMPOTEHHOBBIX JETHAPOTreHa3 MUTOXOHAPHAIBHOTO
MaTpHUKCa, yUYaCTBYIOIIUX B MEPEHOCE DJIEKTPOHOB K YOUXUHOHY Yepe3 dIEKTPOH-TIEPEHOCSIINMA
(GIaBONPOTENH B JIBIXaTEILHOM e MUTOXOHIPHA.

Mexanusmbl pazutus 'Al 10 koHua He u3ydeHsl. [IpenmyliecTBEHHOE MOpakeHHe
CTpUAPHON CUCTEMBI TOJIOBHOT'O MO3Ta CBS3BIBAIOT C M30MPATEIbHON TOKCHYHOCTHIO TITyTapOBOU
KHUCJIOTHl W/WJIM €€ MPOM3BOJIHBIX. Takke TIIyTapoBas KUCIOTa U €€ METabOIUThl HHTHOUPYIOT
JeKapOOKCHIa3y rIIyTaMHUHOBOM KHCIIOTHI (hepMeHT, ydacTByromui B Metabonuszme '’ AMK), uto
BBI3BIBACT CHIKEHUE KOHIICHTPAIIMHN 3TOr0 TOPMO3HOTO HelipomenuaTopa. Y manueHtoB c¢ Al
BBISIBJICHO 3HAYMTEIFHOE CHU)KCHHME aKTHBHOCTH TIIyTamaTIeKapOOKCHUIa3bIB JIOOHBIX OTIENax

KOpBI TOJIOBHOTO MO3ra, XBOCTAaThIX SAPAaX M CKOPJyNE W CHHWKeHHe KoHueHTpauuun 'AMK B
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nepedbpocnuHanbHoi xunkoctu (L{CXK). Onnako naHHBpIE OMOXMMHUYECKHE HAPYIICHUS MOTYT
OBbITh BTOPUYHBIMU M BO3HUKaTh BciencTBue nospexacHuil TAMK— spruueckux HeMpoHOB
Mo3ra.

MexaHu3MBbl NIATOI€HE3a OCTPBIX «IHIE(PATUTONONOOHBIX» KPH30B OKOHYATEIbHO HE
acHbl. Cunraercsd, uto riayrapoBas M 3-OH-rimytapoBas KHMCIOTBI, MMEIOLIME CTPYKTYpHOE
CXOACTBO C TIJIyTaMaToM, B3aUMOJEHUCTBYIOT ¢ N-MeTHUI-aclapTaTHBIMU pELENTOpaMu, s
KOTOpBIX IJIyTamMaT SIBJISETCS €CTECTBEHHBIM aKTHUBATOPOM, 4YTO BBI3BIBAET UPE3MEPHOE
HakoIieHHe HOHOB Ca2+ B IOCTCHHANTUYECKUX HEMPOHAX M IPUBOIUT K rMOeNH KiIeTok. JIpyrum
BO3MOKHBIM HEHPOTOKCHYECKUM (PAKTOPOM CUMTAIOT HAKOIIJIEHHUE TPOMEXYTOYHOTO METa00IUTa
oOMeHa TpunrodaHa U JTU3WHA — KBUHOJIMHOBOW KHCIOTHL. B Hacrosiee Bpems, 10 KOHIIA HE
pacro3HaHa MpUYMHA JIOOHO-BHCOYHOW aTpopuM W/WIKM TUNOIUIA3MH U CyOIypalbHBIX
kpoBousnusaHui npu I'Al. Cuuraercs, 94to Bo Bpems sMmOpuorenesa 3-OH-royrapoBas kuciora
MOXET HapylaTh (OpMUPOBAaHHE CTEHOK COCYJOB, B IEPBYIO OU€pelb — COCYJOB TI'OJIOBHOTO
MO3ra, IPUBO/IS K MOBBILICHUIO X TPOHULIAEMOCTH ¥ BO3SHUKHOBEHHIO KPOBOU3IUSHUI [2,14].

[Ipu aytorncuun y Bcex mauueHTOB ¢ ['Al BBIABISIOT BBIPaXKEHHYIO CyOKOPTHKAIbHYIO U
KOPTUKAJIbHYI0 aTpoQHUI0 TOJOBHOTO MO3ra, arpoUYecKyl0 BEeHTpHUKyJIoMeraiuo. B
OOJIBIIMHCTBE CIYy4YacB BU3YAIM3UPYIOTCS HEKPOTHYECKHE M3MEHEHHUS B O00JACTH CKOPIYIbl U
TOJIOBKM XBOCTaTOro siapa. Pexe mopaxaroTcsi 3pUTENbHBIE TPAKTbl, MO30JMCTOE TEJO,
BHYTpPEHHSS Karcysa, TiTyOoKHe OTIenbl Oeoro BellecTBa MO3KeukKa, CTBOJa Mo3ra. Y psaa
NalMEeHTOB OOHAPYKUBAIOT «TI'yOUaTylo» JIereHepaluio 0en1oro BelecTa, NpeuMyIeCTBEHHO B
NEPUBEHTPUKYJISPHBIX O0JIACTSX, peXe B Tajamyce, OJIeJHOM IIape U CTBOJIE MOJOBHOTO MO3Tra
[2,14].

YV OoNbIIMHCTBA MALIMEHTOB MIPHU ayTOIICHUH BBISBIISETCS JKUPOBasi UHOUIBTPALUs KJIETOK IEYESHH,
IPOKCUMAJIbHBIX KaHAJbLEB IMOYEeK M MHOKApJUOLMUTOB, YTO MOXET OBbITh CBS3aHO C

Hecnenu(pu4eckoil MUTOXOHApHaIbHON AuchyHKIuen [2,14].

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

I'mytapoBast amuaypus tunm 1 (I’Al) oTHOCHUTCS K YHCIYy PEIKHUX HACIEICTBEHHBIX

Oone3neit oOMeHa BemiecTB. YacTtoTa 3aboeBaHus B CTpaHax 3anmaaHoi EBpOIbI cocTaBisieT B
cpeareM ot 1: 30 000 mo 1: 100 000xuBbIX HOBOpOXIeHHBIX [21, 24, 25]. Bricokas yacrora

BcTpedaemoctu ['Al ormeuena cpeau oOmmH amumieir B Amepuke, Kanane u [lencunsBanun -



1:300 [32, 33]. K HacrosimeMy BpeMeHHU B JUTEpaType MMEIOTCs onucanus 6ojee 600 ciydaes

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

1.4 Oco0eHHOCTH KOAUPOBAHNS 3200J1€BAHNSA UJIH COCTOAHUSA (ITPYNNbI 3200J1eBaAHUI

HJIM COCTOSIHUI) 1o MeXIvHapoaHOH CTaTHCTHYECKON KJiaaccudukanuu O0oJe3Held H

nmpo0JeM, CBA3AHHBIX CO 310POBLEM

E72.3 - Hapymenust oOMeHa TM3uHa ¥ THIPOKCUIM3UHA

1.5 Kaaccudukanus 3a00/1eBaHUs WM _COCTOSIHUSL (TpPynnbl 3a00JeBAHWH _WJIH
COCTOSIHMI)

[lo kIMHWYECKOMY TEUYEHHMIO KJIacCH(UIMPYIOT JBa OCHOBHBIX moatuna ['Al: ¢

OCTPBIMAHIIE(ATUTONOI0OHBIMU TOJOCTPBIM TEUEeHUEM [2].

1.6 Kiimnnyeckasi KapTHHA 3200J1eBAHNS WM COCTOSHHUS (IPYIILI 3200J1eBAHUN HJIH
COCTOSIHU)

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

maHudectaruu oT 6 no 18 mecsueB. B 75% ciydaeB HaOmromaeTcs dHIE(ATUTONOTO0HBIN
BapuaHT 3aboneBanus. Y 75-80% manueHTOB NEPBBIM CHMIITOMOM OOJIE3HH MOXKET OBITh
Makporedanus, KoTopasi OTMEUaeTCs ¢ POXKJICHHS UM pa3BUBAETCS B MEPBbIE MECALbI )KU3HU. Y
75-80% manueHTOB MEPBBIM CHUMIITOMOM OOJE€3HHM MOXET ObIThb Makpouedanus, KoTopas
OTMEYaeTCsl ¢ POKIACHUS WIIM PAa3BUBACTCS B TEPBBIE MECSIBI KU3HU. DHIEPATUTONOTO00HBIN
BapuaHT 3a0oJieBaHus Habmomaercs B 75% cinydaeB. Hepeako mepBbie mposiBieHus: 00JI€3HU B
BUJIE SHIEPATUTONOI00HOIO KpU3a BO3HUKAIOT Ha (POHE TaKMX MPOBOLMPYIONUX (PAKTOPOB Kak
YepernHo-MO3roBasi TpaBMa, XUPYypruueckue BMEIIaTeNIbCTBA, AIUTEIbHBINA MEPUO TOJIONAaHUs,
KpPOME TOT0, OCTPBIi SHIE(PATOMATHISCKAN KPU3 MOKET BOSHUKHYTh y JIETeH B BO3PACTE MEPBBIX
6 7neT BO BpeMs JIOOOr0o HMH(EKIMOHHOTO 3a00JIeBaHMS, MPOTEKAIOIIETO C IOBBIIICHHEM
TeMIepaTypbl Teia, a Takke (eOpHWIbHOM peakiMy B MOCTBAKLMHAJIBHOM IEpUOJIE, KOTOpHIE
CONPOBOXKIAIOTCS BBICOKMM YpOBHEM Tiporecca karabomusmal28].Uepes 24-72 waca ot
BO3/ICUCTBUS «IIPOBOIMPYIOMETO» (PaKTOpa OCTPO pa3BHBAETCSl CHMIITOMATHKAa B BHUJIE
JMXOpAJKH, DSIH30/I0B CPBHITMBAHUS WM HEYKPOTHMOW PBOTHI, KHIIEYHBIX PACCTPOMCTB,
SMUIENTUYECKUX MPHUCTYIIOB, YaCTO MPOUCXOAUT YTHETEHHE CO3HAHMS J0 COMopa M KOMBI, B
pe3yJbTaTe pa3BUBAIOIIErOCs OTe€Ka W HAaOyXaHUs MO3Ta, YTO MOXET NMPHUBECTH K ObICTpOMY
netanbHOMY Hcxoay. CIycTs HECKONBKO IHEH WM HEeAeNb MOocie KpH3a MOTYT OTMEYaThCs

pa3jNyHble THUIBI TUIEPKUHE30B (XOper(pOopMHBIE, XOpeoaTeTOUIHbIEe, OauIMCTUYECKUE,
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JTUCTOHUYECKHUE), KOTOPbIE MOTYT ObITh FeHepaTn30BaHHBIMU, (POKAIBHBIMU WUJIH pacpenensThes
10 TEMUTHILY, a TAK)KE COUETAThCSl C U3BMEHEHHUEM MBIILIEYHOIO TOHYCA 110 CIACTUYECKOMY THUITY.
3abosieBaHe HOCUT BOJIHOOOPA3HBIA XapakTep: MOCIe MEPEeHECEHHBIX SHIEPATUTONOT00HBIX
KPHU30B MIPOUCXOTUT MEAJICHHOE, HO HE MOJIHOE BOCCTAHOBJICHHE HEBPOJIOTMUECKUX HAPYIICHUH.
B mocnenyromeM y manueHTOB ¢ rpyObIM JTMCTOHUYECKUM CHHAPOMOM 4acTo (hOpPMHUPYIOTCS
BTOPUYHBIC OCJOXHEHUS, TaKHe KaK THIOTPO(Hs, XPOHUYECKHH ACTMPAMOHHBIN CHHIPOM,
TIOJIBBIBUXH CYCTaBOB M BBIpRKEHHBIN 00J1eBOM cuHapoM [6,12].

B 25% cnyuaeB 3a0oseBaHue UMeET MOJOCTpoe, JoOpoKauecTBeHHOE TeueHue. Ha nepsom
roJly KU3HM JI€TH HaOIIOJAIOTCS C 3aJepXKKON ICHUXOMOTOPHOIO Pa3BUTHS, a B JajbHEHIIeM
IIPOMCXOJUT IIOCTENEHHAsl yTpaTa paHee IPUOOPETEHHBIX HAaBBIKOB, U IPUCOETUHSIOTCS
pa3IuYHbIE BU/IbI TUIIEPKUHE30B B COYETAHNUHU CO CIIACTUYHOCTHIO. J{UCTOHUYECKHE TUIIEPKUHE3bI
MPUBOJIAT K HAPYLICHUIO XOAbOBI, MMCbMAa U peueBbIX PyHKIMI. MHOTHE TAIlUeHTHI JTUTEIbHOE
BpeMsi HAOJIOJAIOTCS Y HEBPOJOrOB CO CIACTUKO-THIEPKUHETHYECKOW (HOpPMOH JEeTCKOro
uepebpanpHoro mapanuua. llomoctpoe TedueHMe 3a00JIEBaHMS  MOXET  OCIOXKHSTBHCS
METa0OTMUECKOW JIEKOMIICHCAINEH, IMOSBICHUEM HOBBIX HEBPOJIOTMYECKHMX CHMITOMOB WIIN
YCHUIIEHUEM HMEIOIIeHCs KIMHUKU.

JpyruMu 4acTbIMH CHUMITOMAaMHU SBISAIOTCS MPOQY3HOE MOTOOTIEICHHUE, SIU30/bI
HEMOTHBHPOBAHHON JIMXOPAAKH, SHWICNTUYECKUE TMPUCTYIBl. Y HEKOTOPHIX MAIMEHTOB
HaAOJII0JIAI0TCS aTaKTUYECKUE PACCTPOMCTBA, OYEHBb PEJIKO BCTPEUAIOTCS MHUOKIOHMM U TPEMOP,
odranbmonapes, Kocornazue.yY OOJBIIMHCTBA TNAallMEHTOB MHTEUIEKT HE CTpajaeT WiIn
HaOJII01at0TCs JIETKME KOTHUTUBHBIE HapylIeHus. Cpeiu CHMITOMOB CO CTOPOHBI OpraHa 3peHHs
HEpeIKo OOHapYKUBAIOT KPOBOM3JIUSAHUSA B CETYATKY, KaTapakTy M MUTMEHTHYIO JIET€HEpaIUIo
CeTYaTKHU. Y HEJEUEHBbIX MAalMEHTOB CMEPTENbHBIA HCXOJ HACTyMaeT B TEYEHHE IEepPBOTO
NECATUIIETUS KU3HU Ha (DOHE TSDKEIOro MEeTabOJMYECKOro KpH3a WM B pe3yibTaTe pa3BUTHA
Peiie-nmooOHOr0 CUHIpOMA.

VY pspa nmaumentoB ¢ I'Al Ha mepBoMm roxy »ku3Hu B 10-30% ciayyaeB BO3HUKaIOT
CcyOlypasibHbIe KPOBOM3JIUSHUSA, KaK MPABUIIO, MTOCJIE MTEPEHECEHHOM JIETKON YepernHO-MO3Tr0BOM
TpaBMbl. Y TAalMEHTOB C CyOQypaJibHBIMH TIeéMaTOMaMd HW/WIM  OUTEeMIOpPaIbHBIMU
apaxHOMJAJIbHBIMM KHCTAMHU B COYETAaHMM C Makpouedanueid M JUCTOHHUSMHU JIOJKHBI OBITh
npoBeJeHbl uccienoBanus s uckmouenuss ['Al. Jluarno3z 'Al nomkeH ObITh 00s3aTENbHO
UCKJIIOYEH J1a00paTOpPHBIMH METOJaMH y MAlMEHTOB C MPEANojaraéMblM CHHAPOMOM «(TPSCKU
mitageniay («S Shaken baby syndromey) [2,9].

KimHuKo-1narnocTuueckue KpuTepuu, MOo3BOJIIOIINE 3a110103pUTh I'A 1 ipeacTaBieHbl B

ITpunoxxenun I'1.
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2. JluarHocTtuka 3a00J1€BaHUsl WJIU COCTOSIHMSI (TPynmbl 3200J1eBaHMN WIH
COCTOSIHMII), METUIIMHCKNE TOKA3aHUS M NMPOTHUBONOKA3AHUS K NPUMEHEHNIO
METOJA0B IMATHOCTUKH

,ZZMCIZHO3 TAl ycmanaeaueaemcst Ha OCHOBAHUU COB0KYNHOCMUKIUHUYECKUX CUMNNTIOMOS,
cemelno2o dHaAMHe3a, XapakmepHbvlx Heﬁpopaduwzozuqecxux M3M€H€Hu12, noevluerUs

koHyenmpayuii enymapunxapuumuna (C5DC) 6 kposu, enymaposoti u 3-OH-eaymaposoii kuciom

6 MOUe, a makdice 8blAGIeHUs OUALIETbHBIX NAMOo2eHHbIX sapuanmoss cene GCDH.

2.1 ’Ka100bLI M1 aHAMHE3

Ilpu cboope anamnesa u xnanob pekomMeHO08aHO 0OPAMUMb BHUMAHUE HA.

—  OmMsACOWEHHbIL CeMelnblll aHaMHe3 (Haauyue 6 cembe DOIbHO20 C NOOMBEPICOCHHBIM
ouaznoszom I'Al nanuuue 6 cemve cyuas CUHOPOMA «BHE3ANHOU CMePMU MIAOCHYA))

- Buesannoe yxyowenue cocmosinusi (6 6ude ympamvl panee NPUOOPEMEHHBIX
08UCAMENbHLIX  HABLIKOB, NOABNEHUS  HACUTbCMEEHHBIX — OBUICEHULl  KOHeYHOCmell,
OUCMOHUYeCKUX amax) Ha Gone noanoeo 300posvs unu OPBU, npu onepamusHbix
BMEUAmenbCmeax, Yepento-mo32080l mpasme;

- OIU3KOPOOCMBEHHbIU OPAK,

- 3NU300bl TUXOPAOKU,

- njoxou annemum,

- HApYWeHUs 6CKAPMIUBAHUS,

- yacmele CpbleUBAHUSL;

- HEYKpOmuMyo peomy;

- yeHemeHue CO3HAHUSA;

- cyoopoeu,

- 810CMb, C1AO0CMb, COHAUBOCb,

- becnokounoe nogeoeHue, NIAKCUBOCHb,

- nosvluleHHOe NomoomoeneHue,

- HapyuleHue KoOpOUHaAyuu OBUNCEHULL,

—  Henpou3B0JbHble/HACUTLCMBEHHbLE OBUNCEHUSL,

- QuCmoHuuecKue amaxu,

- KIUHUKA CNACMUKO-2UNEPKUHEMUYEcKOU (opmbl 0emcKo20 yepedpaibHo20 napaiuia;
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I'Al:

2.2 duzukajbpbHoe 00cae10BaAHUE

IIpu ocmompe neobxo0umo obpamums 6HUMAHUE HA OCHOBHbBIE (PUBUKATIbHBLE NPOSABILIEHUSL

emu nepevix 3 1em ncuznu

makpoyeghanust;

svicmynaroujue 100Hbvle Oyepol,

eenamome2anus;

3a0epaHcKa MOMOPHO20 U NCUXO-PeUeBoc0 PA3GUMUSL,

U3MeHeHUe MbIUEYHO20 MOHYCa N0 MUNY OUCTOHUU, ONUCMOMOHYCA;
IKCMPANUPAMUOHBIE HAPYUIEHUS: USMEHEHUs MbIUEUYHO20 MOHYCA NO MUNY PUSUOHOCIU
U pasiuuHble  MUNbL  CUNEPKUHE308  (XOopeughopmHble,  XOpeoamemouombvle,
baniucmuyeckue, oucmonuyeckue) pasuou JIOKAnU3ayUU (¢hokanvhvie,
2eHepaAnU308aHHbLe, 2EMUMUN),

cnacmuyeckuti  mempanapes  (No8vluleHUe — CYXONCUTILHBIX — peqhieKcos,  Haauyue
NAmMoa02U4eCcKUX CMONHbBIX 3HAKO8, CHACMUYECKAas NOX00KAd U 0p.);

nepuoouyecKas amaxcus, mpemop,

cyoopoau,

Ilocne 3 nem

makpoyeghanust;

3a0epoHcKa MOMOPHO20 U NCUXO-PEUeBoc0 PA3BUMUSL,

UBMEHEHUe MbIUEYHO20 MOHYCA NO MUNY OUCTOHUU;

IKCMPANUPAMUOHBIE HAPYUWEHUSL: PUCUOHOCMb U  PA3IUYHbIE MUNbL 2UNEPKUHE308.
MOPCUOHHbLE, OPOdayUaiIbHble, XOPeUPDOpMHbIe, XOPeoamemouonvle, OALTUCMULECKUe,
cnacmuyeckuti  mempanape3  (NOGblULCHUE — CYXOICUTLHBIX — pehiekcos,  Hanuyue
RAMONO2UHECKUX CIONHBIX 3HAKOS, CHACTUYECKAs. NOX0OKA U Op.);

nepuoouYecKas Aamaxcus, mpemop,

cyoopoau,

nepughepuyeckasn Hesponamus,

ncuxuampuieckue HapyueHus,

npoghyznoe nomoomaoenenue,

NOBMOPHBLE INU300bL HEOOBACHUMOU TUXOPAOKU (SUNepnupexcuyecKue Kpusbvl);
amopexcusi;

UHCOMHUU,

2UNno2IUKeMuU Ha houe OIUMenbHOU 20J100HOU NAy3vl;
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— cenamomeeanust,

—  peoko paboomuonus.

Tloopobno dannvie puzuxkarbHo2o 06C1e008aHUS ONUCAHDL 8 pa30ee «KIUHUYeCKasl KAPMUHAy.

2.3 JIaGopaTOpHbIE ANATHOCTHYECKHE UCCIEeT0BAHUS

OCHOBHBIMH J1a00OpPaTOPHBIMU METOJIAMH ITOATBEP K AaroIIei nuarnocTuku ['Al sBisitoTes

OMOXHMHUYECKHE U MOJICKYJIPHO-TCHETUUCCKHUE METOAbLI UCCIICIOBAHUA.

e Pexomenayercsi onpesenenre B KPOBUCBOOOAHOTO KAPHUTHHA U AlIUTIKAPHUTUHOB METOJIOM
TAaHACMHOW  MAacC-CIIGKTPOMETPUU  TAIMEHTaM C  KIMHWUYECKUMHU  TIPOSBICHUSIMH,
xapakTepHbIMu 1151 A1 ¢ 1e1p10 OMOXUMHYECKON AMarHOCTHKY 3a0oeBanus [2, 7, 4,14].

YpoBensb yoenureabHocTH pekoMeHaanuii C (YPOBeHb I0CTOBEPHOCTH 10KA3aTeIbCTB —
5)
KommenTapuu: Memooom manoemuou macc cnexkmpomempuu (TMC) onpedensirom
Konyeumpayuro  enymapunkapuumuna (C5DC) 6 namuax 6viCYWeHHOU KPOBU.
Konyenmpayus enymapunkaprnumuna nogvluiaemcs: y nayuenmos ¢ pauHe20 803pacmad,
ewe 00 HAYANa KIUHUYECKUX nposeieHull. /lanHvlil mecm npumeHsom npu nposeoeHuu
maccosozo ckpununea Ha I'Al. Uzeecmuwvl éapuanmol I'Al ¢ nozonei manugecmayueii u
JlecKUM meyeHuem, npu KOmopbvlx Ypo8eHb 2NYMAPUIKAPHUMUHA MOJ4Cem OblMb 6 npedenax
HOpMbL.

e PexoMenayercsi onpesieNieHue B OMOJIOTHYECKHX KUIKOCTIX (MOYa) OPraHUYECKUX KUCTIOT
METOJIOM Ta30BOM XpoMaTorpaduu ¢ Macc-ClieKTPOMETPHUEH MalMeHTaM C KIMHUYECKUMU
MPOSIBICHUSIMU, XapakTepHbiMu g ['Al, ¢ uenpto OMOXMMHYECKOW TUATHOCTHKHU
3aboneBanus [4,14].

YpoBenb  yOenutenbHocTH  pekoMengauumii  C  (YypoBeHb  [10CTOBEPHOCTH
J10KA3aTeJILCTB — D)

Kommenrtapuu: V nexomopuvix nayuenmos ¢ I'A1 konyenmpayus enymapoeoti KUciomul 6
Moue U Kpogu Moodcem Obimb 6 npeoenax HOpMbl, 8 MAKuX CIy4aax OUacHOCMuYecKu
BHAYUMBIM MapKepom sensemcs nosviuenue konyenmpayuu 3-OH-2rymaposoti kuciomeol,

umo u nozeossiem ycmanosums ouacno3 I'Al [2,4,7,14,19,20].

L PeKOMeH)lyeTCﬂ MOJICKYJIApHAA I[HK JUarHoCTukKa (BLIHBJ'ICHI/IC OnaJUIeNbHBIX MAaTOTeHHBIX

BapruanToB B reHe GCDH) mammenTaM ¢ MOBBIIEHHOW KOHIIEHTPAIMEH TITyTapHUIIKapHUTHHA
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(C5DC), rnyrapoBori u 3-OH-rimyTapoBOd KHCIOT C IEJNbI0 TMOATBEP)KICHUS TUarHos3a
'A1[21].

Yposens yoenurteabHocTu pekoMenaannii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB —
5)

KommenTapuu: /JHK ouacnocmuxa neobxoouma Kaxk 0is eepupuxayuu OuacHo3a, max u 0Jis
MEOUKO-2eHeMU4ecKo20 KOHCYIbMUPOBAHUs ceMeli U Nnociedyiouelu npeHamaibHoU
OUACHOCTUKLU.

e PexoMeHnayercsi mpoBejeHHE 00IEro (KJIMHHUYECKOTO0) aHalu3a KPOBU Pa3BEPHYTOrO
(reMOr100MH, KOJIMYECTBO SPUTPOILIUTOB, LIBETOBOH MMOKA3aTeNb, KOJIMYECTBO JICHKOIUTOB,
TPOMOOILIMTOB, JIeHKoIuUTapHas (OpMysia U CKOPOCTb OCENaHUs SPUTPOLIUTOB) BCEM
nanueHTam ¢ I'A lu npu nogo3penun Ha 3a00JieBaHuE AJIs1 OLIEHKU OCHOBHBIX ITapaMeTPOB
KPOBETBOPEHHSI U HAJIMYUSI BOCHAIUTEIbHBIX mporeccos [37,51,52 ].

YposeHnb yoenurenbHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

° Pexomennyercst npoBeneHre o01Iero (KIMHAYECKOT0) aHau3a MOYH BCEM IMallMeHTaM

¢ 'Al c 1espro OlEeHKH cocTosIHUS mouek [34].

YpoBeHnb yoenureqbHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

. PexomennoBano naunuenrtam ¢ ['Al mpoBeaeHue OMOXMMMUYECKOTO aHalIM3a KpPOBU

(comepxaHue TIIOKO3bI, IOKa3aTeNd KUCIOTHO-OCHOBHOI'O paBHOBECHSI, 0011Iero Oenka,
OenkoBeIX  ¢pakumii, anpOymuH,C peakTHBHBIM Oejok, obmiero OunupyOuHa,
XOJIECTEepUHA, TPUTIHUIEPUIOB, JUIONPOTEU0B HHUZKOH U BBICOKOW IJIOTHOCTH
(uccnenoBaHuE YPOBHS JIUIONPOTENHOB B KPOBH),LIeNIOYHON (ocdaTassl, KpeaTUHNHA,
MOYEBHHBI, amaHuHamMuHoTpaHcpepasbl (AJIT), acmapraramunorpancdepassl (ACT),
KpeaTuHPOoCcPOoKHHA3a, KaJIblMs OOIIEr0 M HWOHU3UPOBAHHOTO, HATpUS, KaJusi,
Heopranudeckoro ¢ocdopa, xenesa, GeppuTuHa, MarHuii), ¢ LeIbI0 OLEHKH COCTOSHUS
MI€YEHH, MOYeK, OanaHca BaKHEHIIMX HYTPUEHTOB IpHU JUETOTEpalHM, KaJbIHMEBO-
(dhochopHoro oOMeHa ¥ BBHISIBIICHUS OTKJIOHEHUN BOXKHBIX OMOXMMHUYECKHUX TOKa3aTesei
TS TanbHeen koppekimu [21].

YpoBeHb yoenuTelbHOCTH pekoMeHaanuii C (YypoBeHb JOCTOBEPHOCTH /I0KA3aTeILCTB — D)
PexoMeHnyeTcss MOHUTOPHHI KIMHMYECKUX U JaOOpATOPHBIX MOKa3aTeneil (KUCIOTHO-
IIEJIOYHOTO COCTOSIHUS KPOBH, TJIIOKO3a, OJJIEKTPOJUTHI (KWW, HATPHUM, KabIHii
MOHU3UPOBAHHBIN, XJIOp) B MEPHOJ METa0OJMYECKOro Kpu3a Kaxkaple 4-6 4acoB WIH
paHbllle TPpU HAIWYUHN yXYALICHUS WK YIY4IIeHUW CcOCTOsiHHS marueHTam ¢ [Al B
nepuosi MeTabOJMYeCKOro KpH3a C LENbI0 OLEHKH COCTOSHUS M CBOEBPEMEHHOMH

Koppekuuu teparnuu [21].
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YpoBenb  yOeaurTeqabHocTH  pexkoMeHaaumid C  (YypoBeHb  /10CTOBEPHOCTH
JA0KAa3aTeJIbCTB — D)

KommenTapuu: B nepuoo memabonuueckoeo kpusa nogviwiaromesi K@K, nevenounvle
Gepmenmoi u monounas kucioma. Konyenmpayus ammuaxa 8 Kpogu 00bIYHO HOPMANbHAS

00 NO30HUX CMAOULl MemaboOIULECKOU OeKOMNEeHCAUUU.

2.4 UHCTpYMEHTAJIbHbIE JIHATHOCTHYECKHE HCCIET0OBAHUS

NHcTpyMeHTalIbHBIE METO/Ibl UTPAIOT BAKHYIO pojib B AuarHoctuke I'Al. M3MeHenus Ha
MPT rosnoBHOro mMo3ra BbICOKOCIIEUU(UYHBIE U BBIABISIOTCS y MOJABIISIONIET0 OOJIBIINHCTBA
NalMEeHTOB JJake Ha paHHel cTaauu OOJE3HH.

e Pexomenayercss mpoBeAeHHE MarHUTHO-pe3oHaHCHOM Tomorpadguu (MPT) Bcem
nanueHTam ¢ mnojo3peHneM Ha ['Al ¢ nuarHOCTHYECKON WeNnbl0 W JUIsl BBISBICHHS
Helipoxupyprudeckoi naronoruu [7, 11, 13, 19, 20].

Yposenb yoeaureabHocTH pekoMeHaanuil C (YpOBeHb J10CTOBEPHOCTH I0KA3aTeJIbCTB —

5)

Kommenrapun: Hapko3 no noxazanusam. Haubonee uacmvimu Heupopaouonrocudeckumu
NPUSHAKAMU I'Al ABNAIOMCA: J10OHO-meMeHHas eunonnasus/ampoghus,
BEHMPUKYTIOME2ANUS, cyboypanvHvle 2emamomol, 3a0epoicka
MUeTUHU3aYUU/0eMUenIuHU3ayUs U HeKpo3 0a3anbHbIX 2aHeIues. dmu UsMeHeHUus Mo2ym
ecmpeuamovcsi KAk U30IUPOBAHHO, MAK U 6 J100oM couyemanuu. XapaxmepHou
Hetipopaduono2uieckoli ocobennocmvio I'A 1 aensiemca cummempuunoe pacuiupeHue
CUNbBUEBLIX Wellell ¢ PopMUposanuem «3¢gexma HaOKyueHH020 A0I0Ka» U «KPbLIbER
Jemyueri mvluiuy, komopas ecmpeuaemcsy 95%. YV bonvuuncmea nayuenmos uls61eHo
pacwupenue cyoapaxHouOaIbHbIX NPOCMPAHCME 0adice HA NPecUMNMOMAMUYEcKol
cmaouu 3a001e6aHus, KOmopble He NPemepnesarm HUKAKUX UsMeHeHUull npyu npoeeoeHuu
koumponvubix MPT 201061020 M032a U couemaiomcsi ¢ HOPMAIbHOU MOIWUHOU KOPbL
20/106H020 M0O32a U HOPMANLHO PAZGUMBIMU U3EUTUHAMU.

Y bonvwuncmea nayuenmog - cyo0ypanbhvie  cUSPOMbBL/2EMAMOMbL,  4ACHO
pacnonazaromcs OUIAMEPANbHO, pedce - UMeIom OOHOCMOPOHHIOW JIOKANU3AYUIO.
Onucwiearom 0bpasosanue OUMEMNOPATLHBIX APAXHOUOATLHBIX UNU CYOINEHOUMAPHBIX
KUCm, peoko 6cmpeyaemcs ux OOHOCMOPOHHAA JoKanuzayus. Msmenenus 6enozo
gewjecmea 20J106HO20 MO32a BCMPEYAIOmMcs Y MHO2UX nayuenmog oonvuwix ¢ I'A 1 u yacmo

couemaromcs ¢ HEeKpOo30oM 0a3aIbHbIX 2AH2UES. HopaafceHue benoeo eeujecmed, Kakx
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npasuio, CUMMEMpPU4HoOe, NPEeUMYyUeCmeeHHo 8 NePUBCHMPUKYISIPHLIX 30HAX 6 obiacmu
nepeoHUx U 3a0HUX P0208 OOKOBLIX JHCELYOOUKO8 U 8 00IACMU CEMUOBATLHO20 YEHMPA, 8
HEKOMOpbIX CIAYYAAX OOHAPYIHCUBAOM OeMueruHusayuio cyoxopmukaivhvlx U-6010KOH.
Ocmaemcsi He ACHbIM, SAGNAIOMCS U OAHHbIE 00IACMU 0YaAaMU OeMUETUHUZAYUU UTU
cunomMuenruHuzayuu. Y HeKomopulx NnayueHmos OONbHLIX ONUCAHO NOPAdNCeHUe
mo3oaucmoeo mena [13, 16]. Xapaxmephule netipopaouonocuneckue usmenenus npu I'Al

npusederul 8 Ilpunoocenuu 172

e Pexomenayercsi nposeneHue dekTposHuedanorpadpun (3317) manmentam ¢ Al npu
HAIMYUU ~ HEBPOJIOTUYCCKOW CUMITOMATHKH JIJISi  BBIABICHUS  OIUJICTITHYECKON
akTuBHOCTHU[35].

Yposensb yoeaureabHocTH pekoMeHaanuil C (YpOBeHb J10CTOBEPHOCTH I0KA3aTeIbCTB —

5)

KommenTapuu: 6 mom uucne 331 ¢ udeomonumopumeom.

e PexomeHnayercsi IpoBeieHUE yIbTpa3ByKoBoro uccienoanus (Y3M) opranoB OpromHoi
nosocty marentam ¢ ['Al uist BeIsiBIICHHS TOpaykeHus niedeHu[36].

YpoBenb yoeaureabHocTH pekoMeHaanuil C (YpOBeHb J10CTOBEPHOCTH I0KA3aTeJIbCTB —

5)

e PexomeHnayercss OIEHKAa COCTOSIHMS TO4eK manueHTaMm ¢ ['Al 1 BbISIBIGHUS
CTPYKTYpHBIX HapyeHui[37].

Yposens yoenurteabHocTu pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB —

5)

KommenTapum: npogedenue ynompa3zeykoeozo uccreoosanus (Y3H).

e PexoMenayercss MCCIEIOBAaHWE MHMHEPAIBHOM IUIOTHOCTH KOCTHOW TKaHU —
(PeHTreHOICHCUTOMETPHS) TMAIlMEHTaM JUIS JHArHOCTHKH OCTEOTICHHH, BBISBICHHUS
IPYIIIBI PUCKA U MIPHHATHS JIedeOHO-TTpodrakTHdeckux mep[21, 53].

Yposens yoenurteabHocTu pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB —

5)

Kommenrtapun: Kpamnocms - no noxazanuam. [layuenmam cmapwe 5 nem.

e Pexomenayercs npoBefeHHe O(TaIbMOCKONUN MAIlMEHTaM C LENbI0 CBOEBPEMEHHOTO

oOHapyX eHus opTanbMoIorudeckoi naromoruu [38].

YpoBenb yoeauteabHoCcTH pekoMeHaanuil C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeNbCTB —

5)
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2.5 Nuble THATrHOCTHYECKHE MCCAe10BAHUS

KoHcynpranuy CHenuaaucToB MOTYT OKa3blBaThCs IAlMEHTaM Ha pa3HbIX dTanax
OKa3aHMsI MEAULIMHCKOW TTIOMOIIH, B TOM YHCJIE€ B IEPUOJ] IMATHOCTUKU 3a00JIeBaHusI.
e PexoMeHnaywTcs B BeJeHUU nauueHToB ¢ ['Al ucnonap30BaTh MyJIbTHIUCIUIUIMHAPHBIN
MOJIXO/1 B BUJY TOTO, 4TO 3a00JICBaHHE XapaKTEPU3YETCs IOPAKEHUEM MHOTHUX OPTaHOB H
cucTteMm, TpeOyeT KOMIUJIEKCHOM Tepamnuy, 4TO JAUKTYET HEOOXOAMMOCTb COBMECTHOTO

BEJICHUS MallMEHTa CICIHaIMNCTaMK pa3HbIX nmpoduieii [28].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (YypoBeHb JOCTOBEPHOCTH I0KA3aTeILCTB — D)
KomMeHnTapuu: noxazanvl nepsuunvie u nosmopHvie KOHCYIbMAYUU 8pavd-2eHemuKda, epaid-
ogmanvmonoea,  6paua-Hesponoeqa,  6paua-ouemonozd, - 8pava-Kkapouoio2d,  J102oneod-
oeghexmonoza, paya-Hehponoea, MEOUYUHCKO20 NCUX0N02d, 8pAYa-opmoneod, 6paia-neouampa,
epaua-mepanesma, 6pava-Heupoxupypea, epada-xupypeda, a makdxce —epaveli  Opyeux
cneyuanvHocmell nayuenmam ¢ I'Al, umerowum HapyuwieHus @QYHKYulli coOmeemcmeyiouux

opeanos u cucmem [1,2,7].

2.6. luddepennnanbHas AMATHOCTHKA

Heobxomumo npoBoauTh muddepeHnalbHyI0 JUArHOCTUKY CPEIH CIEAYIOMUX 3a00JIeBaHUN: C
MOCJIEACTBUAMU NMEPUHATATBHOIO MOPAKEHUS HEPBHOM CHUCTEMBI, CHACTUKO-TUIIEPKUHETUYECKOMN
dbopMoil neTckoro uepeOpalbHOTO Mapanuya, BPOKICHHBIM TOPOKOM TOJOBHOTO MO3Ta,
NOCNEACTBUSIMU BHYTPUYTPOOHOW WHGMEKIMH, NP MOJO3PEHUH Ha  CHUHAPOM «TPSCKU
MJaieHIay, oone3npto KanaBana, cunapoMom JIu, METUIIMATIOHOBOM aluIeMUeH, IPOMTHOHOBOM
aruaemueii. [ToBbllieHHe ypOBHS TNIyTapOBOM KUCIOTHI B MOUE TaK)Ke MOXKET HAOMIOAAaThCs MpU

rIyTapoBoianuaeMueii 2 Tuna u 3 THa U HapylnieHusx TpaHcnopra pubodnasuna [20, 23, 27].

3. JleyeHne, BKJIKOYAST MEIUKAMEHTO3HYI0 M HeMeIMKAMEHTO3HYI0 Teparnuu,
JAHETOTEePANNIO, 00e300,1MBaHUeE, MeIUIMHCKHE NnoKa3aHus /|
NMPOTUBONOKA3AHUA K NIPUMEHEHUIO METOI0B JIeUeHMsI

Cmpameeusi neuenusi HaANpaseieHa HA KOPPEKYuro Memadoiudeckux HapyuleHull
KOMNJIEKCOM Meponpuﬂmuzl.' KOHCEepeamueHbiMU Memodamu (namozeHemuquKaﬂ
Oouemomepanus, JI€8OKAPHUMUH), XUPYPUHECKUMU MemooaMu (ledenue 6HYympuyepenHvlx

KPOBOUSNUAHULL U KOCMHBIX 0eqhopmayuti), peaburumayuoHHulMu memooamu. Jleuenue 00nxcHo

Oblmb HAYAMoO 6cem OONbHBIM C 8bIAGTIEHHbIM ()OCWlOGeprlM noevlueruem ypoeHs Zﬂymapoeoﬁ
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Kuciomsl 6 Moye 00 noaydenus pezyromamos JIHK ouacnocmuku I'Al. Jna neuenus
SHYeDATUMONn000OH020  Kpu3a 8 MedCOYHAPOOHble  CMAHOAPMbl  BKIIOUEHbl  Memoobl
unmencusHou mepanuu. Taxoce npogoOUMCs. CUMAMOMAMUYECKAs Mepanus ¢ MujamenbHbiM
nO0OOPOM IeKAPCMBEHHbIX NPEenapamos, HANPAGLeHHbIX HA KOPPEeKYUK) HespO0UYeCKUX

HapyuleHutl.

3.1 KoncepBaTuBHOE JIeUEeHHE

e PexoMeHayeTcsi AaTOrCHETHYECKAsT TUETOTEpPANHs C HMCKIFOYEHUEM BBICOKOOETKOBBIX
NPOJYKTOB, OOraThIX JU3WHOM M TPHUNTO(PAHOM, OO0S3aTEIBHBIM WCIIOJIB30BaHUEM
CHEMATU3UPOBAHHBIX TMPOAYKTOB Ha OCHOBE CMECEi aMHUHOKHCIOT 0e3 yKa3aHHBIX
NaTOT€HETHYECKH 3HAYMMBIX AMHUHOKHCIIOT TMAlMeHTaM C YCTaHOBJIIEHHBIM JTHarHO30M
'Al ¢ uenpl0 mpenoTBpaimieHus OOpa3oBaHUs HEHPOTOKCHYECKUX METabOIUTOB
[1,3,7,18,1,20].

YpoBeHb yoeauTeJbHOCTH pekoMeHaauuii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB —

2)

Kommenrapun: /Juemomepanusi ¢ HU3KUM COOEPICAHUEM JUZUHA U MPUNMOPAHA
Q0JICHA  COOMOOAMbCSL  CMPO20  NOJCU3HeHHO. [uemomepanus npu  3a001e6anuu
HAnpasieHa Ha CHUMXCeHue NOCMYNIEeHUS JU3UHA, MPUnmogana, Komopule A6IAImMCcs
OCHOBHbIMU NPEOUECMEEHHUKAMU HEUPOMOKCULECKUX MemadoIumos - 21ymapogou u 3-
OH-arymaposoii kuciom. J{anHnble amMuHOKUCIOMbL COOEPAHCAMCS 8 OONLULOM KOIUYECTNEE
8 OenKax JHCUBOMHO20 NPOUCXOHCOeHUs (pblbe, msce, MOLOYHbIX NPOOyKmax u op.). B
cpeonem coodepxcanue 6 HUX ausuna cocmasnsiem 6 - 9% u mpunmogpana 0,6-2%. B
pacmumenbHulX Jice NpoOyKmax (080wu, (pyKmol, HEKOmMopble KPYnvl) COOepHCaHUe
VKA3AHHBIX AMUHOKUCTION MUHUMATILHO.

Ilpu I'A 1 npumensitom 08a eapuanma ne4eOHO20 NUMAHUS. NePEblil - OUema ¢ HU3KUM
cooepocanuem JUUHA U MPUNMOPAHA C UCNOTb30BAHUEM CREYUATUIUPOBAHHOLO
npooyKma, OaHHbIL 6APUAHI OUembl NOKA3AH 8 NEPEYI0 ouepedb 0emsm ( ¢ pOHCOeHUst 00
18 nem), y 63pocavix nayueHmog maxdice Moxicem ObimMb UCNOIL30BAH IMOM BAPUAHM
ouemvl, HO U MOJNCHO NPUMEHAMb 8MOPOI - 1e4eOHbIll PAYUOH C HUZKUM COOepIHCaHUeM
obweeo benxa.

Iayuenmor nepgoeo 200a HCUBHU B03DACMA MO2YM  HAXOOUMbCS HA  2PYOHOM
eckapmaugeanuu. I pyoHoe Mmonoko 6 oOanHOM cayuae OyOem sGIAMbCA  OCHOBHLIM

UCMOYHUKOM HamypajilbHO2O benka 6 couemauuu co cneuuaﬂmupoeaHHoﬁ CMecCvbio
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amuHokKuciom, no cocmaey coomeemcmeymmeﬁ eospacmy pe6em<a. Konuuecmeso nuzuna

8 2PYOHOM MOJIOKe U38eCmHO u cocmasisem npumepro 85 me na 100 max.

Ipumenenue 6mopoco eapuarnma Ouemvl NOBbIULAEN PUCK ATUMEHMAPHOU HeOOCMAMOYHOCHU
HE3aMEHUMbIX AMUHOKUCIOM U OpPYeUX 3ICCEHYUANbHbIX HYMPUEHMOS, YMO MOdcem
npuecmu K pa3zeumuio paziuyHulX HApyueHull: no8blUEeHHOU 8030Y0UMOCMU, HAPYULEHUIO
CHA, HeMOMUBUPOBAHHLIM KOAEOAHUAM mMeMnepamypwvl, neiiazpe (8 pe3yibmame
CHUDICEHUST 0OPA308aHUSA HUKOMUHOBOU KUCTIOMbL), UMEHHO NO3MOMY OAHHbIU 6APUAHM
Modcem — Obimb  NpUMEHEH — MONLKO —V  NAYUeHmMO8  Cmapuieco  6803pacmd.
Cneyuanusuposannvie NpoOYKmMbl HA OCHOBE AMUHOKUCIOM Oe3 Tu3uHa u mpunmogpana™
npeocmasnenwvl 6 Ilpunoscenuu I'3.

Munumansrho Odonycmumvle ROMPeOHOCMU NAMOSEHEMUYECKU 3HAYUMBIX AMUHOKUCIOM 8
numarnuy demetl paziuuro2o éospacma npeocmasienst 6 Ipunoocenuu I'4 [1,2,18].
Tayuenmosi MaadeH4ecko2o 803pacma Mo2ym HAX00UMbCs HA 2PYOHOM BCKAPMIUBAHULL.
I'pyonoe monoxo 6 OamHoM cnyyae Oyoem A6AAMbCA  OCHOBHLIM UCMOYHUKOM
HamypanbHo2o 6elKka 6 COYemaHuu cO CReYUAIUSUPOBAHHOU CMeCbl0 AMUHOKUCIOM,
coomeemcemayioujeti gozpacmy pebenka. Konuuecmeo iusuna 6 2pyoHoM MOIOKe U36ECIHO
u cocmasnsiem 86 me na 100 ma.

Ilpu pacueme HU3KOOENKOBOU Ouembl CO CHUICEHHbIM COOEPHCAHUEM TUSUHA U
mpunmoghana HeoOX00UMO NOMHUMb, YMO JUSUH U MPUNMOPAH COO0epHCaAmCs
NPAKMU4ecKu 60 6cex NPOoOYKMAx, u YYumoléams MO NPU COCMABIEHUU 1e4eOHO20
PayuoHa

Cneyuanuszuposannas ouema mpedyem MOHUMOPUHEA 30 YPOSHEM AMUHOKUCIOM U UX
Memadboiumos 8 nuazme Kposu U Moue, OUOXUMUYECKUX MAPKepo8 HYMPUMUEHO20
cmamyca (oOwuti 06enoK, npomeuHocpamma u o0p.), OUHAMUYECKO20 HAOI00eHUs 3a
Quzuueckum pazeumuem U  HYMPUMUBHLIM — CIMAMYCOM NAYUEHMA, a maxdce
nepuooudecKoll KOppeKyuu 1e4ebH020 payuoHd ¢ pacyemom e20 XUMUYECKo20 cOCmasd.
B npunoscenuu I'5 npedcmasnenvt mabauysl, 8 KOMOPvIX COOEPAHCAMC MEHCOVHAPOOHbBIE
U pocculickue peKomeHOayuu no CymouHbIM HOPMAaM nompednienus Oenkd, JU3UHA U
Mpunmogana u OanHvle N0 CPeOHeM) COOEPHCAHUIO TUUHA 8 HEKOMOPLIX HAMYPATbHbIX

npoOyKmax.
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3.2 MeaukaMeHTO3HAas Tepanus

e Pexomenayercss TOXHM3HEHHO [AaTOT€HETHYECKas Tepamusi  JIEBOKAPHUTUHOM™™
nanuenTam ¢ ['Al ¢ 1enpto BeIBeICHHs] TOKCUIHBIX MeTaboauToB [1,2,7,16,19,20].
YpoBenb yOeauTelbHOCTH  pekoMeHgauuii B  (ypoBeHb  /10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 2)

Kommenrapum: Jlegokapnumun™* ceazvieaem anymapogyio Kuciomy u obecnedugaem ee
8bl8eOeHUe U3 Op2aAHUSMA 8 6Uoe 2NYMAPUIKAPHUMUHA. Y OONbUUHCMBA HeNleYeHblX
nayuenmos ¢ I'A 1 koHyenmpayus obweco u c60000HO20 KAPHUMUHA 8 Nid3me U
cvigopomke Kpoeu Huskas. Hauanvnas o0oza Jlesokapnumuna cocmaensiem 100
me/xe/cymku, ona modicem dvimo crhudicena 0o 30me/xke/cymru y nayuenmos cmapuie 6 iem
npu HOPMAILHOM YPOBHE C80OOOHO020 KAPHUMUHA 8 KPOBU.

B TIlpunoxenun ['6 cymmHpoBaHBI OCHOBHBIE MEPOIPHUSTHS, KOTOPbIE 0053aTeIbHO

JOJIDKHBI OBITH BBIIOJIHEHEI ITOCIIE IMOATBCPKACHUA JUArHo3a I'Al.

3.3 Xupypruueckoe Je4eHue

o PexoMeHayeTcss XUpypruiyeckoe JedeHHe CyOaypanbHBIX THAPOM H apaxHOMJAIBHBIX
KUCT, TUApOLEe(aTNK U IPyruxX naroyorui nanueHtam ¢ Al mo mokazaHusIM C IIEJIbIO
CTaOMIM3AIMU COCTOSIHUSI TPU HEHpOXUpypruveckoii naronoruu [7,19,20].

YpoBeHb yoenuTeILHOCTH peKoMeH1anuii B (ypoBeHb 10CTOBEPHOCTH 10KA3ATEIbCTB — 2)

Kommenrapum:  Pewenue o  yenecoobpaznocmu  npoGeoenus  Heupoxupypeuiecko2o
emeulamenbcmea  (6eHmMpUKYIoNepUmMoHedaIbHoe WYHMUpo8anue U 38aKyayus cyO0yparbHbIX
CKOnNeHull 8 Mo32e mNpu npozpeccupyloujell Maxkpoyegaiuu) npUHUMAEMcs 6 KadcOOM
KOHKDEMHOM Clydae KOHCUTUYMOM epadell cneyuanucmos. Hetlpoxupypeuueckas mepanus
APAXHOUOATLHBIX KUCT U CYOOYPATbHBIX 2emMamom y nayuenmos ¢ I'Al 0onxcna npoeooumscs

KpatiHe 0CMOPONICHO NOO Hab0OeHUeM 0emcKo20 Helpoxupypea.

e Pexomenayercss  XUpyprudeckoe JIEYEHHME KOCTHBIX  JedopManuil  (TsKenble
KOHTPaKTYyphl, BBIBUX Oeapa u ap.) mauueHtam ¢ ['Al mo mokazaHusM cC IeNbio
CTa0MIM3alUY U YITYYLISHUS COCTOSIHUS ITPU OpToIeaAndecKoi naronoruu [2,7, 39].

YpoBeHb yoenuTeIbHOCTH peKkoMeHaanuii B (ypoBeHb 10CTOBEPHOCTH J10KA3aTEIbCTB — 2)
KommenTapuu: Pewenue o yenecoobpaznocmu npoeoeHusi HetpoopmoneoutiecKko2o
eMeuamenbcmea NPUHUMAEMcs: 6 KadiCOOM KOHKPEmHOM Clyyde KOHCUIUYMOM —epadeli
CNeyuanucmos8 ¢ coomeemcmeyrowel Koppekyuel MemaboIuyeckux HapyweHul ¢ yervio

npedomepameHuﬂ paseumusl Kpusda.
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e PekoMeHnayercs MpH IUIAHUPOBAHUU XHPYPrHUECKOr0 BMELIATENHCTBA MO BO3MOKHOCTH
n3beratb TroOJIONaHUS, TPUMEHATh WHQY3UU TIIOKO3BI U YJIBOUTH JIO3UPOBKY
kapHuTHHA[21].

YpoBeHb yoeauTeIbHOCTH peKkoMeHaanuii B (ypoBeHb 10CTOBEPHOCTH A0KA3aTEIbCTB — 2)
KommenTapuu: Pewenue o yenecoobpaznocmu npoeeoeHusi HetpoopmoneoutecKko2o
BMeuamenbcmed NPUHUMAEMCA 6 KANCOOM KOHKPEMHOM Clydde KOHCUTUYMOM  8pavell

cneyuanucmos.

3.4 Uuoe Jeuenune

Jleuenue Hesponocuueckux COCMOSHUU NPOBOOUMCS CO2IACHO COOMBEMCMEYIOUUM
KAUHUYECKUM PEKOMEHOAYUAM (He8poIocuiecKue COCosHUS).

e PexoMenayeTrcss Tpy  BO3HHUKHOBEHMM JIMXOpaAKH Bbeime 38,5  Ha3HayaTh
uoynpoder**uim naparneramon**[28].

YpoBeHb yoenuTeILHOCTH peKoMeH1anuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)
KommenTapuu: unsie HIIBC mocym 6vi36amuv cunopom Petie.

e Pexkomenayercsi mpy BOSHUKHOBEHHH MH(PEKIIMOHHBIX U MHTEPKYPPEHTHBIX 3a00JIeBaHUI
Ha3HayaTh JIEYEHHE COIJIAaCHO COOTBETCTBYIOLIUM KIMHUYECKUM PEKOMEHAIHIM
(uH(pexkunoHHBIe 3a0oneBaHMs). AHTHOAKTEpUAIbHYIO Tepanuio Ha3HA4YaloT B
3aBHCHUMOCTH OT MPEAINOIaraeMoro maToreHHOro areHTa B BO3PACTHBIX J103aX.

YposeHb yoenuresnbHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 4)
KoMMeHTapuH: npomusonokazanus K HA3HAYEHUNO JH00bIX 2pYANn  aHmMubaKmepuaibHbix

npenapamoe Omcymcmeyom.

° Pexomennyercst papmakoTepanus 3KCTpalMpaMUIHBIX HapyUIEHWH MpenaparaMu U3
IPYIIIBI MUOPEIAKCAHTOB LIEHTPAJIBLHOTO AeCTBUS, nanueHTaM ¢ ['Al no nokasanusm c
LIEJIbI0 KOPPEKLIMU HEBPOJIOTMUECKUN HapyLeHui [2,16].
YpoBeHb yoenuTelbHOCTH pekoMeHaanuii C (YypoBeHb JOCTOBEPHOCTH /I0KA3aTeILCTB — 4)
KommenTapuu: [Ipenapamamu nepsoii ouepeou 051 KOppeKyuy cnacmuyHOCmu U MululeYHOU
oucmonuu aensemcs baknogen’ u npenapamvl u3 2pynnul 6eH300uazenuHog (Ouazenam’
K1OHa3Zenam’ ), Hanpaeiennvle Ha KOPPEeKYUIo 2eHepalu306antblx u oKantbhblx oucmonuil. JJo3a

npenapamos noooupaomcs UHOUBUOYATbHO CO2NACHO OOWENnPUHAMbIM CIAHOAPMAaM mepanuu
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Hepoocuyeckux Hapyutenui. Humpamexanvnoe npumeHenue OaxiogeHa™* moocem Ovimo
UCNONB308AHO NPU BbIPANHCEHHBIX OUCOHUAX U CHACMUYHOCMU.

Ilpenapamom emopoii ouepedu npu BbIPAHCEHHOM OUCMOHUYECKOM CUHOPOME CHUMAIOMCA
npenapamul Jlesooonur** u Tpucexcugenuoun’, KoOmopwiii HA3HAYAEMCA Oemam 8 803pacme
cmapwe 5 niem. [Ipumenenue aHMUXOIUHEPSULECKUX NPENAPAmos ciedyem 02paHUiueams 6 Cés3u
C DUCKOM NOAGLEHUs UAU YCY2YOneHuu KOSHUMUBHbIX U ncuxudeckux Hapywenuti [40].
Ilpenapamom mpemuweil ouepeou npu 8bIPAANCEHHbIX OUCOHUYECKUX PACCMPOUCMBAX A6 sl
npenapam amaHmaouH.

Cnedyem yuumuvi8amo, 4mo 8blPANCeHHAsl CNACMUYHOCTb, 2UNEPKUHE3bl U OUCHOHUYECKUe AmaKu
MO2Ym NpUBOOUMb K BbIPANCEHHOM)Y 001€80MY CUHOPOMY U  OEIKOB8O-IHEPLemuUiecKou
He0OCMAamoyHOCmuy, KOmopvle, 8 C60l0 ouepedb, NPOoGOYUPYem YCUleHUe OBUSAMETbHbIX
Hapyuwienutl. Takum 0Opazom, 6 KOMNIEKC Je4eHUsi CNACMUYHOCMU U OUCMOHULL 0053amenbHO
O0JIJICHbL 8X00UMb MepPOnpusimusi 0l NPedOmMepaueHus U Kynupoearus 601e6020 CUHOpoOMA U

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

o Pexomenayercss OorynuHoTepanus mnauueHtaM ¢ ['Al mo mokazaHusM C IEJbIO

KOPPEKIIUKM HEBPOJOTMYECKUI HApYyIICHUH (IUCTOHKH, criacTuaHocTH) [7,16,20, 39].

YpoBeHb yoenuTeJbHOCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 4)

KomMeHTapuu: AibmepuamusHblM MemoOOoM JleHeHuss MANCeNblX (DOKATbHbIX OUCMOHUL U
*%x «

cnacmuuynocmu  aengemcs  bomynomoxcun A (Bomynunuveckuii  moxkcun — muna  A-

eemazentomuHur Komniexe, bomynunuyeckuii moxcur muna A).

Tepanus npoeooumcs anano2uuHoO MmaxKosol npu 0emcKom yepeopaibHoM napaiuie

o PexoMen/IyeTcsl Ha3HAUEHHE aMAHTaJUHA B BO3PACTHBIX JO3MPOBKAX TaruenTam ¢ Al

I/136I/IpaTeJ'II)HO MO0 TIOKa3aHHAM C LCJIbI0 KOPPCKIUHU TUICPKUHETHYCCKUX paCCTpOﬁCTB

[2,20].
YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeNLCTB — 4)

L PeKOMeHZIyeTCSI TEeparng SHHUJICITHYCCKUX IMPHUCTYIIOB C MHAWBUAYAJIbHBIM HO)I60pOM

MIPOTUBOCYJOPOKHBIX TpenapaToB mnanveHTtaMm ¢ ['Al ¢ nenpio KOppeKIHH CUMITOMATHKH

[7,16,19,20].

YpoBeHb yoenuTeIbHOCTH peKkoMeHaanuii B (ypoBeHb 10CTOBEPHOCTH J10KA3aTEIbCTB — 2)
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KommenTapum: Dnunenmuueckue npucmynvl 803HUKAOM Y HeOOIbUIO2O YUCIA NAYUEHNO8 8O
8pemMs U NOCIe NePeHeCeHHbIX IHYeParumono00OHbIX Kpu308, Mo2ym 0bims 0OHOKPAMHBIMU U
He nosmopsamucsl 8 daivHeliuem. B pade ciyuaes 3a snunenmuueckue npucmynsl 6paiu OuUO04HO
npUHUMAalom epyovie cunepKuHezvli OUCMOHUYEeCKUe AmaKi.
Coobwaemcs, uymo mounomepanus Genobapoumarom™* u oxckapbazenuHom™>* moocem
KYnuposams 3NUIenmuyecKue Npucmynslt y nayuenmosg smotu kamezopuu [27,28]. Oonako, 6
OonvuunCcmee  ciyuaee  NPUMEHAIOM  NOAUMEPanuio  MAaxkumMu  aHMUudNUIenmudecKumu
npenapamamu, Kaxk Jaesemupayemam™*, aamompuoxcun™*, monupamam™*, Genumoun™*,
kapbamazenun™* u knonazenam™* [42-47].

e He pexomeHayercsi HQ3HAYECHUE MTPENAPATOB COJICH BAIBIIPOEBOM KUCIOTHI MAIMEHTAM C

['A1l ¢ enbio IperoTBpaLICHUS yXyIIICH s cocTosiHus [2,7,16,20, 21].
YpoBeHnb yoenuTeabHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4)

KomMmeHnTapum: sanvnpoamsi 6vb18600imcs U3 Opeanu3ma 8 eude 6albNPOULKAPHUMUHA, YO
ucmowjaem pesep8 c80O00OHO20 KAPHUMUHA U YeHemaem pabomy OvlXamenbHoUu yenu
mumoxonopuu. Hasnauenue npenapamoe eanvnpoesoli Kuciomsl, mMaxkum ooOpazom, He

arcenamenvhul [21].

3.4.1 JleyeHue B nepuo MeTad0JIHYECKOro Kpusa

Heobxo0umo nomuums, umo ocmpulii dHYeharumono00OHblL KPU3 Modicem pa3eumscsl
npu 11060M UHDEKYUOHHOM 3a00Ne6AHUU, BAKYUHAYUU UTU XUDPYPSULECKUX BMEUamenbcmedx 6
OCHOBHOM 8  gospacme 00 wecmu Jaem. Hacmopadcusaiowumu  cumnmomamu,
CBUOEMENbCMBYIOWUMU O PA3BUMUL QeKOMNEHCAYUU NO OCHOBHOMY 3a00N€6AHUIO, SGNSIOMC:
nOBMOpHbIe peOmbl, Ouapes, He8poIo2uYecKUue paccmpolucmea (MvluledHas 2UnomoHus/
PUSUOHOCTD, NOBBIUEHHAS 8030YOUMOCIb, MbIUEYHASL OUCMOHUS, YeHemeHue CO3HaHus). Y
Ooemetl cmapuie 6 iem pUck pazeumusi OCMpLIX HEBPOIOSULECKUX HAPYUEHUU 80 8peMsi KPU308
CHUDICAEMCS, YMO CBA3AHO C NOBBIUEHUEM MOAEPAHMHOCMU M0324 K KOLeOAHUAM KUCIOMHO-
WeN0YHO20 COCMOAHUSA U 8030€UCMBUI0 MOKCUYECKUX Memadoaumoa.
OcHosHBIMU Mpuceepamu 0eKoMneHcayuu (haxkmopamu, 8vizviearoujue pacnao OeiKa) A6IAI0mcs
e [onooanue
o Ungexyuonnvle npoyeccyi, 0COOEHHO nNpomeKaruue co peomotl, ouapeell,
e Jluxopaoxa (n06oii smuonocuu)

o /nmencugnvie usuyeckue ynpaxcHeHus
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Hapywenue ouemvot (uzbovimounoe nompebaenue benxka)

Heobxooumo npoeedenue muamenvHou KIUHUYECKOU OYEHKU COCMOAHUSA NaAyueHmd,

GKlIOYas UsmepeHue apmepuailbHo2o oasnenus u OYEHKY KOMbl NO uiKaje Thazeo npu n0003peHuu

Ha paseumue Memaboau4ecko2o Kpusa.

o

O

OCHOBHBIMU NPUHYUNAMU TICUEHUS 80 BPEMSL IHYEPATUMONOOOOHBIX KDU30B AGIAIOMCA.:
80CCMAHOBIEHUE KAMADOIUYECKO20 CIMAMYCd, NYMem HASHAYEHUsL BblCOKOIHEP2EMULECKOU
UHGDY3UOHHOU mepanuu (21H0K03A 8 COYEMANUU C UHCYIUHOM),

O2paHuieHue 0Opa308anls OPAHUYECKUX KUCIOM, NYMeM CHUMICEHUs. NOCMYNieHus 6eiKka
HAMYPALILHBIX NPOOYKMOS Ul NOHOe UX uckuouerue (no 6o3moxcrnocmu 6 meyenue 24 uacos
UCNONL3YIOM — MOJbKO — CReYUAIUUPOBAHHbIe  NPOOYKMbL — HA — OCHO8e  cmecell
amunokuciom)[28];

Bseoenue 6b1cok00031020 Jlesokaprumuna,

60CCMAHOBIEHUE KUCIIOMHO-UWEI0YHO20 COCMOAHUSA KPOBU.

IloopobHbie kuHUYecKkue u 1abopamopHsvle noxazamenu npusedensl 8 npunodxcenuu 1'7.

e PexoMeHayeTcsi KOPPEKLMsI TaTOr€HETUYECKON AUETOTEPANIMU U /103 JIEBOKAPHUTHHA™™
nanueHTam ¢ 'A1 B meproj; MeTaboIMYecKOro Kpu3a ¢ LEeIbl0 CTa0MIN3allMi COCTOSIHUS

[7,19,20].

YposeHb yoenureqbHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 0KA3aTeIbCTB — 4)

KOMMeHTale/IZ Heomnooicnasn mepanus OO0NNCHA HAYUHAMBC HeMeONeHHO U I’lpOOOJlOfCClWleﬂ

6ecb nepuod GeopunbHOl IUXOpaoKu, nocie BaKyuHayuu, 00 U HOCAe XUPYPeUuecKoeo

emeutamenbcneda, 0006€HHOy nayuesmoe 6 eospacme 00 6 nem.

Hasnauaiom evicokodosnuviii negokaprumun™*150-200 me/ke/cymxu(npunoscenue 1'7)

Jesoxapnumun™* esooumcs enympusenno —150-200 me/xe/24 u 6 sude 2 -4 pazodenvruvix 003 uiu

bontocuo no 100 me/xe 6 meuenue 30 munym c nocieoyrouel MeoleHHOU 6HYMPUBEHHOU UHDY3uell

no 4 me/ke/u. (maxcumanvHasn 0oza 6 2/cym) .

Ecnu enympugennoe 6sedeHue He803MONUCHO, 803ModiceH nepopanvhbii npuem 200 me/ke/cymku

OpOOHO.

o PexoMenayercsi nH(Qy3MOHHas Tepanus B crauudoHape namueHtam ¢ ['Al B mepuon
MeTaboIMUECKOT0 Kpr3a C IeJIbI0 IPEIOTBPAILICHHS] Pa3BUTHS TAKEJIbIX HEBPOJIOTUYECKUX

Hapyuenui [7,19,20].

YpoBeHb yoenuTelbHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 4)

25



KommenTtapuu:/Ipu nosenenuu y 60161020 peomoi, noeviuienus memnepamypul éviuie 38,5°C,
HEeB8PONIO2UYECKUX PACCMPOUCME NOKA3AHA CPOUHAs cocnumanuzayus 6 cmayuonap. Ocroghbvie
NPUHYUNBL UHMEHCUBHOU Mepanuu 8 YClo8usx cmayuonapa npeocmaenenst 6 Ilpunosxcenuu I'7
[54].Pannee nauanro unmencusrno2o aeuenus no3eonsem npedomepamums pa3gumue msxiceabix
HeB8pOoLocUYeCKUX HapyuleHull y bonvuurncmea nayuenmos ¢ I'A 1. Bnympueennas ungy3uonnas
mepanus 8KI0Yaem pacmeop 0ekcmposzol™™ uz pacuema 8-15 2/ke/cym, uncyriunomepanuio npu
eunepenuxemuu (eviwe 10 mmonv/n) w/unu emoxosypuu. He cnedyem eozmewamv nomepu
AHCUOKOCMU 30 CUem SHMepaibHo20 numarust (cm.npunodicenue 1°7)[28].
HUnghysuonnas mepanus exnouaem:
- Buympueennoe ssedenue oekcmpo3svl uz pacuema 8-15me/xe/cymru ([lpunoscenue 17).
B cnyuae ecunoenuxemuu - nemeonennoe esedenue 2ntokosvl 200 me/ke (2 ma/ke 10%
enoxozvl unu 1 mia/ke 20% enoko3vl) 6 meyeHue HeCKOIbKUX MUHYM.
- Buympusennoe ssedenue Jlesokapuumuna** 150-200 me/ke/cymxu. [IpeonoumumenbHo
pazeooums JIeOKpanHumuH pacmeopom 0eKcmpo3vl Ui 000a8UmMs 6 CymouHyio UHQY3uro
0eKCmpo3bi.
B nepuoo memabonuueckozo Kpusa HeoOXO00UM MOHUMOPUHZ KIUHUYECKUX U
1abopamopHelXx nokazamenel  (KUCIOMHO-WeNI0UHO20 COCMOSHUSA KpPOBU, 2NI0K03d,
INEKMPOAUMbL (KAAUull, HAMpPutl, Kaibyutl UOHUUPOBAHHBLI, X10p) Kadcovle 4-6 uacos uiu
panvule npu HATUYUY YXyoueHus Uiy yayduenut cocmosanus nayuenmam ¢ I'A1 6 nepuoo
Memabonuuecko20 Kpu3a ¢ yeivlo OYeHKU COCMOAHUSL U CB0e8PEMEeHHOU KOppeKyuu

mepanuu.

e Pexomenayercsi IpUMEHEHHE aMUHOKUCIIOTHBIX CMeceil 0e3 nu3uHa U Tpuntodana (Uim
C HU3KHM coJiepkanueM Tpuntodana)BceM naueHTam ¢ ['A1 B mepro MeTaboandecKoro
KpH3a C 1IeJIbI0 BOCIIOJHEHMSI TOTPEOHOCTH B O€lKe 3a cueT OelIKOBOro SKBHUBaJIEHTa 0e3

aTOTeHETHYECKH 3HAYMMbBIX aMHUHOKHCIIOT [28, 55].

YpoBeHb yoenuTelbHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEeJILCTB — 4)
KommenTapuu: /Ipu Heso3moicHOCMU NEPOPATbHO20 NPUeMa CMeCu PEKOMEHO08AHO KOPMIEHUE
yepes Haz02acmpanvhvlil 30H0. [Ipumenenue cneyuanu3upOBaHHOU CMecu KaK eOUHCMEEHHO20
UCMOYHUKA OelKa 803MOJMCHO 8 medeHue He Oonee 48 uacos, oanee 6 numanue HeoOXOOUMO
88e0eHUe UCMOYHUKO8 HAMYPATbHO20 OelKka (2pyOHOe MOJIOKO, MOIOYHAs cmech u Op.)Pacuem
coenachonpunoxceruio 1'6.

. PexoMenayercsi mpu pBOTE MPUMEHSTH IPOTHBOPBOTHBIE cpecTBa (MeTokmonpamMua**

i OHIaHCETPOH™*) B BO3PACTHBIX [103aX C IIEJIbI0 KyMUpoBaHus cummroma [56, 57].
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YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 4)
KommenTapuu: [Ipunooscenue 1'7
o Pexomenayercst mpu OTEUHOM CHUHAPOME JIerHipaTallioHHas Tepanus @ypoceMuioMm B

BO3PACTHBIX J[03aX MO KIMHUYECKON CUTYAIIMH C [eJIbI0 HOpMalI3aluy BoAHOTO Oananca[55].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH I0KA3aTeIbLCTB — 4)

KommenTapum: [lpunosicenue I'7

4. MeauuuHcKasi peadMJIMTANMS M CAHATOPHO-KYPOPTHOE Je4YeHue,
MeIMIMHCKHE IOKA3aHUSA M NPOTHBOINOKA3AaHUS K NPHUMEHEHHI0 METOHO0B
MeIMIMHCKOI peadMIMTALMU, B TOM 4YHCJ/ie OCHOBAHHBIX HA MCIIOJIb30BAHUM

NPUPOAHBIX JIe4eOHbIX (PAKTOPOB

o PexoMenayercsi ydacTue crenuanucra mo (pU3n4eckod peadwiuTanuy Npu BeICHUH
nagueHToB ¢ ['Alc menpl0 KOPpPEKIUM HEBPOJIOIMYECKMX HApyLIEHMH I10 TUIYy JIETCKOTO
1epedpaJIbHOro Mapajgnya, MEAULMHCKOro ICUXojiora U Ae(eKTonora ¢ Lenbio MPOBEIACHUS

NICHXOJIOTO-TIeJarornueckoil koppekuuu [21,28, 48].

YposeHb yoenureqbHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTEIbCTB — 4)
KommenTapuu: Peaburumayuonusie meponpusamus nayuenmam ¢ I'A1 npogoosmces anano2uyHo
nayueHmam ¢ OemcKuM yepeopairbHulM napaiudyom. Bulibop memooa peabunumayuu
ocyujecmenaiom — nocie  NOCMAHOBKU — peabuIumayuoHHo20  OuacHo3d  C  Y4emom
PeaburumayuoHHo20  NOMeHYuala Ha  ocHoganuu  MedxcOyHapoonou  Kiaccugurayuu
@yukyuonuposanus (MK®). [lenvto peabunumayuoHublx MepOnpUusimuil s61s1emcs YiyuueHue
@DYHKYUOHALHBIX — 8O3MONCHOCMEU  PeOEHKA, — CHUNCEHUEe — AKMUBHOCMU — NAMOLOSUYECKUX
MOHUYECKUX U JAOUPUHMHBIX  peieKco8, YCmpaHeHue HNAMONOSUYeCKUX CUHepeUull U
cnacmuyHocmu, nNPOGUIAKMUKA OPMONEOUYECKUX OCLOHNCHEHUII.

bonvwoe yucno peabunumayuonuvix Memooux @Qu3U4ecKol HAnpasieHHOCMU CMUMYIUpyem
08UCAMENbHYIO AKMUBHOCMb U YCUIUBAEN CEHCOPHLIU NOMOK, Koppucupyem no30mMOHUYecKue
YCMAHOBKU, O8U2ameibHble MOMUBAYUOHHbIE U KOCHUMUBHbLE HAPYULEHUSL.

OCHOBHbIMU ~— HANPAGIEHUAMU — peaburumayuyu  AGIAIOMCA.  Quauyeckas  peadburumayus
(IIpoyedypwi, Hanpasnenuvie Ha YMeHbUeHUe CRACMUKU, Ycayeu no MeouyuHcKo peadbunumayuu
nayuenma ¢ 3a001e8aHUAMU YEHMPATbHOU HEPEHOU CUCeMbl KUHe3Uumepanus, 6 m.u., jeyeonas
euMHacmuka, aoanmusHulli cnopm (Jleuwebnas guskynomypa npu 3a001e8aHUAX YEHMPATILHOU

HEPBHOU cucmeMbl U 20J108H020 Mo32d. Jleuebnas ¢uskyrbmypa npu 3a6071€6aHUAX YEHMPATILHOU
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HEPBHOU cucmembl U 20J108HO20 MO032a 6 OaccelineYnpadxcHenus JneueOHOU GuU3KYyIbmypol,
HanpasieHHvle Ha  yMeHbuleHue cnacmukuy, Jleuebnas — uskyremypa npu  agpazuu,
ouzapmpuu, Yciyau no MeOuyuHcKkou peaburumayuu 0emetl ¢ He6poa0SULeCKUMU 3a001e8AHUAMU
Memoodamu NPuKkiaoHol Kunezomepanuu), maccaxc (Maccasxc npu 3abonesanusx yeHmpaibHoU
HEpPBHOLL cucmemvl), annapamuas guzuieckas peaOounumayus ¢ UCnOIb308aHUEeM QUIULECKUX
Gaxkmopoe (anekmpo, MacHumo, Yibmpazeykoeas mepanus, Bozodelicmeue nepemeHHbIM
machumuvim  nonem (IleMIl), Mexanomepanusi npu 3ab601e6aHUAX YEHMPANTbHOU HEPBHOU
cucmemvl U 20108H020 Mo32a, Pobomusuposannas mexanomepanus npu 3a601e8aHUAX
YEeHMPAaNbHOU HEPBHOU CUCEMbL U 201108HO20 MO324, JleuebHas pusKyIbmypa ¢ UCnonb308anHUeM
annapamos u mpeHaxicepos npu 3a001e8aHUAX YEHMPALbHOU HEPEHOU CUCMeEMbl U 20108HO20
mo3za, I'uopokunezumepanus npu 3a001€6aHUAX YEHMPATbHOU HEPEHOU CUCMEMbl U 20JI08HO20
mo3sea, Koppexyusa napywenus ogueamenbHou GyHKyuu npu nomowju 6uoa02ULecKol 00pamuou
ceasu, Koppexyus napywenus oOeueamenvHOUu QYHKYUU € UCNONb308AHUEM KOMNbIOMEPHLIX
MEexXHON02U), KOHCEPBAMUBHOE OPMONEOUYeCcKoe JleYeHUue ¢ UCNOIb308AHUEM HOCMYPANIbHO20
MeHedncmenma u opmesos ([locobue no 60CCMAHOBIEHUIO NO30-CIAMUYECKUX QYHKYUL,
Hunamuueckas nponpuoxoppexyus, Ycuyeu no meduyunckou peaburumayuu oemeii ¢ Heupo-
0pMmMoneouyecKol namoao2ueti Memooamu i1eyedHo20 metnuposanus, Y ciyeu no o6ciyHcUueaHum
opmoneouueckux npucnocoonenuti, Koppexyus cvbeMHOU OpmMoneoudeckou KOHCMPYKYuu),
Kkoppexyuto oucghacuu (/leuebnas ¢usxkyromypa npu oucghacuu, Hnousudyanrvhoe 3aumsmue
JeyebHol puszkyromypoi npu oucgazuu, TpeHuposka ¢ Ouonro2uyeckol 0OpamHoll C8:3b10 NO

anekmpomuocpaguu  npu  oucgazuu), MeOUKO-NCUXONI020-nedazo2uiecKkue pazsusaouyue

COnpPoBOOUMenbHbLe MEXHONI02UU, adanmayust cpeonl (Hetiponcuxonoeuueckas
peaburumayus)[49].
. PexoMeHyeTcsi KOHCYJIbTAllMK Jiororneaa mnamueHTaM ¢ ['Alc 1menpio mpoBeaeHHs

MEpOTPHSTHIA, HAIIPABJICHHBIX HA yIyYIICHHE peueBbIX GQyHKIHUI U Koppekiun aucharuu[21,28,

48].

YpoBeHb yoenuteqbHOCTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH 10KA3aTeIbCTB — 4)
KommenTapuii: mocym npumensamocs: Meduko-noeoneduyeckoe ucciedoganue npu oucgazuu,
Meouko-nozoneduueckoe ucciredosanue npu aghasuu, Meouko-n02oneduyeckoe ucciedosamue
npu ouzapmpuu, Meouxo-noconeduueckas npoyedypa npu oucgazuu, Meouko-n1oconeduueckas
npoyedypa npu agazuu, Meouko-noconeduueckas npoyedypa npu ouzapmpuu, Meouxo-
Jl020neoudeckds MOHANbHO-pummudeckas npoyeoypa, Meouko-noconeduueckas npoyeodypa c

UCNOJNIb306aAHUEM UHMEPAKMUBHbLX qu)OpMCZL}MOHHbZX MmexHon02Ull
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5. IIpodpunakTuka U AUCIAHCEPHOE HADII0IeHN e, MeAUIUHCKUE TIOKA3aHUS U

NPOTHUBONOKA3aHUSA K NIPMMEHEHUIO MEeTO10B NPOPUIAKTUKHA

5.1 [IpoduaakTuka

° PeKOMeHIlyeTCH INEpBHUYHAasAT MW  IIOBTOPHAsA KOHCYJIbTAllMd  Bpada-TCHETHKa  IIOCIIC
YCTAHOBJICHUA JHAI'HO3a I'Al ManUEHTY HJIN €ro O(l)I/IHI/IaJ'IBHBIM MMPEACTABUTECIAM C LCIIBIO
paSLﬂCHeHI/II\/'I IFCHECTUYCCKOI'O PHCKA, 06CY)KI[CHI/I$I BO3MO>KHOCTEH HpeHaTaﬂbHOﬁ u

NPEeUMILIAHTAIIMOHHOM qrarHocTHKH [50].
YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 4)

KommenTapuu: Ipoghunakmuueckue Mepbl BKIIOUAIOM MeOUuKo-2eHemuieckoe
KOHCYIbMUPOBAHUE U NPEHAMANbHYIO OUACHOCIMUKY, KOMOpas Npo8OOUMCS ¢ NOMOWbIO
MONIEKYNAPHO-2EHEMUUECKO20 UCCNe008aHUsL OUONMAama XOopuoHa [2,15]. HeonamanvHuiii
ckpunune 8 Poccutickoii @edepayuu na I'A 1 ne npogsooumcsi.

o PexomenoBano namnuentam ¢ Al mpoBoauTh NMpO(MIAKTHUECKYIO BaKIHMHAIMIO I10
HAIIMOHAJILHOMY KaJICHJIAapI0 MPUBUBOK C COOJIIOZCHUEM MEp MPEAOCTOPOKHOCTH, B TOM YHCIIE,
Ha (poHE CTPOTOro BHIOIHEHUS AUETHYECKUX U JICYCOHBIX HA3HAYCHHUH C IeNbI0 (POPMUPOBAHUS
UMMYHHOW  3allUTBl ~ OpraHM3Ma OT HHQEKIMH W  TPEeJOTBPAIICHHUS  Pa3BUTHUS
sHIIepATUTONOT00HBIX Kpr30B [40].

YposeHb yoenurenbHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeNbCTB — 4)
KoMMeHnTapum: gaxyunayuro yeiecooopasHo nposooums CReyuarucmamu, UMeowumy onsim
pabomul ¢ nNAyUeHmMamu ¢ MemadoIUdecKuMu OONEHAMU, ULU NOO UX KOHMPOIEM.

B nocmeakyunanbnom nepuoode ciedyem npucmanbHo Habaio0amsy 3a npUSUMsIMU ¢ HOBMOPHbIM
uMepeHuemM memnepamypsvl mend, 4mo HeoOX00UMO OJi He3aMeONUmenrbHO20 HAZHAYEeHUs.
arcapononudcaroueli. mepanuu npu ouasHocmupogaruu auxopaoxku >38,5°C, (napayemamon™*
unu, ubynpoghen™*). Kagicovie 2 uaca neobxooumo no8mopHo OYeHusams COCMOSHUE CO3ZHAHUSL
nayueHma, NOKAa3amenu memnepamypsbl meia u yceoerue Kopmienus pebénxkom. Eciu pooumenu
APOWLIU COOMBEMCMBYIOUYI0 NOO2OMOBKY, PACHEOPbl MAIbMOOEKCMPUHA UTU CONOCTNABUMDbLE
Vyenesoonvle 000a8KU MONCHO 6800UMb NEPOPATILHO ULU Hepe3 HA302ACMPATbHbIU  30HO,

2acmpocmomy Uy eloHOCmoMuio 0Jisk obecnederust 00cmamouno2o 3anaca suepeuu [28].
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5.2 IucnancepHoe Ha0JI0IeHHe

e Pexomenayercsi onpeneneHne KOHICHTPAIMA aMUHOKHCIIOT B KPOBHU y manueHToB ¢ ['Al ¢
LENTBI0 TPOGUIAKTUKN HEOCTAaTOYHOCTH tuTanus [19, 21].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 4)

Kommentapumn: Obviuno onpedenenue amunoxkuciom 6 niazme Kposu nayuenmam ¢ 1Al
NPOBOOUMCSL C HaCmMOmoll: Kadicovle 1-2 mecaya nayuenmam 00 200a, kavicovle 3 - 6 meciayes y
Odemetl maaowe 6 1em, Kadicovie 6 -12 mecayes nayuenmam cmapute 6 iem. Onpeoenenue ypoeHs
mpunmogana u JUUHA HASHAYAIOM 6CeM NAYUEHMAM NpU B03HUKHOBEHUU Npobiem ¢
numanuem(cm. Ilpunosxcenue I'S. Buoxumuueckuii u UHCPYMEHMANbHLIUL MOHUMOPUHS

nayuenmog ¢ I'Al).

e Pexomennyercsi onpenencHie ypoBHsI CBOOOHOTO KapHUTHHA BceM manuentaMm ¢ Al mis
BBISIBIICHHS BTOPUYHON KAPHUTHHOBON HEIOCTATOYHOCTH [28].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 4)

KommenTapuu: O6wviuno onpeoenenue yposHs cB0000H020 KAPHUMUHA 6 NlA3Me KpPOBU
nayuenmam ¢ I'Al nposooumces ¢ yacmomoii: kaxcovle 2 mecaya nayueHmam 00 200d, Kaxcovie
3 mecaya nayuenmam om 1 2o0a 0o 6 nem, kaszicovie 6 -12 mecayes nayuenmam cmapuie 6 em.
(cm. Ipunooicenue I'S. Buoxumuveckuii u uHCmpymeHmanibhsvlil MoHumopune nayueumos ¢ I'Al).
Heobxooumo ommemums, umo yposerb ayuikapHUMuHO8 MO*cen NO8bIUAMbCs NPU HA3HAYEHUU

Jlesoxapnumuna

e PexomeHayercs peryJsipHbI KOHTPOJIb OOIIET0 aHAIN3a KPOBH BCEM MAI[MEHTaM C LENIbI0
MOHUTOpPHUHTa HyTPUTHUBHOTO cTaryca [28].

YpoBenb yoenuTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 4)

KommenTapuu: Obviuno oowuii ananuz kposu nayuenmam ¢ I'Al nposooumcs ¢ uacmomou:
Kaxcovle 6 mecayes nayuenmam 00 6 jem, Kazxcovie 6-12 mecayes nayuenmam cmapuie 6 aem.

(em. Tpunoocenue I'S. Buoxumuueckuil u uHCmMpymMeHmManibHulil MOHUmMopune nayuenmos ¢ I'Al).

L] PeKOMeHI[yeTCSI BCCM TMAalUMCHTaAM IIPOBCIACHUC OMOXMMHUYECKOI0 aHaIM3a KpOoBHU
(comepkaHWe TIIFOKO3BI, TOKAa3aTeld KHCIOTHO-OCHOBHOTO DPAaBHOBECHSs, OOIIero Oerka,
0enKOBBIX (pakiuid, anbOymMuH,C peakTUBHBIN Oel0K, 001mero OmmpyonHa, X0JeCTepHUHa,
TPUTIUIEPUIOB, JHUIIONPOTEUIOB HU3KOW U BBICOKOH IUIOTHOCTH (HMCCIEIOBAHUE YPOBHS
JUTNONPOTEMHOB B KPOBM), ImelouyHoi  (docdartaszpl, KpeaTHHHWHA, MOYEBHHBI,

aJlaHMHaMUHOTpaHcdepassl (AJIT), acrnapTaTaMHHOTpaHc(epasbl (ACT),
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KkpeaTuHPocPoKnHA3a, KNIl ~ OOIMIET0 W WOHM3WPOBAHHOTO,  HATpHs,  KaJlud,
Heopranuueckoro ¢ocdopa, xeneza, GeppuTHHA, MArHUH) C I[EJIbIO OLECHKH COCTOSIHUS
[ICUCHH, TI0YCK, OajaHca BAXHEWIIMX HYTPUCHTOB IMPH JUCTOTEPANIUH, KAJIBI[UEBO-
¢dochopHOro 0OMEHa ¥ BBISIBICHHS OTKIIOHCHUI Ba)KHBIX OMOXUMHYECKUX TOKa3aTenen JuIst
nanpHeimei koppekiuu [21].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 4)

KommenTapuu: OoObiuno onpedenenue anvOyMuna Kposu HASHAYAIOM NAYUeHmam npu
B03HUKHOBeHUU Npobiem ¢ numanuem. Onpedenenue Kanvyus, Gocghopa Kposu, neweHOYHbIX
MPAHCAMUHA3 NPOBOOUMCS C YACMOMOU. Kadxcoble 3 mecaya nayueHmam 0o 200a, Kazxicovie 6
Mmecayes nayuenmam om 1 2o0a 0o 6 nem, kadicovie 12 mecayes nayuenmam cmapuie 6 nem (cm.

Tpunoocenue I'S. Buoxumuueckuii u UHCMpPYMEeHMANbHbIL MOHUMOPUHe nayuenmos ¢ I'Al).

° Pexomenayercst poBejicHHe OOIIEro aHaiu3a MOYM BceM manuentam ¢ IAl ¢ menbio
KOHTPOJIS TaOOpaTOPHBIX MoKa3zaTeneit [34].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4)

Kommentapuu: Ob6wiuno obwuii ananuz mouu nayuenmam ¢ I'Al npogooumcs ¢ uacmomou:
Kaxcovle 6 mecsayes nayueHmam 0o 6 nem, Kaxcovle 6-12 mecsayes nayuenmam cmapuie 6 iem

(cm. Tpunooicenue I'8. Buoxumuueckuii u uHCMpyMeHmaibHulll MOHUMopuHe nayuenmos ¢ I'Al).

o Pexomenayercsi mpoBeieHUE HEUPOPATUOIOTHUYECKOTO UCCIEN0BAHNS TOJIOBHOTO MO3ra
(MPT/KT) manuentam ¢ 'Al mo mokazaHusMC LEIbI0 BHU3YalIH3alUd M3MEHEHUH TOJOBHOTO
mo3ra[29, 30].

YpoBenb ybeautenbHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KAa3aTeJbCTB —
4)Kommentapuu: O6bluHO HEUpOpaOUuosocUiecKoe UCCLe008aAHUe 20I08HO20 MO32a NPOBOOSM
nayuewmam — Npu  YCMAHOGIEHUU  OUAsHO3a, A  MakKxyce  Nocle  NePeHeceHHO20
HYehanumono00oOH020 Kpu3a, noaeieHus npocpeccupyioujeti He8pOoI0SULeCKolt CUMNIMOMAMUKU
npu  omcymcmeuu  npomusonokazanuti  (cm.  Ipunoowcenue I'S.  Buoxumuveckuil u

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

° Pexomenayercst uccleIOBaHHME MHMHEPAIbHOM IUIOTHOCTH KOCTHOM TKAaHH —
(PenTrenonencuromerpus) y manueHtoB ¢ ['Al A AMarHOCTMKH OCTEONEHUH, BBISBICHHUS
IPYIIIBI PUCKA MO0 OCTEONIOPO3Y U MPHUHATHSA JIeYeOHO-TIpopHIaKTHYeCKUX Mep [21].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 4)

KOMMCHTapl/II/IZ Hpoeodumc;z nayuesmam cmapuie 5 nem no noxazaHusIM.
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° Pexomenayercsi npoBeneHue aektposniedanorpabun (3317) manmenram ¢ Al npu
HAJIMYUH HEBPOJIOTUIECKON CUMITOMATHKH ISl BBISIBICHHS STHIICHTHYSCKONH aKTHBHOCTH [35].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 4)

KommenTapuu: ¢ mom uucie 931 ¢ sudeomonumopuneom. Ilpu omcymcmeuu npucmynos-me

peoitce 1 pasa e 200, npu Haaiuduu snujienmudecKux npucmynoe- no nNOKA3aHusiAM.

e PexomeHayeTcsi MpOBEJCHUE YIbTpa3ByKoBoro uccieaopanus (Y3M) opranoB OpromrHoit
10JI0CTH maruenTam ¢ ['A1 [ist BBISIBJIIGHUS aTOJIOTUH riedeHu [36].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 4)

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

namoJjiocuu ne4YerHu- no NOKA3AaAHUAM.

e PexomeHnayercsi mpoBejicHHe O(TATBMOCKOIUH MAIMCHTaM C LEIbI0 CBOCBPEMEHHOIO
oOHapyskeHHs opTaTbMoI0rHYecKoi narosoruu [38].

YpoBeHb yoenutebHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 0KA3aTeIbCTB — 4)

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

namoJiocuu - nO NOKA3AaAHUAM.

o Pexomenayercss mnamuentam ¢ ['Al npoBeneHue KOppeKUMH JIeYeOHOTO MHUTAaHUS H
CUMIITOMATUYECKOH  Tepamuu ¢  TeNbl0  HUCKIIOUEHHUS  OeIKOBO-dHEPreTHYECKON
Henocrarounoct [1,3,7,18,1,20]

YpoBenb yoenuteabHocTH pekoMeHaanuii C (YypoBeHb J0CTOBEPHOCTH J0KA3aTEeJNbCTB —

4)Kommentapuu: Koppexyuio Ouemomepanuu RnpoeoOsim Epavu-2eHemuKky Uil epayu-

ouemonozu ¢ yacmomouil p/mec na 1 200y scusnu, oanee 1 p/3 mec u no nokaszanusam 0o 3 rem; 1

p 6 mec nocre 3 rem [50, 51],

o Pexomenaytorest npu HaGmoAeHUN ManueHToB ¢ 'Al ¢ 1enbio KOppeKkuuu Tepanuu U
JTMHAMAYECKOTO MOHUTOPUHTA TPUMEHSITh MYJIbTHAUCIUILTHHAPHBIN moaxo [28].

YpoBeHb yoenuTelbHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEeJILCTB — 4)

KoMmeHnTapuu: nokazanvt nepguunvle u noBMOpHbule KOHCYIbMAYUU 8PAYd-2eHEeMUKd, 8paya-
ogmanvmonoza,  6paua-Hespono2qa,  6paua-ouemonozd, - 8pava-kapouono2d,  J1020neod-
degexmonoza, 6pava-Hehponoza, MeOUYUHCKO20 NCUX0102d, 8PAYdA-OpmMoneod, 8pava-neouampa,

epava-mepanesma, epada-Heupoxupypeaa, epada-xupypea, epaia-ogpmanvmonoza, spava-JIPK, a
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mak okce epavell opyeux cneyuarvrocmetl nayuenmam ¢ 1'Al, umerowum napywienus yukyuil

coomeemcmayrouux opeanos u cucmem [1,2,7].

° Pexomenayercs 06s3aTebHOE HAOIOICHIE HEBPOJIOTA BCEM TMAI[EHTaM ISl OLICHKH
TSDKECTH HEBPOJOTMYECKUX HAPYIIEHUN U UX MOCIEayIolend koppekuuu [2,7,16,19,20].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH I0KA3aTEIbLCTB — 4)

KommenTapuu: Yacmuimu nesponocuueckumu ocnodichenuamu I'A 1 sensaromes:

0 aKCmpanupamuonsvie Hapyuienus (bonee uvem 6 95% cayuaes, pazsusaiomcs nocie
nepeHecenHo20 0CMpo20 MOKCUKO-MeMAaboIU4ecKo2o Kpu3sa),

0 onunenmuueckue npucmynwi (4-40%);

0 cyboypanvuvle kposousnusnus (10-30%);

0 08YCMOPOHHUE APAXHOUOATIbHBIE KUCTbI

o PexoMenayercs oOyueHue poauTeneil mpaBuiaM OpraHu3aliy Tepaniu B
MEKITPUCTYITHBIA EPUOJT M B IEPUOJT YTPO3bI META0OIMUECKOT0 KpH3a maueHToB ¢ ['Al ¢
LeJIbIO IPEOTBPAIICHHS Pa3BUTHSI TOBTOPHBIX 3HIE(aTUTONOIOOHBIX Kpu30B [55].

YpoBeHb yoenutebHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 0KA3aTeIbCTB — 4)

KommenTapuu: V pooumeneii pebenka 6cec0a O001#CHA Oblmb RAMAMKA C YKA3AHUEM
HEOMJIONCHbIX ~MePONpUsmuil 8 Nepuood HAYUHAIOWe20Cs. Memaboiuyecko2o Kpusza. B
Ipunoscenuu I'9 npusedenvl meponpusmus, HANPAsieHHvle HA NPeOOMEpaujeHue pa3eumusl

NOBMOPHBIX IHYeDanrumonodooHvix Kpusos [7,20].

6. Opranusanus oka3aHusi MeIUIIUHCKOW MOMOIIH

IToka3zanus AJ1s NJIAHOBOM TrOCHUTAJM3AMN B MEIUIMHCKYI0 OPraHU3aIMIo:

1. mpoBeaeHWE NMATHOCTUKHU U JICYEHUS, TPEOYIONIIE MPOAODKUTEHFHOTO (THEBHOE FITH
KPYIJIOCYTOYHOE NpeObIBaHNEe) MEAULIMHCKOTO HAOIIOACHNS 1 MOHUTOPUHTA KIIMHUKO-
71a00paTOPHBIX MOKa3aTeNnen;

2. HEOOXOJWMOCTh TIPOBENCHHS Pa3MYHBIX BHIOB OSKCIIEPTH3 WM OOCIETOBaHUS B
MEIUIIUHCKONW OpraHW3alud TMPH HEBO3MOXXHOCTH TPOBEICHHUS WX B aMOyJIaTOPHBIX
YCIOBUAX (B ToM  umciae  opopMmiIeHHME  3aKIO4YeHus  (eaeparbHOro
KOHCHJIMYMa/BpauyeOHOW KOMHCCHUH).

IToka3zanus AJISA 3KCTDCHHO]7] TFOCIIUTAJU3AINNMHA B MCIUMIIMHCKYIO OPraHu3anuio:

1. octpeie yrpoxaromue s KU3HU W Pa3BUTHS OCJIOXHEHHH COCTOSIHMS, B TOM 4YHCIIE

MeTa00INYCCKUI Kpus, Tpe6yrom1/1e HCOTJIOXKHOI'O JICYCHHA, B TOM YHUCJIC WHTEHCUBHOMN
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TEepanuu, a TaKXKe KPYIJIOCyTOYHOIO MEIULHUHCKOrO HaOMIOJeHUH U IPOBEIEHUs

CIiICcnuaJIbHbIX BH10B O6CH€I[OBaHI/I$I " JICUCHUA.

IToka3zaHus K BbINIMCKE MALIMEHTA U3 METUIMHCKOH OPraHu3alMm;

1. oTcyTcTBHE yrpo3bl sl )KU3HH MAIUEHTa U YTPO3bl Pa3BUTHUS OCIOKHEHUH, TPEOYIOIIHNX
HEOTJIOXKHOTO JICUSHHSI IIPH 3aBEPILICHUE TUATHOCTHYECCKUX MEPOTIPUSTHIA.

2. cra0unm3amys COCTOSHUS ¥ OCHOBHBIX  KIMHHKO-TA0OPATOPHBIX  IMOKa3aTeleu
MATOJIOTUYECKOTO0  MPOIecca, OTCYTCTBHE HEOOXOAMMOCTH B  IMPOJOJDKUTEIEHOM
MEUITMHCKOM HaOJI0/ICHUH (JJHEBHOE WIIH KPYTJIOCYTOYHOE MPeObIBaHUE);

3. HeoOXOAMMOCTh TMepeBOoJa OOJBHOTO B JIPYroe MEIUIIMHCKOE YUYPEIKIACHUE WIIH

YUPEKACHUE COLIMAIBHOIO 00ECIIEYEHNUSI.

Oco0eHHOCTH OPraHu3aluy OKA3aHUs MeIMIIMHCKOH moMoIny nanuenram ¢ 'A1l

[Taumentsl ¢ 'Al 4YacTO roCHUTAIM3UPYIOTCS B OTAEJICHHUE MATOJOTMM JAETeHl paHHEro
BO3PacTa, HEBPOJIOTUYECKOE, MH()EKIMOHHOE OTICICHUS WM pPEaHHMAIUI0 B COCTOSHUH
SHIEPATUTONONOOHOTO Kpu3a (NMEPBHYHOTO WM TOBTOPHOro). IIpoaomKuTensHOCTh
TOCHOUTAJIM3AlMKA  3aBUCUT OT CKOPOCTH BepU(UKALUU JUAarHo3a, KOPPEeKLUU
METa0OJMUYECKUX HApyUIeHHH IyTeM IMpOBEACHUsS MHTCHCUBHOM Tepalmuu W Hadyaja
[AaTOr€HETUYECKOM JUETOTEPAIINH, @ TAK)KE OT CPOKOB MOSBJICHUS [TOJIOKUTEIbHON TUHAMUKU
CO CTOPOHBI HEHTPaJIbHOW HEPBHOI CUCTEMBI U IPYTUX OPraHOB, CKOPOCTU BOCCTAHOBJICHUS
OMOXMMHUYECKUX MTOKa3aTeNeil U B cpeiHeM cocTaBiisieT 21 JeHs.

[Tocne BbIMMCKM M3 CTalMOHapa peOEHOK OJDKEH HaXOIUThCs Ha JTane amOyJaTOpHO-
MOJIMKJIMHUYECKOTO HaOJIOJIeHUsl y Bpada-TiequaTpa, Bpada-HEBpOJIOra, Bpada-TeHETHKa,
00JIbHBIE MALMEHTHl C CUMITOMAaTUYECKON SMWIETICUEN HY)XaloTCad B HAOJIOJIEHUH Bpaya-
snuienrtosiora. KoHcynpTanun Apyrux CHENHUAIMCTOB (Bpau-o(TaabMOIIOr, Bpau-OpToNeN,
Bpau JIOK u 1p.) Ha3HAYAIOTCS 110 IOKA3aHUAM.

E>xeronHo mamyeHTaM JIOJIKHBI MPOXOJUThH YTIYOJIEHHYIO TUCHAHCEPU3ALUI0 B YCIOBHSIX
JTHEBHOT'O CTallMOHapa (UIMTEIbHOCTh TOCHHUTAIU3aluMKU He MeHee 10 cyTok), e Takxke
OCYILIECTBIISAIOTCS HEOOXOUMBbIE peaOMIUTAIIIOHHBIE MEPOTIPUATHS.

PeabunuranmoHHble  MEpPONPUATHS,  BKIIOYAIOIME  JIeUeOHYI0  (QU3KYIbTypy U

buznoTepaneBTUYECKUE MPOIEeTypbl HEOOX0IUMO MPOBOIUTH KaXk/ble 3 MecsIia.
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7. JonosHuteabHass uHpopmanus (B TOM uucie (PAKTOPbI, BJAUAKINNE HA

HCX0/1 3a00J1eBaHMSI HJIH COCTOSIHMSI)

Ecmu  ouemomepanus  u  npumenenue  Jlesokapnumunanauamo 6 — Nepuoo
HOBOPOINCOEHHOCIU 00 PA3GUMUSL KIUHUYECKOU CUMNIMOMAMUKU, MO Y OOTbUWUHCINGA NAYUEHMO8
3abonesanue npomekaem npakmuyecku oeccumnmomuo. IIpu HapyweHuu pexomenoayuti no
HEOMIONCHOMY JledeHulo Memaboiuuyeckux Kpusoe 3abonesanue umeem HeOIA20NPUAMHbIU
NPOCHO3 C pazeumuem CmpyKmypHuIX UMEHEHUl 20JI06H020 Mo32d U npozpeccupyioujeli

H€6p0ﬂ02ulteCK012 CUMNMOMAMUKU.

Kpurepuu oneHkn kauyecTBa MeJUIIMHCKON MOMOIIA

Ne OneHka BBINOJTHEHUA
Kpurepun xkayecrsa
KpuTepus

1. BoinonHeHo onpeieneHyue B KpOBU CBOOOIHOIO KApHUTHHA Ha/ner
U AlWIKAPHUTUHOBHU YPOBHS OPraHMYECKUX KHUCIOT B MOYe

(Tpu IEpBUYHOM THMATHOCTHKE)

2. Beimonnena wmosekymsipaas  JIHK-nmarnoctuka  (mowmck Ha/ner
naroreHHbIx BapuaHToB B reHe GCDH) mnpu nepBuuHON

JAUarHoCTHUKEC

3. [TpoBeneHa nepBUYHAsT KOHCYJIBTAIIMK Bpaua- TEHETHKA MTPU Ha/uer
MOCTAHOBKE JMArHo3a
4. BrinmonHena MarHUTHO-pe30HAHCHAsh ToMmorpadus W/Win Ha/uer

KOMIIBIOTEpHast ToMmorpadust rojoBHOro Mosra (mpu
NEPBUYHOM  JMAarHOCTMKE M  TOCIE€  IEPEHECEHHOIO
3HIIEe()aTUTONOA0OHOTO Kpu3a, MIOSIBJICHUS
IPOrPECCUPYIOLIEH HEBPOJIOTMYECKON CHUMITOMATUKHU TpU

OTCYTCTBHH NMPOTHBONIOKA3AHHIA)

5. Ha3nauena pguerorepamuss ¢ OrpaHMYEHHMEM JIM3MHA, Ha/uet
Tpunrodaxa
6. Ha3znauena tepamnus J1eBOKapHUTHHOM ** Ha/uer

7. BrimonHeno ompeneneHne CBOOOJHOTO KapHUTHHA B Jla/aet
JUHAMHKeE (KaKIple 2 MecsIia maldeHTaM JI0 Toja, Kaxabie 3
MecsIa manueaTaM ot 1 roga o 6 net, kaxaele 6 -12 MecsmeB
nalueHTaM crapiie 6 Jer.)

8. BrimonHena rocnuramuzamys B CTAllMOHAp B Clydae Ha/uer
HAJIMYHUSI CAMITOMOB METa0O0JIMYECKOTO KpH3a
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Ipuaoxenue Al. CocraB padoueil rpynmnbl mo paspadorke M NmepecMOTpPy

KJIMHUYECKUX PEeKOMEeH Al

1. Axapnosa Jleiiaa SaynnaeBna — k.M.H. Beayuid Hesposior 'bY3 Hayuno-
npaktuyeckuii Llentp Jerckoit ncuxonesposoruu I3M

2. baiinakoBa I'aamna BuktopoBHa- k.0.H., B.H.c. ®I'BHY "Menuko-reHeTH4eCKU
Hay4yHblii meHTp uM. akagemuka H.IL.boukoBa", unen Poccuiickoro oobmecTBa
MEJIULIUHCKUX TEHETUKOB

3. bopoBuk Tarbsina IayapaoBHa — mnpodeccop, I.M.H., 3aBeAyrolIas jgadopaTopuei
nuTaHus 370poBoro U OombHOro pebenka OI'AY  «Hayuynwlii  MeAMIIMHCKHIA
MCCJIEI0BATENIbCKUM LEHTP 310pOBbs jAerei» MunsapaBa Poccun, uineH Acconuanuu
MEIUIIMHCKUX reHeTUKOB (AMI).

4. bymyeBa Tarbsina BaagumupoBHa — J.M.H.,, BEAyHIMH Hay4YHbId COTPYIHUK
naboparopuu MUTaHUs 340poBoro u 6oapHOro pedenka OPI'AY «HayuHslil MeIUITMHCKUI
HCCJIEI0BATENIbCKUN LEHTP 3A0poBbs AeTeil» MunsapaBa Poccun, wien Accouuaunuu
MEIUIIMHCKUX reHeTUKOB (AMI).

5. BbbikoBa Oubra BiaaauMupoBHA — J.M.H., 3aBEAYIONIUN Hay4YHO-HCCIEAOBATEIbCKUM
oranenom ®PI'bY Hayuno-npaktuueckuit Ilentp Jerckoit mncuxoneBposiorun JI3M,
npodeccop Kadeapbl HEBPOIOTUH, (PHUIUYECKOW U pPeabUIUTAIIMOHHOW MEIMIIMHBI
nerckoro Bo3dpacta ®DHMO MU PY ITH

1. Bamaxmanse Haro /[>xymOepoBHa, 1.M.H., pyKOBOJUTENb OT/€]a OppaHHBIX O0JIe3HEH
U IpOoUITAKTUKY MHBATUIU3UPYOIMUX 3aboneBannit HUW nequaTpuu u oXpaHsl
3nopoBbs fnerer LIKb PAH npodeccop kadenps! GpakyabTeTckoil neauarpun
neauarpuueckoro ¢akyinprera PI'BOY BO « PHUMY um. H.U. Iluporosa» Munsnpasa
Poccun,

2. Bummuépa Enena AnexkcaHapoBHa, J.M.H., 3aMecTuTeNb pykoBoautens HUU
nenuaTpuu 1 oxpansl 310poBbs Aereil LIKb PAH MunoGpHayku 1o HayyHO# paboTe,
JOLIEHT Kadenpsl ¢hakyIbTeTCKON neauaTpuu neauarpudeckoro paxkyiasrera ®I'BOY
BO «PHUMY um. H.A. ITuporosa» Munsapasa Poccun, unen Coro3a neauarpon
Poccun

6. I'moda Oxcana BajgepbeBHa — K.M.H., BpPay-HEBPOJIOT-3MIJICNITOJIOT, Bpay-MeauaTp,
BEIYIIM HAy4YHBI COTPYIHHUK OTHAEJICHUS ICUXOHEBPOJIOTUM M TCHUXOCOMATUYECKON
naronoruv ®PI'AY «Hay4dHblil METUIIMHCKUI UCCIIEIOBATENBCKHUI LIEHTP 3I0POBbS AETEH»

MunsznpaBa Poccun, uien Acconuanuy MEIUIIMHCKUX reHeTHKoB (AMI).
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10.

11.

12.

13.

14.

15.

16.

KypkoBa Haranuss BsiuecniaBoBHa - K.M.H., Beayuuid Hay4Hblii corpyaHuk HUUN
neauaTpun U oxpansl 310poBbs Aeteit LIKb PAH, wien Coro3a neauatpoB Poccun, dnen
Acconuanu MeIMIMHCKUX TeHeTUKOB (AMI)

3axapoBa Exatepuna FOpbeBHa — 11.M.H., 3aBeyIOIIas TJaOOpaTOpHUEH HACTIEACTBEHHBIX
oomesneit oomena ®I'bHY «Mennko-reHeTHuecKuii HayqHbIi IeHTp UM. akafgemuka H.I1.
boukoBay, wien Poccuiickoro oOiiecTBa MEIUIIMHCKUX T€HETUKOB, YJIEH €BPOMEHCKOTO
oOmiecTBa 1Mo U3y4eHUI0 HACIIEICTBEHHBIX Oosie3Hel oOMena BemecTB (SSIEM).
Ky3enkoBa Jliogmuiaa MuxaiisioBHa — nipodeccop, 1.M.H., HadanbHUK L{eHTpa nerckoi
IICUXOHEBPOJIOTHUH, 3aBEAYIOIIASl OTACICHUEM IICUXOHEBPOJIOTUU U MICUXOCOMAaTUYECKON
natojoruu ®I'AY «HayuHblil METULIIMHCKUN HUCCIIEI0BATEIbCKUI LEHTP 310pOBbs I€TEN»
Mumnznpasa Poccun, uien Acconpanuy MEIUIIMHCKUX FreHeTUKoB (AMI).

Kypknna Mapuna BaagumupoBHa- H.c. PI'BHY "Meauko-reHeTHuecKuil Hay4YHbIN
neHTp uM. akaaemuka H.I1.boukoBay», unmeHn Poccuiickoro ooOiiecTBa MEIUITMHCKHX
TE€HETUKOB

KyueB Cepreii UBanoBuu — wi.-kopp PAMH, npodeccop, n.m.H., mupektop PI'BHY
«Menuko-reHeTuyecKnii Hay4Hblii LeHTp uMm. akaaemuka H.I1. bouxoBa»", IIpe3uneHt
Acconmanuu MEeIUIMHCKIX TeHeTUKoB (AMI).

MuxaiisioBa CBet/iana BuranbeBHa — /1.M.H., 3aBeyIOIIasi OTACICHUEM MEAUITUHCKON
renetukn DI'BY «Poccuiickas nerckas kauHudeckas 6onbpHHUIA» Munszapasa Poccun
Ha3zapenko Jlioamuiaa IlaBiaoBHa - mpodeccop, I.M.H., 3aMECTUTENb TUPEKTOpa IO
HAy4YHOU U JeueOHOU paboTe, pyKOBOAHUTENb JIa0OPATOPHH HACIEACTBEHHON MaTOJIOTHUU
HUN menmmunckoit reHetukn, Tomckoro HUMM, unen Accommanum MEIWITMHCKHAX
reHeTuxkoB (AMI).

HuxonaeBa Exarepuna AJieKCaHAPOBHA — J.M.H., TJIABHBIM Hay4yHBIH COTPYAHUK,
PYKOBOJUTEINb OT/IEJICHHS HACTEICTBEHHBIX U BPOKICHHBIX 3a00JI€BaHMI C HAPYIICHUEM
ncuxukn HaydHo-mccnenoBaTebCkoro  KJIMHAYECKOTO MHCTUTYTa NEAUaTpUd HMEHU
akaz. I0.E. Benprumesa '6OY BIIO PHUMY um. H.W. IluporoBa Munszapasa Poccun,
qiieH ACCOIMAlU MEIUIIMHCKUX TeHEeTUKOB (AMI).

IMeyaTnnkoBa Hatanbs JleonugoBHa — pykoBoautens ['opoackoro Llentpa opdanHbix
U JIpYTUX peaKux 3a0oneBanuil y nereit u noapoctkoB I'bY3 «Mopozosckas AI'Kb JI3M»
IMIymkoB Aniekcanap AJslekceeBUY — K.0.H., BEAYIIUN HaAy4YHbII COTPYIHUK JIaOOpaTOPUU
MOJIEKYJISIPHOM TeHeTHKH U KieToyHod Ouonorun DPI'AY «HayuHblii MeaMIIMHCKHMA
MCCJIEI0BATENbCKUN LIEHTP 3A0pOBbsA AeTeil» MunszapaBa Poccun, unen Accouuanuu

MEJIUIIUHCKUX TeHETUKOB (AMI).
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17. Penuna Caersiana AdanacbeBHa — K.M.H.,, Bpau-reHeTuk @OI'BHY "Menuko-

" uieH Accouuanuu

TEHETUYECKUM Hay4yHbIM LeHTp uM. akaaemuka H.IIL.boukosa
MEJIUITMHCKUX TeHETUKOB (AMI).

18. CaBoctbsinoB Kupuiaia BukropoBuu — k.0.H.,HadyanbHUK LleHTpa dyHIaMEHTAIBHBIX
uccinenoanuii B neguarpun ®I'AY «HayuHbiii MeTUIMHCKUI UCCIEA0BATEIbCKUNA LIEHTP
3710poBbsl  Aetei»y MunzapaBaPoccuu, uineH Accoluanud MEIUIMHCKUX TI'E€HETHKOB
(AMT).

19. Cenrum3ssinoBa JIuius PobepToBHA — K.M.H., BeqyIuid Hay4HbId coTpyaauk HUN
neauaTpuu B oxpansl 310poBbs aerei [IKb PAH MunoOpHayku, noueHT kadeapbl
neauatpuu u gerckoit pesmatonoruu ®I'AOY «llepsoiit MI'MVY um. .M. CeuenoBa»
Munzapasa Poccun (CeuenoBckuii Yuupepcurer), uieH Coro3a [lequatpos Poccun

20. CmupHoBa Oubra SIkoBjieBHA — Bpau-T€HETHUK, CTAPIINK HAYYHBIA COTPYIHUK OTIENa
CTaHJapTU3aLMU U U3YUYEHUsI OCHOB Jl0Ka3aTenbHoU Menuuuabl HUW nenuatpun n
oxpansl 310poBbs neteit [IKb PAH

21. Cnapoep Iletp AnapeeBu4 — M.H.c. mabopatopun pyHKIHOHaIHHON reHoMuku @I’ BHY
"MI'HLL", Bpau renetruxk ®I'BHY "MI'HLI", unen Poccuiickoro o0miecTBa MEIUIIMHCKUX
TE€HETUKOB

22. CtpokoBa Tarbsina BukTopoBHa - 1.M.H., mpodeccop PAH, 3aBenyromiast otaeneHueM
MEIMATPUYECKON TAaCTPOIHTEPOJOTHH, renarojgoru u nuerojgorun Knuunkn OI'BYH
"®UII nurarus u OMOTEXHOIOTHN"

23. ®enoceenko MapuHa BuaauciaBoBHA -K.M.H., 3aBelylollas OTAEIOM pa3pabOTKH
HAyYHBIX MOJIXOJJ0B K MUMMYHHU3AllUH MAIIUEHTOB C OTKJIOHEHUSIMU B COCTOSTHUH 3710POBbSI
U XPOHMYECKMMM OOJIEe3HSIMM, BEAYILIMH Hay4dHbIH COTPYIHUK, Bpad-nenuatp HUU
neauatpuu U oxpansl 370poBbs aeteil [IKb PAH MunncrepcTBa Haykn M BBICIIETO
oOpa3zoBanus Poccuiickoit ®deneparuu, AoueHT kadeapbl (GaxkyIbTeTCKOM NeauaTpuu
neauarpuieckoro gaxkynprera PI'bOY BO «PHUMY um. H.W. ITuporosa» Munzapasa
Poccun, unen Coro3a nenuatpoB Poccun

24. ®ucenxo Anapeii IlerpoBny — npodeccop, 1.M.H., tupekrop PI'AY «HMUL] 3n0poBbs
nereit»  MunsapaBa Poccun, IIpesument IIpodeccuonanbHON — OOIIECTBEHHOM
OopraHu3aiuy (accouuanuun) JeTckuX Bpauel «HunumaTiBa crenuanucToB neguaTpun U

HCOHATOJIOTWH B Pa3BUTUHN KIMHUYCCKUX IIPAKTUK» 1O BOIIpOCaM NICJUATPHUU.

ABTOpBI MOATBEPKAAIOT OTCYTCTBUE (DMHAHCOBOM MOIAECPKKU/KOH(DIMKTA HHTEPECOB,

KOTOPBIIl HEOOXOAMMO 0OHAPO0BATh.
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Ipuinoxenue A2. MeTomos10rusi pa3padoTKu KINHAYECKUX PEKOMeH Al
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15.
16.

IleseBasi ayIUTOPHA JAHHBIX KJIMHHYECKHX PEKOMEHIAIMIA:

Bpaun-renetuku;

Bpauu o6meit BpaueOHON MpaKTUKH (CeMeHbIe Bpaun);
Bpauu- neguarpsr;

Bpauun-tepaneBThl;

Bpauu-gueronory;

Bpauu-nespouory;

Bpauu-odransmornory;
Bpaun-TpaBmMaTonoru-opToneasl;

Bpa‘lI/I-BHI/IHCHTOHOFI/I;

. Bpaun-ncuxuarpsr;

. Bpauu-nedposory;

. Bpauu GyHKIMOHANBEHOM TUATrHOCTHKY;
. Bpauun-mabopatopHoii reHeTHKH;

. Bpauu knmHu4eckoi 1a00paTOpHON TUAarHOCTHKY;

Crynentsl MenunmHCKUX BY30B;

OOGyuaromuecs B OpAuHATYpe.

Ta6auna 1.11Ikxana onieHkH ypoBHEH nocToBepHOCTH JoKa3arenbcTs (Y /1)mis meTonoB

JUAarHOCTUKHU (I[I/I&FHOCTI/I‘ICCKI/IX BMCIIATCJ/Ib CTB)

YA Pacuiugposka

1 Cuctematnueckue 0030pbl UCCIIEAOBAHUI ¢ KOHTpPOJIEM pedepeHCHBIM METOJIOM HIIH
cUCTeMaTH4YecKHii 0030p paHAOMHU3UPOBAHHBIX KIMHUYECKHUX HCCIIEAOBaHHM
IIPUMEHEHUEM METa-aHalIn3a

2 OTtnenpHBIE MCCIENOBAaHUS C KOHTPOJEM pPEPEPEHCHBIM METOAOM HWIIH OTJIEIbHbIE
paHJIOMU3UPOBAHHbIE KIMHUYECKUE MCCIEIOBAaHUA U CHCTEMaTH4YecKHe 0030psl
HCCIIEIOBaHUM T1000T0 qu3aiiHa, 3a UCKIIOYEHUEM PaHIOMU3UPOBAHHBIX KIMHUYECKUX
UCCIIEIOBAaHHM, C IPUMEHEHUEM MeTa-aHaJIN3a

3 HccnenoBanust 0e3 MOCIEIOBATENBHOTO KOHTPOJS pePEepeHCHBIM METOJ0M WU
UCCIIEIOBAaHUsI C pedEepeHCHBIM METO/J0M, He SBISIOMIMMCS HE3aBUCHUMBIM  OT
HCCIIEyEMOr0 METOJAa WM HEPaHIOMU3MPOBAaHHBIE CPAaBHUTEIbHBIE UCCIIEOBAHUS, B
TOM YHCJIe KOTOPTHBIE UCCIIEOBAHUS

4 HecpaBHuTenbHbIe Hcciie10BaHUS, ONUCAHUE KIIMHUYECKOTO CIyvast

5 Nwmeetcs nuib 000CHOBaHUE MEXaHU3MA JEHCTBHS UM MHEHHE SKCIIEPTOB
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Tabauna 2.111kana oeHKH ypoBHEH TOCTOBEpHOCTH MokazaTenbcTB (Y 1))t meTonos
PO UIAKTUKH, JICUECHUS U peadrIuTanuu (MpoQuiIakTHIECKuX, JIeUeOHBIX, peaOUITUTAIIMOHHBIX

BMEULIATEIbCTB)

Y11 Pacummdponka

1 | Cucremarnueckuii 0630p PKU ¢ npuMeHeHneM MeTa-aHain3a

2 OtnenpHbie PKM u cucremarnueckne 0030pbl HCCIICAOBAHHMM JIIOOOTO U3aiiHa, 3a
uckinoueHnrem PKH, ¢ mpumenenneM Mera-aHanusa

w

HepaHI[OMI/I3I/IpOBaHHBIe CPaBHHUTCJIbHBIC UCCICAOBAHNA, B T.4. KOTOPTHBIC NCCIICAOBAHHWA

4 | HecpaBHUTENbHBIE UCCIEIOBaHUS, ONMCAHUE KIMHUYECKOTO Cly4yas WM CEepUH CIIydyaes,
MCCJIEIOBAHMSI «CIIY4ai-KOHTPOJIbY

5 HMmeercst auimbs 0OOCHOBaHHME MeXaHH3Ma HCﬁCTBHH BMEIIaTCIIbCTBA (I[OKJ'II/IHI/ILIGCKI/IC
I/ICCJIeI[OBaHI/ISI) HJIM MHCHUC DKCIICPTOB

Ta6auuna 3. [Ikana ouenku ypoBHel yoenutenbHOCTH pekoMeHaanuii(Y YP) ans Mmeto10B
npoQUIaKTUKK,  JAUArHOCTUKM,  JieyeHUs U peabuimurtaiuu  (IpouiIaKTHUYECKHX,

JTUAarHOCTUYECKUX, JICUEOHBIX, peaOMIINTAIIMOHHBIX BMEIIATEIHCTB)

YYP Pacimimdposka

A CunbHass pexkoMmeHmanus (Bce paccMaTpuBaemble Kputepuu 3ddexkTuBHOCTH
(ucxopl) SABISIOTCS BaXKHBIMHM, BCE MCCIEJOBAHUSA MMEIOT BBICOKOE WIIU
Y/IOBJIETBOPUTEIFHOE  METOJOJIOTHYECKOEe  KAueCTBO, WX  BBIBOABI IO
MHTEPECYIOLIMM HCX0JIaM SIBJIIFOTCS] COTJIAaCOBAaHHBIMM)
B VYcnoBHas pekomeHnanus (He BCE pacCMaTpuBaeMble KpUTEepHH dPPEKTHBHOCTH
(ucxozpl) SIBIAIOTCS BaXXHBIMHM, HE BCE HCCIEJOBAaHMS HMMEIOT BBICOKOE WIIU
Y/IOBJIETBOPUTEIFHOE METOJIOJIOTUYECKOe KAadeCTBO W/MIM WX BBIBOJBI IO
MHTEPECYIONIMM HUCX0J1aM He SIBJISIFOTCS COIVIACOBAHHBIMU)
C Cnabas pekomeHamus (OTCYTCTBHE J0Ka3aTeNbCTB HAAJIEXKAIIEr0 KayecTBa (Bce
paccMmarpuBaeMble KpUTEPUH 3PPEKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAKHBIMHU,
BCE€ MCCIIEJOBAHUS UMEIOT HU3KOE METO/I0JIOTHYECKOe KaueCTBO M UX BBIBOJBI 11O
MHTEPECYIOUIMM HUCX0J1aM HE SIBJISIFOTCS COTJIACOBAHHBIMMU)

ITopsinok 00HOB/ICHHS KIMHUYECKHX PEKOMEHIAIHIA.

Mexanu3sm  OOHOBJIEHHS ~ KJIMHUYECKHMX  PEKOMEHJAlUud  IpelycMaTpuBaeT  MX
CHUCTEMAaTUYECKYIO aKTyaJIM3allHI0 — HE PEKE YEM OJMH pa3 B TPU Iofa, a TAKXKE IIPU MOSABICHUN
HOBBIX JaHHBIX C IMO3MLMM JOKA3aTE€IbHONM MEIUIMHBI IO BOIPOCAM AUArHOCTUKH, JICUEHHS,
npopMIaKTUKA W peaOWIMTallMM KOHKPETHBIX 3a00jieBaHMM, HaIM4YUM OOOCHOBAHHBIX

JIOTIOTHEHU/3aMeuaHuil Kk panee yreepxk1€HHbIM KP, HO He yaie 1 pa3a B 6 Mecs1eB.
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Ipunoxenue A3. CnipaBouHble MAaTEPHAJIbl, BKJIKYAsl COOTBETCTBHE

NMOKA3aHUH K NIPUMEHEHHUIO U MPOTHBONOKA3aHU, CI0CO00B NPUMEHEHUSs U

10.

11.

03 JICKAPCTBCHHLIX MpenapaToB, HHCTPYKIMHA IO MPUMEHCHHUTO

JIEKApPCTBEHHOT0 Mpenapara

®enepanbHbIii 3aKoH "OO0 0CHOBaX 0XpaHbl 370pOBbs rpaxaad B Poccuiickoit dexepanun”
(N 323-®3 o1 21.11.2011).

[TocranoBnenue IlpaButensctBa P® ot 30 urons 1994 r. N 890 "O rocyaapcTBeHHOM
NOJICPIKKE Pa3sBUTHS MEAMLMHCKOW IPOMBIIIJIEHHOCTH M YJIYyYLIEHHH OOecredeHus
HACEJICHUA U YUPEKACHUN 3[paBOOXPAHEHUS JIEKAPCTBEHHBIMU CPEICTBAMH U U3JEIHAMHU
MEIULMHCKOr0 Ha3HaueHHs" (¢ '3MEHEHUAMH U JJONOJHEHUSIMHU )

Ilopsimox oOka3aHMS MEIUIMHCKONM IOMOLIM OOJBHBIM C BPOXKIACHHBIMH M (WIN)
HacnencTBeHHbIMU 3a00neBanusaMu (IIpukaz M3 PO ot 15.11.2012 roma N 917#).
[TocranoBnenue IlpaButenbctBa Ned03 ot 26.04 2012r "O mnopsake BeaeHUs
@enepallbHOrO  perucrpa Jul, CTPAaJalOUIMX YIpOXKAKOIIMMH W XPOHUYECKHU
IPOrPECCUPYIOLIMMU  PeAKUMH  OphaHHBIMM  3a00JIEBaHUSAMH, NPUBOAALIMMU K
COKDALICHUIO IPOJOJDKUTEIBHOCTH >KM3HU TPAXAAH WIA MX HWHBAIMIHOCTH U €ro
PErHOHAIBHOIO CErMeHTa".

Kputepun ouenku kadecrBa meaunuHckoi nomomu (Ilpukas M3 P® ot 10 mas 2017 r.
No 2031 «O0 yTBEepKACHUN KPUTEPHUEB OLICHKH KaueCTBAa MEIUIIMHCKOMN TTOMOIIIH )».
[Tpuka3 MunucrepcrBa 3apaBooxpanenus Poccuiickoit @enepanuu ot 15 nexadbps 2014
r. N 834u "O6 yTBepKAeHUH YHU(PUIMPOBAHHBIX (POPM METUIMHCKON JOKYMEHTALUH,
HCIOJIb3YEMBIX B METUIIUHCKUX OPraHU3aLMSIX, OKA3bIBAIOIINX MEIUIIMHCKYIO IOMOIIb B
aMOyJIaTOPHBIX YCIIOBUSX, U MOPSAJKOB IO UX 3alOJTHEHHIO".

[Ipukaz MunucrepcTBa 31paBooxpanenusi Poccuiickoit ®enepaunn ot 20 nexadps 2012
r. N 11771 "OO yTBepkIeHUM TOpsAKa Jaud WH()OPMUPOBAHHOTO JT0OPOBOIHHOTO
coryiacus Ha MEIMIIMHCKOE BMEIIATEIbCTBO M OTKa3a OT MEAMIIMHCKOTO BMENIATENbCTBA B
OTHOIIEHWH  OMNpEAENEHHBIX  BHAOB  MEAMIMHCKMX  BMENIATEIbCTB,  (QOpM
MH(GOPMHUPOBAHHOTO JOOPOBOJIBHOIO COTIaCHs HAa MEJUIIMHCKOE BMEIIATEIbCTBO U (hOpM
OTKa3a OT MEAMIIMHCKOIO BMENIATEIbCTBA" .

IIpuka3z Munucrepcrsa 3npaBooxpanenus Poccuniickoit @enepanuu ot 14 suBaps 2019 r.
N 4u "OO yTBepXIECHHMU TOps/Ka Ha3HAUYEHUs JIEKapCTBEHHBIX IpenaparoB, (opm
peLenTypHBIX OJIAHKOB Ha JIEKApCTBEHHBIE MTPenapaThl, HOpsiika opopMIIeHNs YKa3aHHbIX
OJIaHKOB, UX y4YeTa U XpaHEeHUs"

IIpuka3z MunucrepcrBa 3apaBooxpanenust Pocceniickoit ®enepannn ot 16 mas 2019 r. N
302H "O6 ytBepxkaenuu [lopsiaka mpoxoxIeHHsI HECOBEPLICHHOJIETHUMHU TUCIAaHCEPHOTO
HaOIOZCHUs, B TOM YHCIIE B IepuoJ OOy4YeHHMs W BOCIUTaHHMS B 0Opa30BaTENbHBIX
opraHuzanusx "

Pacniopsxenue IpasutensctBa PO ot 31 gexabps 2018 r. Ne 3053-p "O6 yTBepKaeHUH
nepeyHel MeAUIMHCKUX 3NN, UMIUTAaHTHPYEMBIX B OpTraHU3M YeJlIOBeKa MPU OKa3aHUU
MEAUIIMHCKONW TTOMOIIIM B paMKax IMpOrpaMMbl TOCY/TapCTBEHHBIX TapaHTHI OecrIaTHOrO
OKa3aHusl TpaxkJaHaM MEJUIMHCKOM TIOMOIIM W OTIYCKaeMbIX IO pelentaMm Ha
MEIUIIMHCKUE U3IETHS TIPH MPEOCTABICHUN Habopa COIUaIbHbBIX YCIyT"

[Ipuka3 MunucrepctBa 3apaBooxpanenus PO or 6 utonsa 2013 r. N 354n "O nopsnke
MIPOBEJICHUSI NATOJIOr0AaHATOMUUYECKHUX BCKPBHITUH" (3aperucTpupoBaH MHHHCTEPCTBOM
rocturu Poccuiickoit @enepanuu 16 nexadps 2013 r., peructparmonssiii N 30612).

47



HNudopmanus o JekapcTBeHHBbIX cpeactax: https://grls.rosminzdrav.ru/

OcHOBHbIEe HOPMATHBHO-TIPABOBbIE AKTHI, PeryJIMpYIOLINe OKA3aHHe

NaJJIHATUBHOH MeIUIIMHCKON MOMOIIHA

1.

10.

11.

12.

13.

®epnepanbubiii 3akoH 'O BHeceHHM u3MeHeHuid B DenepanbHblil 3akoH "OO ocHOBax
OoXpaHbl 3J0poBbsi Tpaxaan B Poccuiickoit ®epepauuu" 1O BOMpocaM OKa3aHUS
najuinaTuBHON Menuiruckor nomoru" ot 06.03.2019 Ne 18-®3.

[Tpuka3 Munsapasa Poccun Ne 3451, Muntpyna Poccun ot 31.05.2019 Ne 3721 «O06
YTBEP)KJICHUM TIOJIOKEHUST 00 OpraHW3alMM OKa3aHWs MaUIMATHBHOW MEIUITUHCKON
ITOMOUIM, BKJIFOYAs MTOPSAAOK B3AUMOAECHCTBUS MEIUIIMHCKUX OPraHU3aluil, OpraHu3auil
COITMAIBHOTO OOCITY)KHBaHMS M OOIIECTBEHHBIX OOBEIWHEHUN, MHBIX HEKOMMEPUYECKHUX
OpTaHMU3aINi, OCYIIECTBIISIFOIINX CBOKO ICATEIHPHOCT B Chepe OXPAHBI 3JJOPOBBS.
[Tpuka3z MunsnpaBa Poccuu Ne 348n ot 31 mas 2019 roga «O0 yTBEp)KICHHUH TEPEUHS
MEIUIIMHCKUX W3JEINi, TpeIHa3HAYCHHBIX [UIsl TOJAJEpPXKaHUS OPraHOB M CHUCTEM
OpraHu3Ma 4eJI0BEeKa, MPEAO0CTaBIIAEMbIX JJI UCIIOIb30BAHMS HA IOMY».

[Tpuka3z Munznpasa Poccun Ne 5051 ot 10 utona 2019 rona «O6 yrBepxknenuu [lopsiaka
nepegayd OT MEIULMHCKON OpraHM3allM MalueHTy (€ro 3aKOHHOMY MpPEeICTaBUTEINIO)
MEAMIIMHCKUX W3JICIHNA, TpeTHA3HAYCHHBIX JUIS TMOJAJCPKaHUs (YHKIUH OpPraHoB H
CHUCTEM OpraHM3Ma 4eJ0BeKa, JIsl UCII0JIb30BAaHU Ha JOMY IIPU OKa3aHUM NaJJIMaTUBHOU
MEIUITMHCKON ITOMOIITID.

[Tpuxaz M3 PD Ne 831 ot 3 oxtsa6psa 2019 roga «OO6 yTBepKIE€HUU BEIOMCTBEHHOM
1eneBo mporpamMmbl  «Pa3BUTHE CHUCTEMBI OKa3aHUS MNAJUIMATUBHOM MEIMIIMHCKOMN
TTOMOIIIH.

IIpoune HOPMATHMBHO-NPAaBOBbIE JOKYMEHTBI, ¢ Y4YeTOM KOTOPBIX Pa3padoTaHbI
KJIMHUYeCKHe PeKOMeHIaluu:

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

[Tpukaz M3 P® ot 20 ngexabps 2012r. Ne 1183n «OO6 yTBep»k /aA€HUH HOMEHKJIATYPHI
JOJKHOCTEN MEIMLIMHCKUX paOOTHUKOB U (hapMalleBTUUECKUX PAOOTHUKOBY.

[Tpukaz M3 PO ot 23 uronst 2010 1. Ne 5411, Enunslit kBanu(UKalnOHHBIA CIIPAaBOYHUK
JOJKHOCTEN pyKOBOJUTEINEH, CIIEHUAINCTOB U CIyKaluX, pa3nen Kpanudukanuonubie
XapaKTePUCTUKH TOJDKHOCTEH paOOTHUKOB B cepe 3paBOOXpaHEHUS.

®denepanbHblil 3akoH 0T 25.12.2018 Ne 489 489-D3 «O BHeceHnH U3MEHEHHI B cTaThio 40
®enepanbHoro 3akoHa "OO0 00s3aTeTbHOM MEIUIIMHCKOM CTpaxoBaHMU B Poccuiickoit
Oenepann" u PenepanbHblii 3akoH "OO OCHOBaX OXpaHbl 370pPOBbSl TpaXKIaH B
Poccuiickoit denepanuun mo Borpocam KIMHUYECKUX PEKOMEHAAITUIN.

[Tpuka3z MunznpaBa Poccun Ne 1031 ot 28.02.2019 1. «O0 yTBEpKIE€HUH TOPSIKA U
CPOKOB pa3pa0OTKH KJIMHUYECKUX PEKOMEHIAlUMH, MX MEepecMoTpa, THIOBOW (hopMeI
KIIMHUYECKUX PEKOMEHJANMi W TpeOOBaHWUN K HMX CTPYKType, COCTaBy W Hay4YHOU
000CHOBaHHOCTH, BKJIIOUAEMOH B KIIMHUYECKHUE PEKOMEHIAIIMU HHPOPMALIUN.

[Tpuxa3z Munsapasa Poccuu ot 13.10.2017 N 804n "OO yTBep>KIEHHUH HOMEHKIJIATYPbI
MEIUIUHCKUX YCIyr".

IIpuka3 MunncrepcTBa Tpyaa u conuanbHou 3amutel PO ot 27 aBrycra 2019 r. n 585H
"O knaccUpUKAIMIX M KPUTEPUSAX, HUCIONb3YEMBIX IPH OCYIIECTBICHUU MEIUKO-
COLIMAJILHOM SKCHEPTU3bI TpaxaaH (eaepalbHbIMU FOCYAAPCTBEHHBIMU YUPEKACHUSIMU
MEANKO-COLIMAIBHOM dKCIIEPTU3bI";
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14.

15.

16.

[Ipuka3 MuHHCTEpPCTBA 3/IPABOOXPAHEHUS] W COLMAIBHOIO pa3BUTHsl Poccuiickoit
Qeneparun «O  TOpsIKE MPUMEHEHHs JICKaPCTBEHHBIX CPEICTB Y OOJBHBIX 10
JKU3HEHHBIM MoKazaHusm» oT 9 aBrycra 2005 r. No 494

NudpopmannonHnoe mnucbMo MunzapaBa Poccum 1m0 BO3MOXKHOCTH — 3aKYIIKH
JIEKApCTBEHHOTO npenapara o TOProBOMY HaVMEHOBAHHIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-
informatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-
torgovomu-naimenovaniyu);

[lepeuens crnennaIM3upPOBaHHBIX MPOAYKTOB JIEYEOHOTO MUTAHUS IS IeTei-MHBAINIOB
Ha 2020 ron, Pactiopspxenue [IpaBurenscta Poccuiickoit @eneparyum ot 11 nexadps 2019
roaa Ne 2984-p
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Ipunoxenue b. Anropurmsl aeiicTBUIl Bpadya

ITarueHT ¢ mogo3peHuEM
Ha TIyTapoBYIO alliayputo TUIl 1

[wnarnoctuka
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npodHIBHOTO Huartos 0
CIELUAINCTA HIOATBEPKICH ¢
A
JA |
Juerorepanus+iieBOKApHUTUH
\ 4
HET MoHuTOpUHT T1a00paTOPHBIX

oKazaTeJey nmanueHTa

Tepanus
s dexTrBHA?

]

HucnancepHoe HaOIr01eHIE
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Ipunoxenue B. Uudopmanusa 11 naumeHra

Yro Takoe riayrapoBasi auuaypus tum 1?

I'myrapoBast amuaypuss Tun 1— HacimeAacTBeHHOe 3abosieBaHue, 0O0YCIOBIECHHOE
NaTOreHHBIMU BapuaHTaMU B TeHe, KoaupyromeMm ¢epMmeHT rinyTapmi-KoA nermaporeHasy
(GCDH). Henocrato4uHoCcTh JaHHOTO (hepMEHTa MPUBOIUT K HAKOIUICHHIO B OHMOJIOTHYECKUX
KUJIKOCTAX M TKaHAX TriayTapoBoil W 3-OH-riryrapoBoit (3-THAPOKCH-TIIYTapOBOM) KHCIIOT,
OKa3bIBAIOUIUX HEMPOTOKCHUYECKOE AeicTBUE. [ myTapoBas auuaypust TN 1| OTHOCUTCS K YUCILY
PEIKHUX HACJIECTBEHHBIX 00sie3HEel 0OMEHa BEIECTB.

Kak nposiBasiercs riryrapoBasi auuaypusi tum 1?

[Ipy oTCcyTCTBHM CBOEBPEMEHHOW [MArHOCTUKU W JIeUYeHHUs3a00JIeBaHUE MPOSIBIAETCS
0o0bluHO B BoO3pacte OoT 3 A0 36 MecsueB. B OonbIIMHCTBE ciyuyaeB MEPBbIE CHMIITOMBI
3a007eBaHNs PA3BUBAIOTCS OCTPO, B BHJE TaK HA3bIBAEMOTO HHIE()ATUTONOIOOHOTOKPH3a
(’KM3HEYTPOIKAOIIEEe COCTOSIHUE, TPOSBIISIFONICECS B BUC U3MCHEHHS YPOBHSI CO3HAHUS, PBOTHI,
cynopor). DHuedaauTono00HbI KPU3 MOKET Pa3BUTHCS Ha (OHE TEeUEHHs] MH(PEKIMOHHOTO
3a00NieBaHUsl, XUPYPrUYECKOro BMEMIATEIbCTBA, JJIMTEIBHOIO TOJIOAAHUS, YPE3MEPHOMN
¢usnueckoit aktuBHOCTH. [locnencTBusiMu dHIE(ATUTONMOAOOHOTO KpU3a MOTYT OBITh
HEBPOJIOTUYECKHE HapylleHusl (yTpaTa NpPUOOPETEHHBIX paHEe JBUTATEIbHBIX HABBIKOB,
HEKOHTPOJINPYEMBIE IBUKEHUSI B KOHEUHOCTSIX — TUIIEPKUHESBI U JP.)

Kak ycranaBimnBaercst 1Marto3 riryrapoBoiianuaypuu tum 1?

B Poccuiickoii @enepauuu AUMArHOCTUKA OCYIIECTBISAETCS IIyTEM CEIEKTHUBHOIO
CKpUHHUHTA MPH HAIMYMU NEPBBIX CUMOTOMOB 3aboneBaHusi — metogoM TMC ompenenstorcs
cnenuduyeckre A 3a00jeBaHUs M3MEHEHHS B CHEKTpe aliIKapHUTUHOB. HeoHnaranbHbIN
CKPUHUHT IIPOBOAUTCS TOJIBKO B HECKOJIBKUX pernoHax PO.

Hns Al pazpa®oTaHbl METOJIbI MOJIEKYJIIPHO-TEHETUUECKONW TUArHOCTUKU: BBISBIICHHE
natoreHHbIx BapuanToB B rene GCDH, oTBeTcTBEeHHOM 32 pa3BUTHE JTAHHOTO 3a00JICBAHMUS.

Byner am pebGenok c¢ riayraposoiianuaypueii TMn 1 HOpMAaJbHO PpacTHd H
pa3sBUBaTbCA?

I"'A1 oTHOCHTCS K TOI rpymIe HacaeICTBEHHbBIX 3a00JIeBaHui, 111 KOTOPBIX pa3paboTaHbl
METO/Ibl METabOIMUYECKON KOPPEKINH, 0JTHAKO 3()(PEKTUBHOCTD JIEYEHUSI BO MHOI'OM 3aBUCHUT OT
CPOKOB yCTaHOBJICHUS ITPaBMIJIBHOTO AMArHO3a U Ha3HAYEHUS MaTOr€HETUYECKON Teparuu.

Kak jeyaT manmeHToB ¢ riyrapopoiianuaypuei tum 1?

OcHOBHas 1IeJIb JICYEHUS! — KOPPEKIMs MEeTaboIMYeCKUX HapyLIeHUH (TperoTBpalieHe
HAKIIOJICHNUs TOKCHMYecKHX MeTaboiutoB). C 3TOH wLenbio Bpad Ha3HauuT Bamemy peOeHKy

CIICHUAIIM3UPOBAHHYIO JUETY C OrpaHUYCHUEM OEJIKOBBIX MNPOAYKTOB MW HCIOJB30BAHUECM
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crenuanu3upoBaHHbIx cMeceil. Kpome Toro pebeHok OyAeT HyKIaThCs B MOCTOSSHHOM IIpHUeMe
BBICOKO/IO3HOTO JIEBOKAPHUTHHA.
CBOEBpEeMEHHO Ha3HAUYEHHAsl MATOTEHETHUYECKash Tepanus 3HAYUTEIbHO CHUXKACT PUCK

BO3HMKHOBEHUS METa0OINIECKUX HapymeHI/Iﬁ.

Ecau pedeHok ¢ riayrapoBodamuaypuetun 1 3a00J1e1 — 4TO AeJaTh?

Ecim y pebenka Temneparypa He Bbie 38,5°C, XopoIo CHIKaeTcs KapOoTOHMKAIOIIMH
npenaparamy, peOCHOK aKTHBEH, OTCYTCTBYIOT TaKM€ CHMITOMBI KakK PBOTa, OTKa3 OT €Jbl,
BSJIOCTb, COHJIMBOCTb, MOXHO IPOJOJDKUTH HaOmofeHue 3a pebeHkoM aoma. JKenarenabHO
yBenmu4uTh 103y JleBokapHuTHHA 110 150-200MI/KI/CyTKH, YBETHUUTh CYTOYHBIA KaJUIOpax 3a
CYET CIIaJIKNX HAIMMTKOB (CIAIAKUI Yail/KOMIIOT/COKH).

B cayuae, ecnu Temmneparypa npesbimaer 38,5C, peOeHOK OTKa3bIBaeTcs OT €[bl,
OTMEYaeTCsl pBOTA W/WIIM MOBEJCHUE PeOCHKA OTJIMYAETCS OT OOBIYHOI0, HEOOXOAMMAa CPOYHAas

TOCHUTAIHM3AIMS B CTAIMOHAD IS TPOBEACHUS HH(Y3NOHHOW TepaIiH.

Kak 310 KoCHeTCH ApYruX AeTell B Hamlel ceMbe?

VYuuThIBas ayTOCOMHO-PELIECCUBHBIN TUIT HACIEIOBaHUs, MaTh U OTeL] O0JILHOTO peOeHKa
ABJIIOTCS HOCUTESIMU OO0JIE3HH, XOTS OHM COBEPLIEHHO 3710poBbl. IIpu kaxknolr 6GepemeHHOCTH
pPHUCK poANUTH Oo0JbHOTrO pebeHka coctaBisgeT | maHc u3 4 (wm 25%), TO ecTh JOCTaTOYHO
BBICOKUI PUCK MOBTOPHOT'O POXKJICHHS B ceMbe 00JbHOTrO pedeHka. IloaTomy nokazaHo Meauko-
FeHETUYECKOE KOHCYJIbTUPOBAHUE CEMBH IIPH IUTAHUPOBAHUM MIOBTOPHBIX OepeMeHHocTel. Taxxke
MEIUKO-TCHETUYECKOE  KOHCYJIbTHPOBaHHE  HeoOXoaumMo BceM  mamueHtam ¢ [Al
penpoayktuBHoro Bospacta. s ['Al pa3pabGoraHsl MeTOJbl MOJEKYJISPHO-T€HETHUECKOM
JUArHOCTHKH, YTO TIO3BOJISET IPOBOJUTH NIPEHATAIBHYIO TMAarHOCTUKY B CEMBSX C OTATOLICHHBIM

AHaAaMHC30M.
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Hpuaoxenue I'I-I'N. IIkajgbl OneHKH, BOIPOCHUKH W JPyrue OLEHOYHbIE

HHCTPYMEHTbI

COCTOAHMA

PEKOMEHIAIUAX

nmanueHTa,

NMpHUBEJICHHBIC

B KINHHYCCKHX

Ipuaoxenue I'l. KiauHuUKO-ITHMArHOCTHYECKHE KPHUTEPHH, IO3BOJSIONNE 3aH0J03PUThH

LJIyTapoByvioanuaypuio Tam 1

[16]
BepositHOCTB Huzkas YMepenHas Bricokas
JIMarHosa
Knunnueckue | -Makpouedanus; -Peiie-nogo6ubIe -Ocrtpas sH1edanonaTus
KpUTEPHUH -BricTynarommue 3nu30/b! (OcTpas -IIPOTrpECCUPYIOIIHE
J00HbIE OYTpHI; MeTa0oIuecKas 9KCTpanUpaMUIHbIE
-Hapymenus sHIE(aNOnaTHs) HapyILICHUs
BCKapMJIMBaHMSI -3HIEPATUTONOJ00HbIE -opodanuanbHble
-3anepxka SIU30/IbI, JTUCKUHE3UN
JIBUTATEIILHOTO -TUIIepKUHETHYeCKast
pa3BUTHSA ¢dbopma 1eTcKoro
1epeopaIbHOTO
napaauya.
-IepUOANYECKasl AaTaKCUsI
CemMeliHblii CuHIpOM «BHE3AITHOU Hanuuue B cembe
aHaMHe3 CMEPTH MIIAJICHILIa» WU 00JIBHOTO ¢
He otsromen CMEpTENBHBIN HCXOJ] OT MOJITBEPKACHHBIM
HEKyNHUpYyeMbIX cyopor | nuarao3zom I'A tum 1,
B CEMbE HaJIM4ue CMEPTEIHHOTO
UCXOJA B CEMBE OT
OCTPOr0 CUMMETPUYHOTO
HEeKpo3a 0a3ambHBIX
TaHTJINEB
Heiipopaauo- | -atpodus/runomnazus | -CyOaypanbHble -JIoGHO-BUCOYHAas
JIOTUYECKHE | JIOOHBIX OT/EJIOB CKOIUIEHUS arpodus
KpUTEPHUH -3aJIepKKa -aTpo¢us/TUIIONIIa3Us TOJIOBHOTO MO3Ta,
MUETUHU3AIAN BHUCOYHBIX OT/IETIOB -M30JIMPOBAHHBIE
-BEHTPUKYJIOMET TN -neiikosHIedanonaTus CUMMETPUYHBIE HEKPO3BbI
-pacumpeHue (OIPOCTKH, B3POCIIBIC) 0a3aabHBIX TAHTJINCB
cybapaxHOHIaTbHbIX -M30JMPOBAHHOE (6nemHorO MIApA U
IIPOCTPAHCTB nopaxxeHue 0JeIHOTO XBOCTATHIX S/IEP)

apa
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IIpunaoxenue I'2. HeiipopaguoJjgorndeckue uzmMenenusi (MPT) rojgosHoro mosra v

nanuenToB ¢ 'Al

.009:01 NO C 2003,09/18 16:37:35

+29.5

Pucynok . Cy6ypanbHbie TeMaToMBl [2]
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Ipuaoxenue I'3. Cnenmajan3upoBaHHbie NPOAVKTLI HA OCHOBE AMHHOKHMCJIOT 0€3 JU3HHA U

TpunTodana

HaumenoBanue benok Kup, | YrneBoapl, | DHepreTuyeckas Bozpacr

POAYKTa (3kB.) T r r IICHHOCTb, KKaJ pPUMEHCHHUS

«HyTtpuren 14 14 23 50,4 472 or 0 mo 1

-trp,- lysy**** roaa

«HyTtpuren 40 40 13 32,2 406 cTapiie 1

--trp,- lysy**** roaa

«Hytpuren 70 70 0 5,8 303 cTapiie 1

-trp,- lysy**** roma

Anamix GAL**** 13,1 23 49,8 466 or 0 nmo 1
rojaa

XLYS, TRY 79 - 4 332 cTapiie 1

['nytapugon™*** roaa
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Ipunaoxenun I'4. OpueHTHPOBOYHASI NOTPEOHOCTL B JU3MHE M TpuntrodaHe y

NAIMEHTOB C IJIVTAapoBOHAMIypueld THI 1 B 3aBHCMMOCTH OT BO3pacTa

[21, 28]

Bospact 60sbHBIX CyTtouHas TOTpeOHOCTh B AaMHHOKHCIIOTAX MI/KI MacChl TeJa
JIuzun Tpuntodan

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-—4rona 55-65 8-12
4 —7 ner 45-55 7-11
7—11 jer 35-45 4-10
JeBymiku 11- 15 ner 30-40 4-6
Jeymku 15- 18 et 20-30 3-5
KOnomm 11- 15 ner 30-40 4-6
IOnowmwu 15- 18 ner 35-45 6-8
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IIpuaoxenue I'S. PekoMeHnayveMble HOPMBI NOTPeOJeHHsI 0eIKa M CpeaHee coaep:KaHue

JHU3HHA B PA3JMYHBIX NMHIIEBLIX NMPOAVKTAX (CIPABOYHAS I/IH(]_)ODMaHHH AJIA COCTABJICHUA

JeuyeoHoro paruona nammentaM ¢ I'A tun 1)

Tabauua 1 - Pekomenayembie HOpMbI OTpeOIeHUs OeKa JUIs 3I0POBBIX AETEH pa3InyHOrO
Bo3pacra [1,3,18,22]

Bospact RDA CIHIA! BO3? Espocoro3® Poccus*
(r/kr/cyTtku) | (T/KT/CYTKH) (T/KT/CYTKH)

0-6 mec 2,2 1,38 - 2,2 (T/kr/CcyTKN)

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

1-2 roma - - - 36 r/cyt*

2-3 rona - - - 42 r/cyT

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

4-6 e 1,1 0,84 1,0 54 r/cyT

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

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

Manpunknl4-18 ner 0,9 0,69 0,9 87 r/cyT

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

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

Tadauua 2 - Cpennee conepkaHue JIM3MHA B O€JIKax pa3IMuHbIX MPoayKToB [18,20].

[IponykTsl ConepxaHue JTu3MHA JIn3un/Genox
(% ot obmiero Genka) (Mr/T Genka)

Pr16a 9 90
Msico ¥ MsICHBIE TPOIYKTHI 8 80
['py1HOE MOJIOKO 8 80
KopoBbe M0JIOKO ¥ MOJIOYHBIE 7 70
POYKTHI
Slitna 6 60
Kaprodensb 6 60
Cos 1 coeBble TPOAYKTHI 6 60
Opexu 2-8,5 20-85
DpyKTHI 2-6,5 40-65
OBomu 4-6,5 20-65
X7n1eb ¥ 3epHOBBIC MPOAYKTHI 2-4 20-40
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IIpunaoxenue I'6. Kommiaekc 00s13aTeJbLHBIX MEpPONPHUSITHII, KOTOpPLIE NA0JKHBI ObITH

NPOBENAEHbI MALIMEHTY IMOCJd€e YCTAHOBJAeHus auarno3a I'Al

[21]
Bo3spact 6oybHBIX eTei
0-6 7-12 1-3roma | 4-6 ner Crapmie 6 jet
MECSIIEB | MECSIICB
JSuemomepanus

H30berath
Ype3MEPHOTO
MOCTYIUICHHUS

JIv3uH Genka HaTypaIbHbBIX 100 90 80-60 60-50 | Oenka.

MPOJIYKTOB MI/KI/CYT Yrorpeoasarsb
MPOIYKTHI C
HU3KUM
coJlepKaHueM
JU3HHA
(Deweyetal
1996)

Tpunrodan Genka HATYpaIbHBIX 20 17 17-13 13 13

MIPOJIYKTOB MI/KI/CYT

Benok HarypaibHBIH (T/KT/CyT) 1,4-1,3 1,5-1,3 1,4-1,3 1,3-1.1 1,3-1,1

benok 3a cuer CIT* (r/kr/cyT) 1,3-0,8 1,0-0,8 0,8 0,8 0,8

benok (o6mwuit) (r/Kr/cyT) 2,7-2,1 2,5-2,1 2,2-2,1 2,1-1,9 2,1-19

DHepreTudecKas [EeHHOCTh 115-80 95-80 95-80 90-78 90-78

(KKa/Kr/cyT)

MuxponytpuenTs (%) 2100 =100 =100 2100 >100

OcHnognasa memaboauueckas mepanus

KapHUTHH MI/KT/CyT | 100 | 100 | 100 | 50-100 | 30-50

* CHGHH&HH3HPOB&HHLIﬁ MNPOAYKT HAa OCHOBC aMHUHOKHUCIIOT 0e3 M3uHA U TpI/IHTO(l)aHa.
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Ipuaoxenue I'7. OcHOBHBIE NIPUHIUNLI TEPANMH B YCJIOBUAX CTAIMOHAPA

[7,19,20, 28, 54]

A. BoccTaHoB/IeHHEe YJHEPTeTHYECKOH MOTPEOHOCTH

Kanopun [ToBpimienne sHepreruyeckor morpedHocTd a0 120% 0T BO3pacTHOM
HOPMBI

120% (pacuer | 0-6 7-12 mecsineB 1-3 rona 4-6net

THETHI Ha | MecsIeB

KKaJ/Kr/nens)t 98-128 96-109 98-109 96-98

b. BuytpuBenHas nH(y3uOHHas Tepanus

Jlexctposa’ 8-15 r/kr/cyT
Kuper  20%  (mo | Hawanbnas mo3a 1-2 1/Kr/meHb, eciim BO3MOXKHO, TIOBBIIICHHUE JT03bI 10 2-3
MOKa3aHusM),  IpH | I/KI/ICHb
OTCYTCTBHH
MeTa0OJINIECKOTO
ammIo3a
Koppexkrust CranapTHBIC BOJIHO -COJICBBIC PACTBOPBI.
ANEKTPOJIUTHBIX
HapyUICHUH
WucynuHoTepanus [Tpu runepriaukeMun Boimie |0MMOIB/T W/WIH TIIFOKO3YPUH BO3MOYKHO
BBEJEHHE MHCYIMHA  — craproBas go3a 0,05 ME wuHcynuua/kr/dac
(KOHTPOJIMPOBATH YPOBEHD KAJIHSI B KPOBH)
JleBokapHUTHH 150-200 Mr/kr/cyTkmn

C. [TorpebHOCTB B Oenke

Harypanbnbiii [TonHoe uckroYeHUe Oelika MaKCUMaJbHO Ha 24-4aca, ¢ MOCTENEeHHBIM
6emox BO3BpaTOM [0 MUHHMAaJIbHO 0€30IacHOro ypoBHsS B TedeHue 48-72 4acos.
Ecnmu pebeHok HaxoguTcs Ha HU3KOOETKOBOW jauere 0e3 mpuema
AMHHOKHUCIIOTHBIX CMECEH, OCYIIECTBIIAIOT MOCTENIEHHOE BBEACHUE OenKa B

teucHne 24 -484acos.
AMUHOKHCIIOTHBIE AMUHOKHCIIOTHBIE CMECH Ha3HAYaloT per 0s WM Yepe3 Ha3oracTpajbHbIN

cMmecH (0e3 nu3uHa)

30H7 B no3e 0,8-1,3 r/kr/neun

J. ®apmMakortepanus

Kapononmxaro- [Ipu moBwimeHMe TemmepaTypsl Bbmme 38,5C — wubympoder u
11as Tepanus napaneraMmos**B Bo3pacTHOM J103e
AnTHOAKTEpUAIb- HazHayatoT B 3aBUCHMMOCTH OT INpPEAINOJIaraéMoro naToreHHOro areHra B
Has Tepanus BO3PACTHBIX J1033X
[IpOTUBOPBOTHBIE METOKJIONPAMHUJ . MM OHJAHCETPOH**B BO3PACTHOMN JTO3MPOBKE
CpeacTBa
JerunparanuoH- Ecnm nuypes MeHee, ueM 3-4 MII/KI/IeHb, HA3HAYAIOT (ypoOCEMHI B

Hasd TCparund

BO3pAacTHOM J03upOBKe (He Oosee ueM, 3-4 MHBEKIMH B JIeHb) (CIEAUTH 3a
AJICKTPOJINTHBIMH HAPYIICHUSIMU B KPOBH)

Hatpus B cinyuyae nekoMneHCHpOBaHHOIO META0OJIMYECKOro aluj103a, BO3MOXKHO

rUJIpoKapOoHaT Ha3HaueHHUe TUIpoKapOOHaTa HATPHUs BHYTPHBEHHO (1moa KoHTpojieMm pH u
Na+ B KpOBH) MU IEPOPATHHO.

AHTHANIWIIENTH- ITpu cyJioporax BO3MOXHO Ha3HAYECHUS CTaHJapTHOU

yeckasi Tepanus

AQHTHITIIIICNTHYECKOW TEparmMd B 3aBUCUMOCTH OT THIA CYJOPOXKHBIX
IPUCTYIIOB C HCHOJb30BAHUEM TaKUX IpernaparoB Kak (enobGapOuTam™*
naeBeTHpaneTam**,  TaMOTpUIDKUH**,  Tommpamatr®*, beHuToun™*,
kapOamazenuu™** u kJoHazemam™* B BO3pacTHBIX J03ax. H3aHnaueHue
IPEnapaToB BAIBIIPOEBOI KHCIOTHI HEXKEIATEIBHO.

E. KoHTpoJIb )KM3HEHHO-BAXXHBIX (YHKIUH M Ja00paTOPHBIX OKa3aTenen
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Xu3neHHo- Yacrtora cepaeyHBIX COKpPALEHHWM, 4acTOTa MAbIXaTCJIbHBIX JBUIKCHUM,

Ba)KHbIE (DYHKLIUU KOHTPOJIb apTEPHATILHOTO IaBIICHUS, TEMIIEpATyphl, 1uype3a. [lpu yruerenuun
CO3HAHMsI- OLIEHKA YPOBHsI CO3HaHus 1o mkazue ['nasro.
Kposb YpoBeHb TOKO3bI, pH W Ta3bl KPOBH, AJIEKTPOJIUTHI (KalIWi, HATPUH,

KaJIbLIM MOHU3UPOBAHHBIN, XJIOD).

L.Bo Bpems >HIE(DANUTONONOOHBIX KPH30B HEOOXOAMMO YBEIHMYHBATH IIOCTYILICHHE
sHeprun 710 120% OT HOpManbHOW DSHEPreTHYECKOW NOTPEOHOCTH B CYTKH, C IEIBIO
NpEAYNPEeKACHUST Pa3BUTHS HEBPOJIOTHYECKHX HApPYyIICHUH, BO BpeMs OCTPBIX COCTOSHUM

sHepreTuyeckas noTpedHocts Bozpacraet Ha 30-40% oT pU3H0IOrHUECKON HOPMBIL;
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IIpuiao:xenue I'S. BuoxuMuyeckuii ¥ HHCTPYMEHTAJLHLIM MOHUTOPUHT nanueHToB ¢ I'A1

[21]
Yacrtora ucciaenoBanuii (Bo3pacr)
Ob6ocHoBaHMe
buoxnmuueckue napameTpsl . Ot0po1 1-6 net Crapiue 6
Ha3HAYCHUI rona net
AMUHOKHUCIOTHl (B KPOBH) Onenka o0miero Kaxpie Kaxnpie | Kaxnaeie
AMUHOKHCIIOTHOTO 1-2 3-6 6-12
craTyca Mecsia Mecslla | MecsIIIEB
YpoBeHb KApHUTHHA [Ipodunaktuka Kaxnapie 2 | Kaxnapie | Kaxnabie
(B KpoBH) BTOPUYHOTO MCTOIICHUS Mecsa 3Mmecsama | 6-12
KapHUTUHOBOTI'O ITyJIa, MecsIeB
KOHTPOJIb OCJI0KHEHUI
OO6mwmit anau3 KpoBM + [i1aHOBBIN KOHTPOJIBL Kaxneie 6 | Kaxnaeie | Kaxnaeie
bepputuH Perynsipaoe MeCSIICB 6 6-12
HaOronenue, nsderaire MECSIIEB | MECSIIEB
HCTOILEHUS 3a1lacoB
xKenesa, GoIMeBou
KHCIIOTHI HJIM KoOaaMuHa

AnpOyMUH KpOBU

HyTtputusHblii cratyc

Ecnu cymecTByroT onaceHus 1o
MOBOJly CTaTycCa IUTAHUSA U Y
JeTel ¢ mpobieMaMu TUTaHUs

Kansumii u pocdop xporwy, CocTosiHME KOCTHOU Kaxnabie 3 | Kaxapie | Kaxabie
menoyHas ¢ocdarasa TKaHU * Mecsia 6 12

MECSILIEB | MECALIEB
AcnapraramuHoTpancdepaza | [lnaHoBBIM KoHTponb, | Kaxnpie 3 | Kaxnpie | Kaxnsie
AnanuHamuHOTpacdepasa npouIaKTUKa Mecsua 6 12
lamma- MeTaboIMueCcKoi MECSIEB | MECALIEB
LJIyTaMUJITpAaHCIENTUAA3a JIEKOMIIEHCallUU

Helipopanuonorunyeckoe
HCCIIEA0BAHUE TOJIOBHOTO
mo3ra (MPT/KT)

KoHTponb cTpyKTypHBIX
U3MEHEHUN TOJIOBHOTO
MoO3Ta

IIpu ycTaHOBIEHUH IMArHo3a, a
TaKXke M0CIIe IEPEHECEHHOT 0
sHIIE()ATUTONOAO0OHOTOKPH3a,
MTOSIBJICHUS ITPOTPECCUPYIOLIEH
HEBPOJIOTUYECKOW CUMITOMATUKH

* Ecnu npearnosiaraercsi HeJJOCTaTOUYHAs MUHEPATU3aIHsl KOCTeH, He0OX0 UMbl
JIOTIOTHUTEIIbHBIE TECTHI (HallpuMep, CTaTyc BUTaMHHa D, mapaTupeouHbIii TOPMOH,
PaTOJIOrMYECKUE UCCIIEJOBAaHUS BO3pAcTa U INIOTHOCTH KOCTEH).
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Hpuaoxenue I'9. Meponpusitus,

HAIIPaBJCHHbIC HAa NpPcAOTBPAIlICHUE Pa3BUTHUHA

NOBTOPHBIX YHIe(PAJIUTONOI00HBIX KPH30B

[7,20, 21]

MeponpusTus

Conep;xaHHe MCPOIIPUATHUA U METOJAbI UX PCAJIU3AIINN

O6pa3zoBanue u o0yueHue
poauTenen

Ponurenu DOMKHBI OBITH OCBEIOMIIEHEI O KIIMHUYECKOM TEUYEHUHN
3a00JI€eBaHuUs U €r0 OCIOKHEHUAX. OHH JTOIHKHBI OBITH YE€TKO
WH(OPMUPOBAHBI O TAKTUKE TEPAMUU BO BPEMs Pa3BUBAIOIIETOCS
SHIE(DATUTONOI00HOTO KpH3a.

JleueOHO-TIPOCBETUTEIbCKAS
paborta

HeoOxoaumo obecrieunTs B 00513aTEIBHOM HOPSAKE
VH/IMBUYaJIbHBIM IPOTOKOJIOM OCHOBHON METa00IMUYECKON U
MHTCHCUBHOU MH(Y3MOHHOM TEpanuy poauTeseii, Bpauen
JIETCKOH MOJMKINHHUKH 10 MECTY JKUTEJIbCTBA MallUCHTA.
Poputeny momKHBI OBITH 00ECTICUEHBI TUTEPATYPOH 11O
KJIMHUYEeCKON KapTuHe U jedeHuto ['Al. B neueOnoM mpoTokose
JOJbKEH OBITh yKa3aH HOMep TenedoHa Jeyalero Bpaya, ¢
KOTOPBIM MOXKHO CBA3aThCs B JII000€ HEOOX0IUMOE /11t
HalMeHTa BpeMsi.

3KCTpeHHaH MCOULIMHCKAasA
IIoMOIIb Ha JOMY

PonuTenu 10mkKHBI UMETh BCe HEOOXOIUMBIE JIEKAPCTBEHHbBIE
CpeJICTBA JJIsl Hauaja MHTEHCUBHOH Tepanuu Ha JOMY.

Obecrnieuenue
MIPEEeMCTBEHHOCTH B
JIeYeHuN (eTcKas
MOJIMKJIMHUKA, paiOHHBIE
OOJIbHUIIBI,
MEeTa0O0JIMYECKHH IICHTD)

Bpauu 1eTckux NOJMKIMHUK/PaiOHHBIX OOJIBHUIL 10 MECTY
KUTEIbCTBA NAIIMEHTA, JOJKHBI ObITH I0CTABJICHBI B
M3BECTHOCTH O nanuenTax ¢ ['Al, u uHCTpyKTUpOBaHbI IO
TaKTHUKe JieueHus. IHIUBU Ty aabHBIN IPOTOKOJ 110 JICUCHUIO
MaIMeHTa JT0JHKEeH ObITh OTOCIIAH B MOJUKIMHUKY/CTallMOHAD T10
MECTY JKUTENbCTBA, HE3aMeUIUTENbHO 110CIIe YCTAaHOBJICHUS
nuartosa. lHTeHcuBHOE JiedeHune JOKHO OBbITh HA4aTo 110
NepeBo/ia B ClIeUaTU3UPOBAaHHBIN MeTab0INYeCKU LIEHTD,
XOPOUIO BJIAACIONIUI JIEYEHUEM JAHHOM NaTOJIOTHH.

MenumuHcKas MOMOIIb B
BBIXO/JTHBIE, TPa3THIUYHbBIE
JTHU ¥ OTITYCKHOU Mepuos

[Tpu BBIE3/IE pebeHKa Ha OT/BIX (B PETHOHBI BAJIU OT JI0Ma),
HE0OX0JUMO OTHPABUTh IO MECTY MpeObIBaHUS OOIBHOTO
peOeHKa MPOTOKOJ MHIUBHLyaJIbHOTO JIEYEHHUs, HOMep TeledoHa
Jeyallero Bpaya.

MenuuuHckas moMoIlb BO
BperI I/IHq)eKHI/IOHHI)IX
3a00J1eBaHUil

[Tpu BO3HMKHOBEHUH HH(EKIIMOHHBIX 3a00JIeBaHUN 1
TIOBHIIIEHUH TeMIepaTyphl Tena 10 38,5°C poauTeny maruenTa
KaK MOKHO CKOpee, JOJKHBI TOCTaBUTh B U3BECTHOCTh O
CITyYHBIIEMCS JICUAIIIETO Bpaya.

MenuiHCcKas MOMOIIb PU
IJIAHOBBIX XUPYPTrUYECKUX
BMeEIIaTEILCTBAX

IIpu n1aHOBOM XMPYPrU4e€CKOM BMENIATEIBCTBE BpauK XUPYPrH,
AQHECTEe3MOJIOTH JIOJIKHBI OBITh HHPOPMUPOBAHBI O KITMHUYECKOM
Te4eHUU 3a00JIeBaHNUs, JIeHallluii Bpayd JOHKEH OTIPABUTH B
XUPYPIUUECKUH CTAL[MOHAP IIPOTOKOJI MOCIEONEPALIUOHHOTO
BeJleHN MmanueHTa. OCHOBHBIMU PEKOMEHJALMSMH SBIISIFOTCS:
u30eraTh rojoJaHus, Ha3HAYeHUEe PACTBOPOB TIIFOKO3BI U
JIBOMHOM 1036l KAPHUTHHA
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