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Cnucok coxkpameHui

3-OH-rayrapoBas KUCIIOTa — 3-TUAPOKCUTIIyTapoBasi KUCIIOTa

ADII — aHTH-3nMIIENITUYECKHE ITpEnapaThl

I'A1 —rnyrapoBast aungypus Tan 1

[’AMK — ramma-aMMHOMACIISIHAsE KUCJIOTa

KT — xomnbroTepHas Tomorpadus

MPT — marHuTHO-pe30HaHCHast ToMorpadus

TMC — TanzneMHas Macc CIIEKTPOMETPUS

LICX — nepedbpocnuHanbHast )KUIKOCTh

C5DC (glutarylcarnitine) —rayrapunkapautua GA

(glutaricacid) —rmyrapoBast Kuciora

GCDH (enzymeglutaryl-CoAdehydrogenase) — dbepment rimyrapun-KoA nerunporenaza OMIM
(OnlineMendelianInheritanceinMan) —  snekTpoHHass 06a3a  fgaHHBIX  «MeHJeneBcKoe
HACJIEJJOBAaHHE Y YEIOBEKa»

KoA — xosH3uMA

DA/l — ¢prnaBUHACHUHANHYKICOTHT

®AJIH> —BoccTanoBieHnHoi hopma DA/J]

OPBMU — octpast pecipatopHasi BUpycHasi HHPEKIUs

AUYTB — akTuBHpOBaHHOE YacTHYHOE TpoMmOomiacTuHoBoe Bpemss MHO

— MEXJIYHApOJIHOE HOPMAJIM30BaHHOE OTHOILIEHHE

JIOK — neuebHas pusmyeckas KyabTypa

TepMuHbI U onpeae/IeHUs

«IHuePAIUTONOAO0HbII KPU3» WIM «MeTa00IuYecCKHil KpHU3» - KPUTHYECKOE,
yrpoXKarolee JKU3HH COCTOSIHHWE, CIPOBOIIMPOBAHHOE HEONArompusATHBIMU  (haKTOpamu,
00yCIaBIMBAIOIIUMH YCUJIEHHE TMPOIIECCOB KJIETOYHOrO KaTaboau3Ma | TPOSBIISIONICECS

YIrHETCHUECM CO3HAaHHA N0 COIIOPAa U KOMBI B PE3YJIbTATC PA3BUBAIOIICTOCS OTCKA 'OJIOBHOI'O MO3Ta.

CunapoMom «Tpsicku mJagaeHna» («Shaken baby syndrome») - komruiekc
MPEIOTBPATUMBIX CEPbE3HBIX TOBPEXKIECHUN TOJIOBHOIO MO3ra B pe3ylbTare IpyOol TpscKu
HOBOPOXAEHHOTO WU MJIaJeHIa. SBIsieTCs] OAHUM U3 OPraHUYECKUX HAPYIICHHU I, U3BECTHBIX KaK
CHHJIPOM JIETCKOTO COTPSICEHHS U Yallleé BCETO BCTPEUaeTCsA y JeTel J0 MATH JIET, MIIaJICHIIBI 10

roJa MOABCPIKCHBI HaI/I60J'IBI_HeMy PHUCKY.






1. Kparkas wunHpopMauusi mno 3a00/1eBaHMI0 WJIM COCTOSIHUIO (Tpymme

3a00J1eBAHUIT UJIM COCTOSIHUIA)

1.1 Onpenejaenne 3a00JeBaHusI MM COCTOSTHUS (IPVIIBI 3200J1eBAHMI NI

COCTOSIHMA)

['nyrapoBast amuaypuss tun 1 (HemoctaTouHOCTh TrayTapuia-KoA perujgporeHassl,

rirytapoBas anmaemus tam 1, A1) - ayrocomHo-penieccuBHoe 3aboieBanue (OMIM # 231670),
00yCJI0BJICHHOE TATOreHHBIMHU BapuanTamu B rene GCDH, koaupytouiem ¢pepMeHT riayrapuinKoA
neruaporenady (GCDH). HepocrarouHocTh naHHOro (epMeHTa MPUBOAUT K HAKOIUICHUIO B
OMOJOTrNYECKUX KUIKOCTAX U TKaHIX r1yTapoBoil u 3-OH-riytapoBoii (3-ruipoKCH-TIIyTapOBOi)
KHUCIIOT, OKAa3bIBAIOIIUX HEUPOTOKCHYECKOE JAEWCTBHE NPEUMYIIECTBEHHO Ha MOJIKOPKOBBIC
CTPYKTYpbl TrosioBHOro Mmo3ra. /luarnoz ['Al He sBiseTCS MCKIIOYUTENBHO KIMHUYECKUM, OH
yCTaHaBIIMBAETCS Ha OCHOBaHUU OIIpeIeICHHBIX OMOXMMHMUYECKUX W/
MOJICKYJISIPHOT@HETUYECKMX W3MEHEHUH, BBISBISEMBIX Y TMAlMEHTOB C OMNpPEeIeICHHOMN
KJIMHUYECKOW CHUMITOMATHUKON WM Ha JOKJIMHUYECKOM CTaJuu IpU IMPOBEIECHUU MacCOBOTO

CKpUHUHIAa HOBOPOXKIEHHBIX [ 1, 2, 5].

1.2 OTHOJ0rNs K IATOreHe3 3200J1eBaAHNS WM COCTOSHUSA (TPVIIILI 32001eBAHMI WJIH

COCTOSIHU)

I'en GCDH xapTupoBaH Ha KOpOTKOM Mjiede 19 xpomocomsl B okyce 19p13.2. K nacrosmemy

BpeMeHu B reHe GCDH omnucaHo Oonee 260 pa3nuuHbIX MyTalUi, OAHOM M3 cambIX
pactipocTpaHeHHbIX sBisieTcs ¢.1204C>T (p.Arg402Trp), BcTpevaromasicst ¢ yactoroit 12 - 40%
B cTpaHax 3anagHoil EBponbl. HekoTopblie MyTanuu XapakTepHbl JUIsl ONPEeTeHHBIX 3THUYECKUX
rpyni 1 u3oisatoB: myranuu c.743C>T (p.Pro248Leu) u ¢.1093G>A (p.Glu365Lys) ¢ BbICOKOi
yacToToi Becrpedarotcs B Typruu, mytanuu ¢.91+5G>T u ¢.1262C>T (p.Ala421Val) B obmmHax
amuteit [2, 5, 15]. [IBa Haubonee yacteix Bapuanta (c.1204C>T (p.Argd402Trp) u ¢.1262C>T
(p-Ala421Val), onucanHble B OOJBIIMHCTBE MOMYIISAUHN, UASHTUPUIMPOBAHBI Y POCCUHCKHUX
MAIMEeHTOB U COCTaBISIOT 56,38% u 11,7% MyTaHTHBIX aJljiesiei, COOTBETCTBEHHO [31].
@®epment rayrapui-KoA-meruaporenaza (GCDH)  yuactByer B Merabonusme
aMHHOKHUCIIOT JIM3MHA, Tuaponu3uHa, Tpuntodpana. @epment GCDH nokanu3oBaH B MaTpUKce
MUTOXOHJIPHI U IpesicTaBiseT co0oit romorerpamep. Kaxxnas cydbeauHuia 3Toro 0eiaka CoCTOUT
n3 438 aMUHOKHUCIOT, N-TepMHHaJIbHBIA OCTATOK (44 aMUHOKUCIOTHI) YAANSAETCS TOCIe
TpaHcnnopTupoBku ¢epmenta B MuToxoHapuu. GCDH katanusupyer 2 mocienoBaTelbHbIX

peakiuu mnpeBpaimieHuss riayrapui-KoA B kporoHun-KoA (peakuuu IeruaporeHUpoOBaHUs U
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nekapOokcunupoBanusi). B pesynpraTe OnmokuMpoBaHUsS JaHHOW (EPMEHTHOW peaKInH
IPOUCXOUT HAKOIUIEHHE TITyTapoBoid U 3-OH-riryTapoBoil KUCIOT B OMOJIOTUYECKUX JKUIKOCTSIX

u Tkansx (puc.l) [1, 2].
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®A/l — ¢pnaBunanenunannykieorua, PAJH: - BoccranoBiennoit popma ®AJl, KoA —

kooH3UM A, CO; — yIrIIeKUCIbId Ta3.

Puc.1 - Cxema MeTaOONMMYECKUX MPOIIECCOB, MPUBOMSAIIUX K Pa3BUTHIO TIyTapOBOM
auaypun TN 1: Merabonuueckue OJOKU BBIACNEHBI TONYOBIM IIBETOM, IaTOJIOTUYECKUE

MeTa0OJIUTHI BBIAETICHBI IBOMHON paMKOM.

@depMEeHT OTHOCUTCS K TpyIe (praBONpOTEMHOBBIX JETHAPOreHa3 MUTOXOHAPUATBHOIO
MaTpHUKCa, yYaCTBYIOIIMX B MEPEHOCE JIEKTPOHOB K YOMXUHOHY Yepe3 3JEKTPOH-NIEPEHOCAIINIA
(GI1aBONPOTENH B JIBIXaTEILHOMN e MUTOXOHIPHA.

Mexanusmsbl pasButuss ['Al 10 koHma He u3ydeHbl. [IpenmyliecTBEHHOE NOpakeHHE
CTPUAPHOM CUCTEMBI T'OJIOBHOT'O MO3Ta CBA3BIBAIOT C M30MpATEIbHON TOKCHYHOCTBIO TITyTapOBOM
KHUCJIOTHI W/WIHM €€ MPOU3BOAHBIX. Takke riayrapoBas KUCIOTa U €€ METa0OJUThl MHTUOUPYIOT
nexapOoKcuiIasy riIyTaMHMHOBOM KUCIIOTHI ((epMeHT, yyacTByromuii B Metadbonuzme '”AMK), uto
BBI3BIBAET CHM)KEHHME KOHILEHTPALMU 3TOr0 TOPMO3HOI0 HelpoMenuaropa. Y nanueHtoB ¢ Al
BBISIBIICHO 3HAYMTEIbHOE CHIKEHHE aKTUBHOCTHU TiyTamMar/eKapOOKcHiia3bl B TOOHBIX OTAENax

KOpBbI TOJIOBHOTO MO3Ta, XBOCTAThIX Spax M CKOpPIyNe U CHIKeHue koHueHtpamuun 'AMK B



nepedbpocnunanpHoi xuakoctu (LICXK). Ognako maHHbIE OMOXWMHUYECKUE HAPYIICHUS MOTYT
OBITh BTOPUYHBIMH W BO3HHKATh BciencTBue mnoBpexaeHuid ['AMK-— sprudeckux HeHpOHOB
Mo3ra.

MexaHu3Mbl TATOT€HE3a OCTPBIX HHIEPATUTONOJOOHBIX KPU30B OKOHYATEILHO HE SICHBI.
Cunraercs, yro rayrapoBas U 3-OH-riryrapoBasi KUCIOTBI, UMEIOLUE CTPYKTYPHOE CXOJCTBO C
[JIyTaMaToM, B3aUMOIEUCTBYIOT ¢ N-MeTUJI-aCIapTATHBIMU PELIETITOPaMHU, JJI11 KOTOPBIX IIyTaMar
ABJIAETCS €CTECTBEHHBIM aKTUBATOPOM, UTO BBI3bIBAET upe3MepHoe Hakormienue uoHos Ca’' B
MOCTCUHANITUYECKUX HEMpOHAX W MNPUBOJUT K TuUOENM KIETOK. JlpyruM BO3MOKHBIM
HEHPOTOKCHMYECKUM (PaKTOPOM CUMUTAIOT HAKOIUICHHE MPOMEKYTOYHOrOo MeTaboiauTa oOMeHa
Tpuntodana u TM3MHA — KBUHOJIMHOBOM KUCIIOTHI. B HacTosimee Bpems, 10 KOHIIa HE paclio3HaHa
IpUYMHA JOOHO-BUCOYHOM aTpoduu W/WIH TUIOIIIA3UU U CYOAypaJbHBIX KPOBOM3IUSHUN MPHU
['Al. Cuutaercsi, uto BO Bpemsi smOpuorene3a 3-OH-rioyrapoBas KucioTa MOXKET HapyllaTh
dbopMUpOBaHHE CTEHOK COCYIOB, B MEPBYID OYEpEeAb — COCYIOB TOJIOBHOTO MO3ra, MPUBOJIS K
MOBBIIICHUIO UX MPOHUIIAEMOCTH ¥ BO3HUKHOBEHHUIO KPOBOM3IUAHMM [2, 14].

[Tpu ayroricuu y Bcex manueHToB ¢ ['Al BBISBISIFOT BBIPAKEHHYIO CYOKOPTHKAIBHYIO U
KOPTUKQJIBbHYIO aTpodui0 TOJOBHOTO MO3ra, arpouuecKkyr0 BeHTpHKyJIoMerainuio. B
OOJIBIIMHCTBE CIIY4YaeB BU3YAJIM3UPYIOTCSI HEKPOTHYECKHE M3MEHEHHUS B 00JacTH CKOPIIYNbI U
TOJIOBKM XBOCTATOrO sipa. Pexe mnopakaroTcsi 3pUTENbHBIE TPAKTbl, MO30JHMCTOE TEJO,
BHYTpPEHHSsl Karcylsa, TiyOOKue OTHeibl Oelloro BellecTBa MO3)KedKa, CTBOJa Mosra. Y psana
NalMEeHTOB OOHAPY)KUBAIOT «'yOuaTyl0» JIeTeHepalnio Oeoro BEIecTBa, NPEeUMYILECTBEHHO B
MEPUBEHTPUKYIIAPHBIX 00JIACTIX, PEXkKE B TalaMyce, OJIETHOM IIape U CTBOJIE TOJIOBHOTO MO3Ta [2,
14].

YV 601bIIMHCTBA MAIIMEHTOB MPHU ayTOTICUU BBISBIISIETCS KUPOBask MHOUIbTPAIUS KIETOK NEYECHH,
IMPOKCUMAJIbHBIX KaHAJIbLEB IMOYEK M MHOKApIUOLIUTOB, YTO MOXET OBITh CBSI3aHO C

HecnenupuIecKoil MUTOXOHApHabHON auchyHkuuen [2, 14].

1.3 DnuaeMuoJiorus 3a00J1eBAHUS WJIH COCTOAHMA (rpynnbl 3a00JeBaHUN WJIHU

COCTOSIHMIA)

I'myrapoBast aumnypus tun 1 (I'Al) oTHOCHTCS K YHCITy PEIKUX HACIEICTBEHHBIX

Oone3neit ooMeHa BemecTB. YacToTa 3a0oneBaHus B cTpaHax 3amagHoi EBpormbl cocTaBisieTr B
cpenrem ot 1: 30 000 mo 1: 100 000 »xuBBIX HOBOpOXKIEHHBIX [21, 24, 25]. Bricokas yactoTa

BcTpeuaeMoctu ['Al oTmeueHa cpenu obumH amuieil B Amepuke, Kanane u IlencunsBanuu -



1:300 [32, 33]. K HacTosmeMy BpeMeHHU B JUTEpaType UMeroTcs onucanus 6osiee 600 ciydaeB

aroro 3aboneanus [1, 2, 5, 26].

1.4 Oco0eHHOCTH KOAMPOBAHUS 3200J1eBAHMSI UJIM COCTOSIHNS (IPYINLI 3200J1€eBaHU

HJIM  COCTOSIHMII) 1m0 MeXKIYHAPOAHON CTATHCTHYECKON KJaccuukanuyu 00Je3Hel u

nmpo0JeM, CBA3AHHBIX CO 310POBLEM

E72.3 - Hapymiennst oOMeHa JTU3WHA U TUAPOKCHIIM3UHA.

1.5 Kanaccudukamms 3a00JieBaHUsI WJIM COCTOSIHUS (Tpynnbl 3a00J1eBaHUNA MU
COCTOSIHMIA)

IIo KIIMHUYCCKOMY TCUCHUIO KJ'IaCCI/I(i)I/II_[I/IPYIOT JABa OCHOBHBIX ITOATHIIA I'Al: ¢ OCTPbIM

SHIIE(PATUTONOTOOHBIM H ITOJOCTPHIM TCUCHHUEM [2].

1.6 Kannnueckasi KapTHHA 3200J1eBAHUS MJIM COCTOSIHUS (IPYINbI 32001€BAHNH WJIH

COCTOSIHMIA)

I'A1 00b19HO NeOIOTUPYET B paHHEM JIETCKOM BO3pacTe - OT 3 10 36 MecsIeB, ¢ MHKOM

maHudectauu otT 6 g0 18 mecsueB. B 75% cnyuaeB HabmogaeTcst sHuedaTUTONOA00HBIN
BapuaHT 3aboneBaHus. Y 75-80% mDamMeHTOB MEPBBIM CHUMOTOMOM OOJE3HH MOXET OBITh
Makpotuedanusi, KOTopasi OTMEUaeTCsl C POXKACHUS WU Pa3BUBAETCS B MEPBbIE MECSIIBl KU3HU.
OHuedanuTonoao0HbIN BapuaHT 3a0osaeBaHus Habmonaercs B 75% cnydaeB. Hepenko nepBbie
NposiBIeHUs OO0JEe3HHM B BHUAE SHIEPANIUTONOJOOHOTO KpH3a BO3HMKAIOT Ha (OHE TaKHUX
MPOBOIUPYIOMNX (PAKTOPOB KaK YEpPEmHO-MO3TOBasi TpaBMa, XUPYpPTHUUECKHUE BMEIIATENIbCTBA,
JUTUTENIBHBIA TIEPUOJ TOJIOJAaHUs, KPOME TOTO, OCTPhIN HHIE(ATONaTHYECKUH KpU3 MOMXKET
BO3HUKHYTH y JIETEH B BO3pacTe MEPBBIX 6 JIET BO BpeMsl TF0O0ro HH(EKITMOHHOTO 3a00IeBaHus,
MPOTEKAIONIETO0 C TOBBIIIEHUEM TEMIIEpaTypbl Tela, a Takke (PeOpuIpbHON peakiuu B
MOCTBAaKIIMHAIBHOM TEPHOJIE, KOTOPbIE COIMPOBOXKIAIOTCS BBICOKMM YPOBHEM Ipolecca
karabomm3ma [28]. Yepes 24-72 vaca OT BO3ACHCTBHUSA «IIPOBOLMPYIOMIETO» (aKTOpa OCTPO
pPa3BUBAETCS CUMIITOMATHKA B BUE JTUXOPAIKH, STIU30/I0B CPHITUBAHUS MM HEYKPOTUMOW PBOTHI,
KHIIIEYHBIX PACCTPOMCTB, SMUICNTUYECKUX MPUCTYIOB, YaCTO MPOUCXOJUT YTHETEHUE CO3HAHUS
JI0 COMOpa M KOMBI, B pe3ylbTaTe pa3BUBAIONIETOCs OTeKa W HaOyXaHHsS MO3Ta, YTO MOKET
MPHUBECTH K OBICTPOMY JeTalbHOMY Mcxoay. CIycTs HECKOJIBKO JHEW WM HeAeNb Mocie Kpu3a
MOTYT OTMEUYaTbCsl Pa3IMYHbIE THIBI THUIEPKUHE30B (XOpEH(POPMHBIE, XOPEOATETOUIHBIC,
OamucTUYeCKre, JUCTOHUYECKHE), KOTOpble MOTYT OBITh T'€HEpalM30BaHHBIMH, (HOKATBHBIMU

WK paCnpeacisiTbCs MO TeMUTHUITY, a TaAKXKE COYCTATHCA C UBMCHCHUEM MBIIICYHOTI'O TOHYCA I10
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CracTHYecKoMy Tumy. 3a0ojieBaHHE HOCUT BOJIHOOOPA3HBIM XapakTep: IMOociie MepeHEeCEeHHBIX
SHIE(DATUTONONOOHBIX KPHU30B MPOUCXOIUT MEUICHHOE, HO HE TIOJHOE BOCCTAaHOBIICHUE
HEBPOJIOTUYECKUX HapylleHuil. B mocienyromeM y MamuMeHToB ¢ TPYOBIM ITHUCTOHUYECKUM
CUHAPOMOM 4acTo (OpPMHUPYIOTCS BTOPUYHBIE OCIOXKHEHHUS, TakKhe Kak TUnorpodus,
XPOHMYECKHH aCIHMpAIlMOHHBI CHHAPOM, TOIBBIBUXM CYCTaBOB W BBIPAKEHHBIH O0JeBOU
cuHzpoM [6, 12].

B 25% ciyuaeB 3a0oaeBaHue UMEET MOAOCTPOE, J0OpoKayecTBeHHOE TeueHne. Ha nepsom
roJly JKU3HM JI€TH HAOJIIOJAIOTCS C 3al€p)KKOM ICHUXOMOTOPHOTO Pa3BUTHS, a B AaJbHEHIIEM
MPOUCXOIUT TMIOCTEIICHHAs yTpaTa paHee MNPUOOPETEHHBIX HABBIKOB, W IPHUCOCIUHSIIOTCS
pa3IMyYHbIE BU/IbI TUIIEPKUHE30B B COUYETAHUU CO CIIACTUYHOCTHIO. J[MCTOHMUECKNE TUIIEPKUHE3BI
MPUBOJIAT K HAPYLUICHUIO XOb0bI, MUChMa U peueBbIX (PyHKIMIA. MHOTHE MAalUEHTH! JUIUTEIbHOE
BpeMsi HaOJIOMAIOTCS y HEBPOJIOTOB CO CIIACTHUKO-THIIEPKUHETHYECKOH (OPMOI JIeTCKOTO
uepedpanpHoro mapanuya. IlomocTpoe TedeHuwe 3a00lieBaHUS  MOXET  OCIOKHSITHCS
METa0O0IMYECKON JEKOMIICHCAIIUEH, TOSBICHUEM HOBBIX HEBPOJIOTUYECKAX CHUMIITOMOB WIIH
YCUJICHHUEM UMEIOLIEHCS KIMHUKU.

JpyruMyu 4acThIMH CHUMIITOMAMH SIBISIFOTCS. TPO(y3HOE MOTOOTACNICHUE, 3IH30/IbI
HEMOTHBHPOBAHHOW JIMXOPAIKH, SMNUJICHTHUYECKUE NPUCTYNBl. Y HEKOTOPBIX MalMEeHTOB
HAOJIO/IAI0TCS aTAKTUYECKUE PACCTPONCTBA, OUYE€Hb PEIKO BCTPEUYAIOTCS MUOKJIOHUU U TPEMOP,
ojTanpMonape3, Kocoriasue. Y OOJIBIIMHCTBA MAlMEHTOB WHTEJJIEKT HE CTpajaeT WU
HaOII0IAI0TCS JIeTKHE KOTHUTUBHBIE HapyieHus. Cper CUMIITOMOB CO CTOPOHBI OpraHa 3peHHs
HEpeIKO OOHApYKUBAIOT KPOBOHM3IMSIHUS B CETUATKY, KaTapaKTy U MUTMEHTHYIO JereHepaIiio
CeTYaTKU. Y HENEYEHbIX MalMeHTOB CMEPTEJbHBIM HCXOJ HACTylaeT B TEYEHHE IEpPBOTO
JIECATUIIETUS J)KU3HU Ha (DOHE TSHKEIOro MeTaboIMYecKOro Kpusa WM B pe3ysibTaTe pa3BUTHUS
Peite-mogobHor0 CUHIpOMA.

VY papa nmanmeHtoB ¢ I'’Al Ha nepBoMm roay xu3Hu B 10-30% ciydacB BO3HHKArOT
cyOypalibHbIe KPOBOM3IHUSHUS, KaK MIPABUIIO, TIOCIIE TIEPEHECEHHOM JIETKOM YepermHO-MO3T0BOM
TpaBMbl. Y TMAlMEHTOB C CYOAypaJbHBIMM TeMaroMaMu W/WIM  OUTEMIIOpaIbHBIMU
apaxHOWJIATHHBIMU KHCTAaMH B COYETaHMHM C Makpoiedanueil ¥ IUCTOHUSIMU JOJKHBI OBITh
MpoBeCHBI HccienoBanus s uckiaoueHus ['Al. uarno3 ['Al momkeH ObITH 00s3aTENBHO
UCKJTIOYEeH JabOpaTOPHBIMH METOJIaMH y TAIMEHTOB C MPEAIoJiaraeMbIM CHHIPOMOM «TPSCKHU
miazaerma» («Shaken baby syndromey) [2, 9].

Kinnanko-nuarnoctTudeckue KpuTepun, No3BOJISIFOIINE 3a110103puTh ['A 1 nipeicTaBieHb! B

ITpunoxxenun I'1.
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2. JluarHocTuka 3a00JieBaHMsl WIH COCTOSIHUS (Trpynnbl 3a00JIeBAHUN WJIU
COCTOSIHUII), MEIMIIUHCKNE MOKA3aHUA U NMPOTUBONOKA3AHUA K NPUMEHEHUIO

METOJ0B THATHOCTUKHU

Juaenos I'A1 ycmanagnusaemcsi Ha 0CHO8AHUU COBOKYNHOCU KIUHUYECKUX CUMNIMOMOS,
ceMeuno20  aHamMHe3d, XApaKmMepHblX — HeUupopaouoIOcUYeCKUX  USMEHEHUll,  NOBbIUEHUS
konyenmpayuu enymapunxapuumuna (C5DC) 6 kposu, enymaposoti u 3-OH-enymapoeoti kuciom
8 MOYe, a makdice 8bli6NeHUs. OUANLLETbHBIX namozerHbIX sapuanmos 6 cene GCDH. 2.1 Kajo0bl
U aHAMHe3

IIpu cbope anammnesa u xHcanod pekomMeH008aHo 0O6pamMums GHUMAHUE HA!

- OMAOWeHHbIN CeMelHblll aHaMHe3 (Hanudue 8 cembe nayueHma ¢ NnoOmeepI’HcOeHHbIM
ouaznozom I'Al, nanuyue 6 cemve cryuas cUHOPOMA «BHE3ANHOU cMEPMU MIAOEHYA»)

- BHezanmoe yxyowenue cocmosnus (6 6ude ympamvl paHee NpUOOPEMeHHbIX
08U2AMENILHLIX  HABBLIKOB, NOAGNEHUS HACUTLCMBEHHBIX — OGUIICEHULl  KOHeYHOCmell,
OUCMOHUYecKUxX amax) Ha ¢Gone noanoeo 300posvs unu OPBU, npu onepamusHbix
BMeuamenbcmeax, 4epento-mo320680U mpasme;

- OIU3KOPOOCMBEHHbIUL OPAK,

- 3NU300bl TUXOPAOKU,

- njloxou annemum;

- HapyweHus 6CKapMIUBaAHUsL,

- yacmoule CpbleUBAHUSA,

- HeYKpoOmumyo peomy;

- yeHemeHue CO3HAHUA,

- cyodopoau;

- @a10Ccmb, C1aOOCMb, COHIUBOCHIb,

- becnokounoe nogedeHue, NiaKkCusoCnb,
- no@vlulenHoe NOMoomoeeHue;

- HapyuieHnue KOOpOUHAYUU OBUINCEHUTL,

- Henpou380jbHble/HaACUTIbCNBEHHbIE OBUNCEHUSL,
- Oucmouuueckue amaki,

- KIUHUKA CNACMUKO-2UNEPKUHEMUYecKol (popmbl 0emcKo2o yepedpaibHo20 napaiuda,

2.2 dusukaJILHoe 00cIeI0BaAHNe

Ipu ocmompe Heobx00umo 0dpamume BHUMAHUE HA OCHOBHbIE (DUSUKATIbHBLE NPOSABLEHUS
TAl:
Jemu nepevix 3 1em yncuznu
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O maxpoyeghanus,
- guicmynarowue 100Hbie Oyepol;
- eenamomezanusi;
- 3a0epoHcKa MOMOPHO20 U NCUXO-PEUe8020 PA3GUMUSL
- U3MEeHeHUe MbIUEeYHO20 MOHYCA N0 MUNY OUCMOHUU,
- OKCMPanupamuoHble HapyuleHus: U3MeHeHUs MbIUEeYHO020 MOHYCA NO MUNY PUSUOHOCTNU U
PAaziuuHble  Munvl cunepKuHe3os (xopeugopmmoie, XopeoamemouoHule,
baniucmuyeckue, OUCMOHUYeCKUe) pasmol Joxkanuzayuu  (¢hokanvhoie,
2eHepanU308aHHble, 2EMUMUN);
- cnacmuveckuil mempanapes (NOBbIULEHUE CYXONUCUTHBIX pegrexcos,
Hanuuue namoiocudeckux CMmonHulX 3HaK08, CRACMU4ecKdsi NOX00Kd u 0p.);
- nepuoouuecKas. amakcus, mpemop;
- cyodopoeau,

Ilocne 3 nem

O maxpoyepanus,

O 3adepocka MOmopHO20 U NCUXO-PEUe8020 PaA3EBUMUSL,

O wuszmernenue mbiueuHo2o monyca no muny OUCmMoHUU,

O oaxcmpanupamuonvle HapywieHus. pucuOHOCMb U PA3IUYHbIE MUNLL CUNEPKUHE308:
MopcuonHble, opohayuanbHble, Xopeupopmmuvie, XopeoamemouoHvle, OALIUCMULecKue;

O cnacmuveckuil mempanapes (NO8blUEHUE CYXOHCUTbHBIX peexcos,

Hanudue

namoa02UdecKUx CMONHbIX 3HAK08, CHACMUYeCcKdas NOX00KAd U 0p.);

O nepuoouueckas amaxcus, mpemop;

O cyoopoeu,

O nepugpepuueckas nesponamus; O ncuxuampuuecxkue HapyweHus,;

O npogysnoe nomoomoenenue;

O noemopHvle anu3006l HEOOBACHUMOU TUXOPAOKU (2UNEPRUPEKCUYECKUEe KPU3LL),

O anopekcus;

O uncomnuu;

O eunoecruxemuu na gpone OnumenvbHOU 20100HOU NAY3bl,

O eenamomezanus;

O peoko paboomuonus.
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Ilo0pobHo Oanmuvie uzukarbHo20 06CI008aAHUS ONUCAHBL 8 PA30ele KKIUHUYECKAs KapMUHA».

2.3 JIaGopaTopHbIe THATHOCTHYECKHE HCCAe10BAHUS

OCHOBHBIMH JTaOOPATOPHBIMH METOJAMH IOATBEpKIaoIMe auarHoctuku ['Al  saBisroTcs

OMOXHMMUYCCKHE U MOJICKYJIAPHO-TCHETUYCCKUC MCTOABI UCCIICAOBAHUA.

e PexomeHnayercst ucciieJoBaHUE YPOBHSA CBOOOJHOTO KapHUTHHA U AIWJIKAPHUTUHOB B KPOBU
METOJIOM TaHJEMHOW MAacC-CIIEKTPOMETPUU TAIMEHTaM C KIMHHYECKUMH TPOSBICHUIMH,
xapakTepHbiMH 17151 ['A1 ¢ 11e1p10 OMOXUMHYECKOM TUarHOCTUKY 3a0oseBanust (2, 7, 4, 14].

YpoBeHb y0enuTeJbHOCTH pekoMeHaanuii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 3)

Kommentapuu: Memooom mandemnou macc cnekmpomempuu (TMC) onpedensiom

konyenmpayuro enymapuirkapuumuna (C5DC) 6 namuax evicyutennou kpoeu. Konyenmpayus

2NYMAPUTKAPHUMUHA NOBbIUAEeMCs Y NAYUEHMO8 C PAaHHe20 803pacma, euje 00 Ha4aud

KAUHUYECKUX NPOosAeLeHUU. [{aHHbII mecm NPUMEHSIOm Npu NPO8eoeHUU MAcC08020 CKPUHUHSA HA

T'Al. Uzeecmuwt sapuarnmol I'Al ¢ no3oueti manugecmayuetl u 1eckum medeHuem, npu KOmopvix

VPOBEeHb  2NYMAPUIKAPHUMUHA MOodcem Oblmb 6 npeoenax Hopmbvl. Ypoeeno c80000H020

KapHumuHa y MHO2UX nayueHmaoes moancem ObIMb CHUIICEH.

0 PexoMeHnayercsi onpeiesiecHue B OMOJIOTMYECKUX JKUJKOCTAX (MOYa) OPraHUYECKUX KUCIIOT
METO/IOM Ta30BOi XpoMaTorpaduu ¢ Macc-CleKTpoMeTpuel (KOMIUIEKCHOE OINpeieieHne
KOHIEHTPALlUU OPraHUYEeCKUX KUCIOT B KPOBU METOJIOM TaHAEMHOIN Macc-CIIEKTPOMETPHH)
NalMEeHTaM C KIMHUYECKUMHU MpOSIBICHUSMHU, xapakTepHbiMu 111 ['Al, ¢ wensro
OMOXMMHUYECKOUN NUAarHOCTHKH 3a0oneBanus [4, 14].

YpoBeHb y0enuTeJIbHOCTH pekoMeHaanuil B (YpoBeHb 10CTOBEPHOCTH 10Ka3aTeNbCTB — 3)

KommenTapuu: ¥V nekomopuix nayuenmog ¢ I'A1 konyenmpayusi 21ymapoeoui KUciomul 8 Moue

U Kposu modxcem Oblmb 6 Npedenax HOpMbl, 8 MAaKux CAyuasx OUacHOCMUYeCKU 3HAYUMBIM

mapkepom  Aensemcs nogviuieHue kounyenmpayuu 3-OH-enymaposou kuciomwi, umo u

noseonsem ycmaunogumo ouacno3 I'Al [2, 4, 7, 14, 19, 20].

. Pexomenayercsa wmonekymsipras JHK nguarnoctuka (BbIsIBICHHE —OWaIeNbHBIX
MaTOTeHHBIX BapuaHTOB B reHe GCDH) manuveHTamM C TOBBIIMIEHHOW KOHIIEHTpaluen
rinyrapuwikapautuia (C5DC), rnyrapoBoit u  3-OH-riiytapoBoil KHCIOT C LIEIbIO
MOATBEPKIeHUs muarHo3a Al

[21].

YpoBens yoenuteabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTEJIbCTB — 5)

Kommenrtapuu: /JHK ouacnocmuxa neobxoouma Kax ons eepugpuxayuu ouazHo3a, max u OJis
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MeOUKO-2EHEeMUUeCKO20 KOHCYIbmMUpoearusl cemeti u nowzedyrou;ed I’lpeHClma]ZbHOiz

ouaznocmuxu. B HEKoOmopblx cayvasnx MymaHmezﬁ ajljlejib He ydaemc;z 8blisumbs cmaHdapmemu

Mmemooamu ,ZZHK—anazzus*a, OUAcHO3 8 MAKUx Cydasix oondicer OviMb ycmaHoe8J/1eH Ha OCHOB8AHUU

KAUHUYECKUX U OUOXUMUUECKUX OAHHDBIX.

0 Pexkomenayercsi mpoBefeHHE o00mero (KJIMHHUYECKOro) aHalu3a KpPOBU Pa3BEPHYTOrO

(reMOTIO0MH, KOJIIMYECTBO OPHUTPOIIMTOB, IIBETOBOM IOKAa3aTelb, KOJMYECTBO
JMEHKOIMTOB, TPOMOOIMTOB, JeHKonuTapHas QopMmyida U CKOPOCTb OCEIaHUs
SpUTPOLUTOB) BeceM manuenTaMm ¢ ['Alu npu mojgo3penuun Ha 3a00yieBaHUE IS OIEHKU
OCHOBHBIX ITapaMETPOB KPOBETBOPEHUS U HAJIMUUS BOCHATUTEIbHBIX MpoleccoB [37, 51,

52].

Yposensb yoeaureabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 4)

PeKOMeHIIyeTCH IMPOBCACHUC 06mero (KHI/IHI/I‘IGCKOFO) daHaJIi3a MOYHM BCEM IIalITMCHTaM C

I'A1 c neapro OICHKH COCTOSIHUS MoYeK [34].

YpoBeHnb yoenurenabHocTn pekomenaanuii C (YypoBeHb J0CTOBEPHOCTH J0KA3aTeNbCTB — 5)

PexomennoBano nanueHtam ¢ ['Al mpoBeneHHe OMOXMMHUYECKOTO aHaIHM3a KPOBH
o0IIeTepaneBTHYECKOTO (COAep)KaHUe TIIFOKO3BI, MOKa3aTeld KHCIOTHO-OCHOBHOTO
paBHOBecHsI, o01Iero Oeinka, 6enkoBbIX (ppakmnuii, anpOymuHa, C peakTHBHOrO OenKa,
oburero OwiupyOWHA, XOJIECTEPHHA, TPUTIHUICPUIOB, JUIONPOTCHIIOB HHU3KOW U
BBICOKOW TUIOTHOCTH (HMICCIIEIOBAaHWE YPOBHS JIMTIONPOTEHMHOB B KPOBH), IIEIOYHON
¢docaraszpl,  KpeaTWHMHA,  MOYEBHMHBI,  ajJaHMHAMHUHOTpaHchepassl  (AJIT),
acnaptaramuHotpancdepassl (ACT), kpearuHpocPoxkuHaszbl, KalblUsg OOIIETO U
MOHU3UPOBAHHOIO, HATpHUs, Kallus, Heopranuueckoro ocdopa, xenesa, GpeppuruHa,
MarHusi), C EJbIO OLEHKH COCTOSIHUS TICUYSHH, TT0YEK, OalaHCca BaKHEUIITNX HYTPHEHTOB
IpU JTUEeTOTepanuu, KaiblueBO-pochopHOro oOMEHa M BBISBICHUS OTKJIOHEHUH

BAKHBIX OMOXMMHUYECKUX TMOKa3aTenel A qanbHeime koppekun [21].

Yposens yoeautenbHocTu pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3ATEJILCTB — 5)

PexoMenyeTcst MOHUTOPUHT KIIMHUYECKHX U J1a00OPaTOPHBIX MOKazaTeneit (KUCIOTHO-
OCHOBHOTO COCTOSIHHSI KPOBH, TJIIOKO3a, ODJEKTPOJIUTH (KaJui, HATpHUd, KaJabIHi
MOHU3UPOBAHHBIN, XJIOp) B MEPHUOA METabOIMUYECKOro Kpusza Kaxple 4-6 4acoB WU
paHbllle IPU HAIWYUM YXYALIEHUS WIN YIy4dlIeHHH cocTosiHUA mamueHtaMm ¢ ['Al B
NEepUoJl METa0OIMYECKOro Kpu3a C LEIbI0 OLEHKH COCTOSHHSI M CBOEBPEMEHHOM

KOppekuuu tepanuu [21].

YpoBens yoenurteabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH 10KA3aTEJbCTB — 5)

KomMmenTapumn: B nepuod memabonuueckozo Kpu3a nOGbIUAIOMCA K®K, neuenounvie
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qbepmeHmbz u MOJIO"YHAaA Kucjioma. KOHL;GHWZPCZL;U}Z aumuaxka 6 Kpoeu 00bIYHO HOPMAJIbHAA 00

NO30HUX CMAOULL MEMAOONUYECKOU OeKOMNEHCAYUL.

2.4 UHCTpYMEHTAJIbHBIE THATHOCTHYECKHE HCCIET0BAHUS

HNHcTpyMeHTabHbIE METOABI UTPAIOT BaXKHYIO poJib B AuarHoctuke ['Al. M3menenus Ha
MPT T0JI0BHOTO MO3ra BBICOKOCTICHIM()HYHBIC W BBISBISIOTCS Y MOAABIISIONICTO OOJIBIIMHCTBA
MAIMEHTOB Ja)kKe HA paHHEH cTaauu O0JIEe3HU.

e PexomeHayercsi TpoBeleHHE MarHUTHO-pe3oHaHCHOH Tomorpadguu (MPT) romoBHoro
MO3ra W/MJIM KOMIBIOTEpHAass TOMOTpadus TOJOBHOIO MO3ra BCEM HAalMEeHTaM C
nono3peHreM Ha ['A1 ¢ TnarHoCTUYECKOH LIEJIbIO U AJIS BBISIBICHUS HEHPOXUPYPrHUECKON
narojoruu [7, 11, 13, 19, 20].

YpoBenb yoenurteabHocTu pekoMengauuii C (YpoBeHb J10CTOBEPHOCTH /I0KA3aTeJbCTB — 4)
Kommenrtapuu: Hapkos no nokazanuam. Haubonee uacmvimu HeupopaouoniocuiecKkumu
npusnakamu I'Al asnsaomes: 100HO-mMeMeHHas 2UNONIA3Us/ampoqpus, eHMPUKYIOMe2alus,
CYO0ypanbHble 2eMamombl, 3a0€PAHCKA MUETUHUZAYUU/OeMUETUHUZAYUSL U HEeKPO3 OA3anibHbIX
2aHenues. dmu usMeHeHUus Mo2ym 6CmpedamvpCsl KaK U30AUpoSanHo, max u 8 1io0omM couemaHuu.
XapaxmepHoti  Hetipopaoduoniocuueckou ocobennocmoto I'A 1  aensemcs cummempuunoe
pacuuperue Culb8uesvlx weiel ¢ Gopmuposaruem «3Qp@exma HAOKYUEHHO20 A0A0KA» UNU
«Kpblibes nemyuell Mvluiuy, Komopas ecmpeyaemcs y 95%. V o6onvwuncmea nayuenmos
8bIABNEHO pacuiupenue cyoapaxnouodarbHblX NPOCMPAHCME 0adXdce HA NPecUMRMOMAMU4ecKou
cmaouu 3abonesanus, KOmMopvle He Hpemepnesaom HUKAKUX USMEHEeHUll npu npoeedeHuu
koHmponvuwbix MPT 201061020 Mo32a u couemaromes ¢ HOpMAanIbHOU MOIUUHOL KOPbL 20108HO20
M032a U HOPMANLHO PA36UMBIMU U3BUTUHAMU.

Y 6onvwuncmsea nayuenmog cyb0ypanvhbie 2uepomvbl/eeMamomsl, UYACMO PACHONAAOMCS
ounamepanvHo, pedxce - uMerdm O0OHOCMOPOHHIOW JloKanuzayuio. Onucelearom obpazosauue
OUMEMNOPANTbHBIX APAXHOUOANLHLIX UIU CYOINEHOUMAPHBIX KUCM, PeoKO 6cmpedaemcs ux
00HOCMOPOHHAA ToKanuzayus. Mzmenenus bOenoco eeujecmea 20108H020 M0O32a 6CMPEUaAOmMcs y
MHO2uUX nayuenmos oonvuwix ¢ I'A 1 u yuacmo couemaiomcs ¢ HEKpO30M OA3ANbHLIX 2AH2IUES.
Ilopasicenue 6enozo eewjecmea, Kak npaguilo, CUMMEMPUYHOE, NPEUMYUJECMBEHHO 8
NEePUBECHMPUKYTIAAPHBIX 30HAX 68 001acmu NepeoHux U 3a0HUX PO208 OOKOBbIX HCeNYOOUKO8 U 8
obracmu cemMuo8aibHO20 YEeHMpPd, 68 HEeKOMOPLIX CAYUAAX OOHAPYIHCUBAIOM OeMUETUHUSAYUIO
cyokopmukanvrvix U-gonokon. Ocmaemcs He ACHbIM, AGNAIOMCA U 0aHHble 00AACMU 0Ya2amu

()emueﬂuﬁusauuu uiu cunomMueiuHuIayuu. y HeKomopbslx nayueHmos OONIbHBIX  ONUCAHO
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nopasicenue mozonucmozo meaa [13, 16]. Xapakmephule netipopaduonocuveckue usmeHeHus npu

I'A1l npusedenwl 6 Ilpunoxcenuu I2.

e Pexomenayercsi npoBeneHue diekTpodHnedanorpaduu (331) nmarmuentam ¢ 'Al mpu
HaJIUYUHU HEBPOJIOTMYECKON CUMIITOMATUKH JJIS BBISIBIICHUSI STIAJIENTUYECKON aKTUBHOCTH
[7,35].
YpoBennb yoenureabHocTu pekomMengaunii C (YpoBeHb J10CTOBEPHOCTH /I0KA3aTeJbCTB — 5)
KommenTapuu: 6 mom uucine 331 ¢ 6u0eoMoHUmopuHeom.
e PexomeHayeTcsl MpoBeeHNE YAbTpa3BykoBoro uccienopanus (Y3M) opranos OpromHoi
nosjocty nanueHTam ¢ ['Al nis BeIsIBICHUS TOpakeHUs reueHu [36, 52].
Yposens yoeaureabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 5)
* PexoMeHayeTcsi OLIEHKa COCTOSIHHS IIOYE€K C TMPOBEACHHUEM YIbTPa3BYKOBOTO
uccinenoanus (Y3W) nouek nanuentam ¢ I'A1 a1 BeISIBICHUS CTPYKTYPHBIX HAPYIICHUIN
[37].
Yposens yoeaureabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeNbCTB — 4)
* Pexkomenayercss MCCIEOBAaHWE MMHEPAIBHOM IUIOTHOCTH KOCTHOM TKaHU —
(PentrenonencuToMeTprs) MalMeHTaM I JAUAarHOCTUKU OCTEOINEHUH, BBISBICHUS
TPYIIIBI PHCKA U TPUHATHA JeueOHo-npodmnaktuaeckux mep [21, 53].
YpoBens yoenuteabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEJIbCTB — 5)
Kommenrtapuu: Kpamuocms - no noxazanuam. [layuenmam cmapuwe 5 nem.
e Pexomenayercsi npoBefeHHE OPTAIbLMOCKONMM MAlMEHTaM C II€JIbI0 CBOEBPEMEHHOTO
oOHapyxeHus odTaapMoIoruyeckoi matomoruu [38].

YpoBennb yoeauteabHocTH pekoMeHaauuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 4)

2.5 UHble THATHOCTHYECKHE MCCAeT0BAHUSA

KOHchIBTaI_IHPI CIICUAJIMCTOB MOTI'YT OKAa3bIBATHCA TIAIIMCHTAM HaA pPa3HbIX JTallaX

OKa3aHHUs MEIULIMHCKOM moMoII1, B TOM 4YUCJIC B ICPUOJ JUATHOCTUKHU 3a00JIeBaHUs.

O Pexomenayrwrcsi B BeleHUU manueHToB ¢ ['Al ncnonb30BaTh MyNnbTHIMCHUIUTMHAPHBINA
MOJXO0/1 B BUAY TOT0, UTO 3a00JIeBaHHE XapaKTePU3yeTCs MOPAKEHUEM MHOTHUX OPTaHOB U
CUCTeM, TpeOyeT KOMITJIEKCHOM Tepanuu, 4YTo AUKTYeT HEOOXOAUMOCTh COBMECTHOTO

BEJICHUS MAIIMEHTA CIICIIMATUCTaMH Pa3HbIX podueit [28].

YpoBens yoenuteabHocTH pekomMenaanuii C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJbCTB — 5)
KommeHnTapum: nokazanvl nepeuunvie U NOGMOPHbIE KOHCYIbMAYUuu 6paia-2eHemuxda,
epavaogpmanvmonoeza, epaua-Hesponoza, gpaua-ouemonoza, epava-kapouonoaa,
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Jl0eonedadehekmonoza, 8paua-Heponoda, MeOUYUHCKO20 NCUXON02d, 8PAYA-MPABMAMON02a-
opmoneda, epaua-neouampa, 6paia-mepanesmd, 6pada-Heupoxupypad, 6paia-xupypea, d makice
spaueti Opyeux cneyuanvbHocmeu nayuenmam ¢ LIAl, umerowum Hapywenus @yHKyui

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

2.5.1 IndpdepennunaibHas ITMArHOCTUKA

HeoOxonumo npoBoauth nuddepeHuanbHy0 IMarHOCTUKY CPeIH CIeAYIOMUX 3a00IeBaHmii: ¢
MOCJIE/ICTBUSIMU TIEPUHATAIIBHOTO MOPAXKEHUSI HEPBHON CUCTEMBI, CIIACTUKO-TUIIEPKUHETUYECKOMN
dbopMoil neTckoro uepeOpalbHOrO Mapainya, BpPOXKIEHHBIM IMOPOKOM TOJIOBHOTO MO3ra,
MOCIIEACTBHUSIMEI BHYTPUYTPOOHOM MHPEKIINH, IPH MTOJ03PEHUHU HA CHHIPOM TPSICKU MJIa/ICHIIAY,
6one3upto KanaBana, cunapoMom JIn, METHIMaIOHOBOM aluieMuei, MpOMHMOHOBON alluIeMHUEH.
[ToBbIlIeHHE YPOBHS TIIyTapOBOW KUCIOTHI B MOYE TAK)KE MOKET HAOJIIOAAThCS MPHU TITyTapOBOM

aruaeMuei 2 TAIa ¥ 3 TUIA U HapYIICHUSIX TpaHcmopra pudodurasuna [20, 23, 27].

3. JleueHnue, BKJIWOYAST MEINKAMEHTO3HYI0 M HeMeAMKAMEHTO3HYI0 Tepaluu,
AUETOTEePANHIO, 00e300,1MBaHUeE, MeIUIMHCKHE NoKa3aHus /|

NMPOTHBOINOKA3aHUA K IPUMCHCHUIO METOA0B JICUCHUA

Cmpameeus neuenus HAnNpasieHa HA KOPPEKYuro Memadoaudeckux HapyuleHutl KOMNIEKCOM
Meponpusmuil:  KOHCePBAMUBHbIMU — Memooamu  (namoeceHemuyeckas — Ouemomepanus,
JIEBOKAPHUMUH), XUPYPSUYECKUMU Memooamu (Jleyenue 6HYMPUUEePenHulX KpOGOUSIUAHUL U
KOCMHbIX Oeopmayuti), peabuiumayuoHHbiMu memooamu. Jleuenue 001X#CHO OblmMb HA4aAMO
6cemM OONbHBIM C 8bIABIEHHBIM O0CMOBEPHBIM NOBbILUEHUEM YPOBHS 2TIYMAPOBOU KUCIOMbL 8 MOUe
00 nonyyenus pezynomamos JJHK ouacnocmuxu I'A1. /{ns nevenus snyedarumono0obrHo2o kpusa
8 MeNCOYHAPOOHblEe CMAHOAPMbl  GKIIOUEHbl  MemoObl UHMEHCUBHoU mepanuu. Taxoice
APOBOOUMCS  CUMNIMOMAMUYECKAs, Mepanus ¢ MuameibHblM Ho000pOM  1eKapCMEEeHHbIX

npenapamoes, HanpaejleHHblX Had KOPPEKYUIO HeBPOI0cUUECKUX Hapywenuﬁ.

3.1 KoncepBaTuBHOe Je4eHHue

e PexomeHayercsl maToreHeTHYECKas AMETOTEpANus C HCKIIOYEHHEM BBICOKOOETKOBBIX
MPOJYKTOB, OOraThbiX IWU3MHOM U TpunTodaHoMm, 00sS3aTeTbHBIM HUCHOIB30BAHUEM
CIIEIMATM3UPOBAHHBIX TMPOJAYKTOB HAa OCHOBE CMeCed aMHHOKHCIOT 0e3 yKa3aHHBIX
MaTOT€HETUYECKN 3HAYMMBIX AMUHOKUCIOT MAllMEHTaM C YCTAHOBIIEHHBIM JHArHO30M

['A1 c uenpio mpenoTBpaleHUs] 00pa30BaHUs HEHPOTOKCUYECKUX MeTabonuToB [1, 3, 7,
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18, 19, 20].

YpoBenb yoenureabHocTu pekoMengaunii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEJbCTB — 5)
Kommenrapum: /[uemomepanus ¢ HUSKUM cOOepiHcaHuem IU3UHA U MPUNMO@ana OO0JHCHA
cobn00amubcsi Cmpo2o NOAHCUZHEHHO. [Juemomepanus npu 3a601e6aHUL HANPABTIEHA HA CHUMNCEHUE
nocmynjienus Au3uHa, mpunmogana, Komopwvie AGNAIOMCA OCHOBHBIMU NpeoulecmeeHHUKaMu
Helupomoxkcuueckux memaboaumos - enymaposou u 3-OH-enymapoeoi kuciom. Jlannvle
AMUHOKUCTOMbL COOEPHCAMCA 8 OOLULOM KOIUYeCmEe 8 OeNKAX HCUBOMHO20 NPOUCXOHNCOEHUS.
(pvibe, msce, MOIOUHBIX NPOOYKMAx u op.). B cpeonem codepoicanue 6 nux nuzuna cocmasgisiem 6
- 9% u mpunmodghana 0,6-2%. B pacmumenvuuix sice npooykmax (06owu, ppyKmel, HeKOmMopbvie
Kpynsi) cooeporcanue YKa3aHHblX AMUHOKUCIOM MUHUMATBHO.

Ilpu I'A 1 npumensiom o0e6a 6apuanma Je4yeOHO20 NUMAHUA. Nepevlll - Ouema C HUSKUM
cooepoicanuem IUUHA U MPUNMOGaHa ¢ UCNONb308AHUEM CREeYUATUIUPOBAHHO20 NPOOYKMA,
OaHHbIU 86APUAHM OUembl NOKA3AH 8 NEPBYI0 0uepedb Oemsm (¢ podcoeHus 0o 18 nem), y 3pocivix
NAYUEHIMO8 MAKIHCE MOHCEM ObIMb UCNONIL30BAH IMOM 8APUAHI OUEMbl, HO U MONCHO NPUMEHAMD
8MOPOLL - 1e4eOHbIU PAYUOH C HUSKUM COOepIHcaHuem oouezo benxa.

Tlayuenmosi nepeozco 200a HCU3HU MO2YM HAXOOUMbCA HA 2PYOHOM GcKapmausanuu. I pyonoe
MOJIOKO 8 OaHHOM ciyuae OyOem SAGNAMbCS OCHOBHLIM UCMOYHUKOM HAMYPAlbHO20 OelKa 8
COYEeMaHuy co CReyuarusupo8aAHHOU CMecbl0 AMUHOKUCIIOM, NO COCMABY COOMEemcmeayouel

eozpacmy pe6€HKCl. Konuuecmeo nuszuna 6 ZPyaHOM MOJIOKE U36ECMHO U cocmaeiient npumMepHo

86 m2 na 100 ma.

Ilpumenenue 6mopozo eapuanma Ouemvl NOGbIUUAEN PUCK ATUMEHMAPHOU HeOO0CMamoyHOCmu
HEe3AMEeHUMbBIX AMUHOKUCTIOM U OPY2UX ICCEHYUANbHBIX HYMPUEHMO08, YUMo MONMCem Nnpusecmu K
PA3sUmMuIo  pasiuunblX — HAPYUWIEHUI.  NOBbIUEHHOU  68030YOUMOCMY,  HAPYWEHUIO  CHA,
HEMOMUBUPOBAHHBIM ~ KOIEOAHUAM meMnepamypul, neuiazpe (6 pe3yibmame CHUNCEHUs
00pazosanus HUKOMUHOBOU KUCIOMbL), UMEHHO NOIMOMY OAHHBIU 6apuanm modxcem Obimb
npuMeHeH MONbKO Y nayueHmos cmapue2o eospacma. Cneyuanusuposannvie NpoOYyKmMuvl Ha
0CHOBe amuHoKuciom 6e3 1usuna u mpunmogana™ npedcmasnensvl 8 Ipunoscenuu I'3.
MunumanvHo oonycmumsie nompeoHoCmuy Namo2eHemu4ecKy 3Ha4UMbIX AMUHOKUCTIOM 8

numanuu oemetl pasiudHo2o 8o3pacma npeocmasnenst 8 [lpunoscenuu I'4 [1, 2, 18].
Tayuenmoi Maadenuecko2o 803pacma Mo2ym HaAxo0Umvcs Ha pYOHOM ecKapmausanuu. I pyonoe

MONOKO 6 OAHHOM crydae 6)/6877’1 ABAMbCA OCHOBHbIM UCMOYHUKOM HamypdajlbHOcO benka 6
couemaruu co cneuuaﬂus*upoeaHHod CMeCbio AMUHOKUCIONI, coomeemcmeymmeﬁ eospacmy

pebenka. Konuvecmaso 1u3una 6 2pyoHom MOJloKe uzgecmuo u cocmagnsem 86 me na 100 ma.
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Ilpu pacueme HU3K00e1KOBOU OUEMbl CO CHUNCEHHBIM COOEPHCAHUEM TUUHA U MPpunmogana
HeoOX00UMO NOMHUMb, YMO JUUH U MPUNMOPAH COOePAHCAMCA NPAKMUYECKU B0 6CeX
NPOOYKMAx, U yuUmsléamsy Mo npu COCMAsIeHUU 1e4ebH020 PayuoHd.

Cneyuanusuposannas ouema mpedyem MOHUMOPUHeA 34 YPOBHEM AMUHOKUCIOM U  UX
Memabonumos 6 niasme Kposu u mMoue, OUOXUMUYECKUX MAPKepOo8 HYMPUMUBHO20 CMAmycd
(oOwuii  Genox, npomeunocpamMma u 0p.), OUHAMUYECKO20 HAOMOOEeHUs 3a u3UuyecKum
pazeumuem U HYMPUMUBHLIM CMAMYCOM NAYUEHMA, d MaKdlce Nepuooudeckoll KoppeKyuu
J1eYebH020 PAYUOHA C PACUENOM €20 XUMUYECKO20 COCMABA.

B npunoscenuu I'5 npedcmagnenvl madauysl, 8 KOMOPLIX COOEPHCAMC MEHCOYHAPOOHbLE U
poccutickue peKomeHOayuu no CymoyHvlM HOpMAM NompeoieHus beiKa, Mu3uHa u mpunmogana

U OaHHbvle N0 CPeOHeMY COOePAHCAHUIO TUSUHA 8 HEKOMOPBLIX HAMYPATbHLIX NPOOYKMAX.

3.2 MeaukaMeHTO3HAS Tepanus

e PexomeHayeTcsl MOKU3HEHHO NATOTCHETUYECKAs TEPAIUS JICBOKAPHUTHHOM IMAlIMEHTaM C
'A1l ¢ 1uenplo BBIBEICHHS TOKCHYHBIX METAOOIMTOB M KOPPEKIIMH BTOPHUYHOM
HEJ0CTaTOYHOCTH KapHuTHHA [1, 2, 7, 16, 19, 20].
YpoBenb yoenureabHOCTH pekoMeHaauuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTebCTB — 5)
Kommenrtapuu: npu I'Al nabrioodaemcsa mopuunas HedoCmamo4HoCmMy KAPHUMUHA 8 MKAHSX.
E20 nyn 6vicmpo ucmowaemcs, nOCKONIbKY OH C8A3b18AEMC S C 2LYMAPOBOU KUCIOMOU, KOMOpas
npucymcmeyem y nayueHmos 6 Oonvuiux Koauwecmeax. Ilpenapamwi, coodepoicawjue
Jlesoxapnumun 80CnonHAIOM 3MOM 8MOPUYHDILL Oehuyum, C853b1810M 2IYMAPOBYI0 KUCIOMY U
obecneuusaiom ee 6vlgeOeHUEe U3 OP2AHUBMA 8 6ulde 2NYMAPUIKAPHUMUHA. Y 6onvuuncmea
Heneuenvlx nayuenmos ¢ I'A 1 konyenmpayus odwe2o u c860000HO20 KAPHUMUHA 8 NIA3Me U
cvigopomke Kposu Huskas. Hauanvnas 0oza Jlesoxapnumuna cocmasnsem 100 me/ke/cymxu, ona
Modicem Obimb cHudiceHa 00 30me/ke/cymku y nayueHmos cmapuie 6 iem npu HOpMAIbHOM YPOBHE
€80000H020 KAPHUMUHA 8 KDOBU.

B Tlpunoxennn ['6 cymMMUpOBaHBI OCHOBHBIE MEPOIPHATHS, KOTOpBIE 00s3aTENBHO
JIOJDKHBI OBITH BBITIOJIHEHBI TIOCIIE TIOATBEPKAeHUs quarHo3a ['Al.

3.3 Xupypruueckoe jJedeHue

e Pexomenayercss XUpypruyeckoe jeueHUE CyOAypalbHBIX THIPOM M apaXHOMJAJbHBIX
KHCT, THIponedalui U APYrux naroyoruil namuentam ¢ I'Al mo mokasaHusM C LENbIO

cTaOWIN3aluu COCTOSIHUSI TPU Helpoxupyprudeckoit naronoruu [7, 19, 20].
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YpoBens yoenuteabHocTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEJbCTB — 5)
Kommenrapum:  Pewenue o0  yenecoobpasHocmu  npogedeHuss  HeupoxXupypeuyeckozo
eMeuamenbcmed (6eHMpUKYI0NePUMOHeaIbHOe UWYHMUPOBAHUE U I8AKYAYUSL CYOOYPATbHBIX
CKONJeHUll 8 Mo32e npu npocpeccupyiowel makpoyeghaiuu) npuUHUMAemcs 6 Ka#cooM
KOHKDEMHOM Cyude KOHCUTUYMOM 6pavell cneyuanucmos. Hetipoxupypeuueckas mepanust
APAXHOUOATLHBIX KUCM U CYOOYpaAlbHLIX 2emamom Y nayuenmos ¢ I'Al dondcna nposooumscs

Kpaiiie 0CMopo’CHO NOO HAOIOeHUEeM 0eMCKO20 HeUpoxXupypea.

e PexomeHayeTcsi XUPYprHUeCKOe JICUCHHE KOCTHBIX  Jedopmanuii  (TsDKEnble
KOHTPaKTypbl, BbIBUX Oeznpa u Ap.) nmanueHtam ¢ ['’Al mo mnokasaHusiM C LENbiO
CTa0MIIN3aLUH U yAy4IICHUS COCTOSHHS ITPH OPTONEANYECKON naronoruu [2, 7, 39].

Yposensb yoenureabHocTH pekoMengannii C (YpoBeHb 10CTOBEPHOCTH /10KA3aTeJIbCTB — 4)
Kommenrapum: Pewenue o yenecoobpasHocmu  nposedeHusi  Heupoopmoneouyecko2o
BMeuamenbcmea NPUHUMAEMC 6 KaXCOOM KOHKDEMHOM Clyyae KOHCUNUYMOM —6paueli
CNeyuanucmosg ¢ Ccoomeemcmeyiouell Koppekyueu memadoIudeckux HapyuweHut ¢ yeavio
npeoomepawjenus pa3sumusi Kpusd.

e PekoMeHnpayeTcs NpH MJIaHUPOBAHUU XUPYPrHUECKOIO BMEIIATEILCTBA 110 BOZMOKHOCTHU
n30eraTb TOJOJAaHUSA, TNPUMEHATh HH(QY3UH JEKCTPO3BI™™ H yIBOWTH JO3UPOBKY
JieBoKapHUTHHA [21].

YpoBens yoenuteabHocTH pekomenaanuili C (ypoBeHb J0CTOBEPHOCTH J0KA3aTEJIbCTB — 5)
Kommenrapum: Pewenue o yenecoobpasHocmu  nposedeHusi HeupoopmoneouyecKoo
BMeuamenbcmea NPUHUMAEMC 6 KANCOOM KOHKDEMHOM Clyyae KOHCUIUYMOM epayell
cneyuanucmos. Haznauenue 060unot 003bl 1€60KAPHUMUHA 8 COOMEEMCMEUU C UHCIPYKYUeli-

emopuirnai Heo0oCmamox KapHumuHa uiu eco NOBLIUEHHOU nomeped.

3.4 Unoe Jeuenune

Jleuenue Hegponocuueckux coCMOAHUN NPOBOOUMCS CO2NACHO COOMBEMCMBYIOUUM
KAUHUYECKUM PEKOMEHOAYUAM (He8poaocutecKue COCMosHU).
e PexomeHnayercss  Mpu  BO3HUKHOBEHHMM  JIMXOpaJKWM  Bblmle 38,5  Ha3Hayarh
nbynpoden™*unu napaneramon**[28].
YpoBenb yoeaurenabHocTH pekomenaauuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5)

KommenTtapuu: unvie HIIBC mocym evizeams cunopom Petie.
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0 PexomeHnayercsi Ipy BOSHUKHOBEHHH MH(DEKIMOHHBIX U MHTEPKYPPEHTHBIX 3a00JIeBaHHM

Ha3HayaTh JIEYCHHE COIJIACHO COOTBETCTBYIOIIUM KIMHUYECKHUM PEKOMEHIAIUsIM
(uadexmonHble  3a0olieBaHus). AHTHOAKTEpHATBHYIO TEpAaNHUI0 HA3HAYAIOT B
3aBHCUMOCTH OT MPEIojIaraeMoro naToreHHoro areHTa B BO3pacTHBIX J03ax [21].

YpoBenb yoeaurenabHocTH pekoMenaanuid C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KomMmeHTapum: npomusonokasaunus K HAZHAYEHUIO JHOObIX 2pYAN  aHMubOaKmepuaibHulx

npenapamoe omcymcmeyom.

e Pexomenayercsi (apmakoTepanus SKCTpalMpaMHIHBIX HApYIICHWH TNpenapaTtamu W3
TPyl MUOPEITAKCAHTOB IEHTPAIBLHOTO IEHCTBUS, manueHTaM ¢ 'Al mo moka3zaHusM ¢
LIEJIbI0 KOPPEKLIMY HEBPOJIOTMYECKUIA Hapyenui [2,16,21, 55].
Yposensb yoenureabHocTH pekoMengannii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTeJbCTB — 5)
Kommenrapumn: [Ipenapamamu nepeoii ouepeou 0Jisi KOppeKyuu CnACmuyHOCMU U MblULEeYHOU
oucmonuu seiaemcs 6axiogen’ u npenapamvl u3 Spynnvl npoussooHvie  HeH300uazenunad
(Ouazenam™, Knonazenam’ ), HanNpagneHHvle HA KOPPEKYUIO 2eHEPANUI0BAHHBIX U (DOKATLHBIX
oucmonuu. Jloza npenapamog nooouparomcs UHOUBUOYAILHO CO2NACHO O0OWEenpUHAMbIM
cmanoapmam — mepanuu  HespoocUYecKUx — Hapyuwienutl. MumpamexanvHoe —npumeHeHue
baxnogena™* mosxcem 6viMb UCNONL30BAHO NPU BBIPAINCEHHBIX OUCTNOHUAX U CHACUYHOCIU.
IIpenapamom 6mopou  ouepedu Npu  GbIPANHCEHHOM  OUCMOHUYECKOM —CUHOpOME
cuumaromes npenapamul 1e600onwi (/lesooona+[Kapbuoona] **, Jlesooona+[bencepazud] **) u
#Tpucexcugenuoun” [55], komopuiil HazHauaemcs demam 6 gozpacme cmapuie 5 jiem.
Obwenpunsamolil npunyun nasuavenus #Ipueekcugenuouna®* y oemeil ¢ oucmonueu:
cmapmosams ¢ HU3KOU 003bl ¢ NOCMENEHHbIM NOSbIUEeHUEM KadCOylo Heoeno 00 YPOBHs
npubnuzumenvro 1-2 me/xe, pazodenennvix na 3 npuema. Hexomopwvim nayuenmam mozcym
nOHA00buUmMbCs 6o/ee 8vicoKue 003bl. [[IUumenbHOCms jleyeHus onpeoeniemcs UHOUBUOYATbHO —
OMm HeCcKOIbKUX Hedelb 00 HeckobKux mecayes [59]. Hauanvnas 0o3za #mpueexcugenuounra™* ne
oomicHa npesviuams 0,5—1 me/cym.
Hoszuposxu #Tpucekcugpenuouna™* y oemeu ¢ Oucmownueil coeiacHO NPOBEOEeHHbIM
UCCTEeO008AHUAM.
1-s neoens: 0,05 me/ke x2p/cym

2-a neoena: 0,05 me/xe x3p/cym
3-a neoensa: 0,1 me/xe x3p/cym

4-1 neoensa: 0,15 me/xe x3p/cym
5-a neoena: 0,20 me/ke x3p/cym
6,7,8,9 nedenu — 0,25 me/xe x3p/cym [60].
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unu

1-5 Hedens - 0,2 me/ke/cym — pazoeneHuble Ha 3 npuema

2-s nedens - 0,5 me/ke/cym — pazoenenHuvle Ha 3 npuema

3-a neoens — 1,0 me/ke/cym — pazoenennvle Ha 3 npuema 4-s
Heodens — 1,5 me/ke/cym — pazoenenusvie Ha 3 npuema 5-s
Hedens - 2,0 me/xke/cym — pazoenennvie Ha 3 npuema

6-5 Hedenst — 2,5 me/ke/cym — pazdenenHvle Ha 3 npuema

7-12-5 nedenu — 2,5 me/ke/cym — pazodenennvie na 3 npuema [61].

YV 83pocnvix ¢ oucmonueti #mpueexcugenuour™* obviuno navunarom c 003wt 2me x 2-3 p/cym c
NOCMeneHHbIM NosblieHuemM Ha 2me Kaxcoyio 1-2 nedenu (wawe kascovie 2 Hedenu), 00bIYHO 00
oocmudicenuss 21,5 me [62].

Ilpumenenue anmuxonunepeuyecKux cpedcmas ciedyem 02paHuyueams 8 C6s3u ¢ puckom
nosA6IeHUsA UNU YCY2YONeHUU KOCHUMUBHBIX U ncuxuyeckux Hapyuienuti [40,63].

Cnedyem yuumuieamo, Ymo 8blpaiCeHHAsk CNACMUYHOCMb, 2UNEPKUHE3bl U OUCTIOHUYEeCKUe amaku
MO2Ym  NpueoOUmv K  GbIPANCEHHOMY 0O0Ne80MY CUHOPOMY U  OENKO80-IHepeemuiecKkoll
HeO0oCmamoyHoCmu, KOmopbvle, 6 CB80I0 04epedb, NpoBOYUpyem Ycuienue O8USAMENbHbIX
Hapywienuil. Takum oOpazom, 6 KOMNIEKC JiedeHus CNACMUYHOCMU U OUCIOHUL 00A3aMeNbHO
OQ0JIICHBL BXOOUMb Meponpusmus O0Jisi NPe0Omepaujerusi U Kynuposanusi 601e6020 CUHOpPOMA U

benkoeo-snepeemuuecko20 deguyuma, ¢ yuemom ouemudeckux oepanuvenuil [41].

° Pexomenayercst 60oTynuHOTEepanus manueHTam ¢ 'Al mo mokasaHusM ¢ 1eIbI0
KOPPEKIIUK HEBPOJOTUUECKHUIN HApYIIEHUN (TUCTOHUH, criacTUYHOCTH) [7, 16, 20, 39]. YpoBeHb
yoenuteabHocTH pekomeHaaumii C (ypoBeHb /[I0CTOBEPHOCTH /I0Ka3aTelbcTB — 4)
KommenTapuu: AnvmepHamusHublM MemoOooM NedeHus MmANCENblX (QOKANbHLIX OUCMOHUL U
cnacmuyHocmu  aensiemca bomynunuueckuti mokcun muna A-eemaceniomuHun Komnjexc**,
Bomynunuueckuii moxcun muna A**,

Tepanus npoooumcs ananocuuHo maxKosol npu 0emcKom yepeopaibHoM napanuie

° Pexkomenayerest Tepamnus SMWICITUYECKUX MPHUCTYIOB ¢ WHIUBUAYATHHBIM MOJI00POM
MPOTUBOSMUIICTITUYECKUX TMpenapaToB mnamueHtamMm ¢ ['Al ¢ wenplo  KOppekuuu
CHMITOMATHKH [7,

16, 19, 20].

YpoBenb yoeaurteabHoCcTH pekoMenaanuii C (YypoBeHb JOCTOBEPHOCTH I0KA3aTeJbCTB — 5)
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KommenTapum: Dnunenmuueckue npucmynsi 603HUKAIOM Y HEOOIbUI020 YUCIA NAYUEHMOS8 80
8pemMs U NOCie NePeHeCceHHbIX IHYeDAIUMono00OHbIX KPU308, MO2Ym Obimb 0OHOKPAMHbIMU U
He N08MopAmMbCs 8 OanvHeluiem. B pade ciyuaes 3a snunenmuyeckue npucmynsvl 8pavu OuuOOYHoO
npUHUMarom 2pyobvie 2unepKuHe3bl U OUCHOHUYECKUe amaxu.

Coobwaemcs, umo moHomepanusi ¢enobapoumanom™* u oxckapbaszenunom™>* mooncem
KYRuposams dnuienmudeckue npucmynsl y nayuenmos smoti kamezopuu [27, 28]. Oouarxo, 6
bonvuuHCmeEe  Clyyaee NPUMEHAIOmM  NOIUMEPanurd  MaxKumy  NpoOmuUGoINUIeNnMUYecKUMU
npenapamamu, Kak Jjgesemupayemam™*, — namompudxcur, monupamam™**, — enumoun**,

kapoamazenun™** u knonazenam** [42-47].

0 He pekoMeHayeTCsl HA3HAYCHHUE MPENAPATOB COJICH BALIIPOECBOM KUCIOTHI™ * MarueHTam

¢ I'Al c nensio npeaoTBpaleHus yXyAaeHus coctosauus [2, 7, 16, 20, 21].
Yposensb yoeaureapHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

KomMeHnTapuu: ganvnpoamsi 661600amcs U3 OpeaHusmMa 8 8ude 6albNPOUIKAPHUMUHA, YO
ucmowaem pesep8 c80000HO20 KApHUMUHA U YeHemaem pabomy ObIXamelbHOU yenu
mumoxonopuil. Hasnauenue npenapamos éanvnpoesgoii kuciomol**, maxum obpazom, He

orcenamenvrul [21].

3.4.1 Jleuenue B nepuoa MeTad0JHYECKOr0 KPpu3a

Heobxooumo nomnums, umo ocmpuiti dHyeparumono0oOusili Kpu3 Moxcem pazeumsCs
npu 11000M UHGEKYUOHHOM 3a001e8aHUU, BAKYUHAYUU UTU XUPYPUYECKUX BMEeUamenbcmeax 6
OCHOBHOM 6  go3pacme 00 wecmu J1em. Hacmopadxcusarowumu — cuUMRIMOMAMU,
CBUOEMENbCMEYIOWUMY O PA3ZBUMUY OeKOMNEHCAYUU N0 OCHOBHOMY 3aD0JIe8AHUIO, SAGNAIOMCA:
NOBMOpHbIe PBOMbL, Ouapes, HespoIocUYeCKUe pPAaccmpoucmea (MblieyHas 2Unomonus/
PUSUOHOCTDb, NOBLIUEHHASL 8030Y0UMOCMb, MblUleUHAs: OUCMOHUS, VeHemeHue CO3HaHus). Y
Oemetl cmapuie 6 em pUcK pazeumus OCMpPbIX He8POLOSUYECKUX HAPYULEHUL 80 8PEMSs KPU308
CHUDICAEMCS, 4MO  CBA3AHO C MNOBbIUEHUEM MONEPAHMHOCIU MO032d K  KOJLeOaHUusm
KUCTIOMHOWENIOYHO20 COCMOAHUSL U 8030€iCEUI0 MOKCUYECKUX MemadoIumos.

OcHosHbIMU Mpuceepamu 0eKoMneHcayuu (haxmopamu, evizvléarowue pacnao OeiKa) 6o mcs
O Ionooanue

+  Ungexyuonnvie npoyeccoi, 0cO6eHHO npomexaowue co peomot, ouapeeu
s Jluxopaoka (nm060u smuonocuu)

+  HumencusHvle ghuzuueckue ynparcHeHus
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+  Hapywenue ouemsi (u30661mounoe nompebnenue benxa)

Heobxo0umo npoeedenue muamenvHol KIUHUYECKOU OYEHKU COCMOSHUS NAyueHmad,
BKIIOUAS UBMeEPeHUe apMEPUATbHO20 0ABNIeHUs U OYeHK) KOMbl no wikane 1 1azeo npu nooo3peHuu
Ha pazeumue Memadoauiecko2o Kpusda.

OCHOBHbIMU NPUHYUNAMU TIeYeHUsl 80 8PEMSL DHYEDATUNMONOOOOHBIX KPUZ0B SAGISAIOMCA:

o 80CCMAHOBIEHUe  KAMAbOIUYeCcKko20 cmamyca, nymem  HA3HAYeHUs
8bICOKOIHEP2EMUYECKOU UHDY3UOHHOU mepanuu (Oekcmpo3a™** 6 couemanuu ¢
UHCYIUHAMU U UX GHAN02AMU);, O O2paHuyeHue oOpPa306aHus OP2aAHUYECKUX
KUCTIOM, NYMeM CHUMICEeHUs. NOCMYNIeHUs DelKA HAMYPATbHbIX NPOOYKMOE UU
NOJHOE UX UCKTIOUeHUe (N0 803MONCHOCMU 6 medeHue 24 4acoe ucnonv3yom
MONILKO CReYUaIu3uUpOBaHHbIE NPOOYKMbL HA OCHOBE CMecell
amunokuciom)[28];

o 88edeHUe  8bICOKOOO3H020 JlesoxapHumuna, O  occmanosieHue
KUCTIOMHO-UETOUHO20 COCMOSHUSL KPOBU.

Iloopobnvie knuHuveckue u 1abopamopHele noxazamenu npuseoenvl 8 npunodxcenuu 1'7.

o Pexomenayercsi KOppeKlUs MAaTOTEHETHYECKON NMETOTEepanmuy U J03 JEBOKapPHUTHHA
nanueHTam ¢ ['A1 B nmeproa MeTaboIM4ecKoro Kpusa ¢ 1efiblo CTa0MIN3alui COCTOSTHUS
[7, 19, 20].
YpoBens yoenuteabHocTH pekomenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 5)
KommenTapuu: Heomnooxcnas mepanus OONHCHA HAYUHAMBCS HEMEONeHHO U NPOO0I#CAMbCs
secb nepuod hebpunbHOU IUXOPAOKU, NOCIe BGaKYuHayuu, 00 U NOCle XUPYPIUUECKO20
eMeuamenbcmea, 0CoOOeHHO y nayuenmos 8 gozpacme 00 6 Jem.
Hasnauarom evicoxooosmuwiii nesoxaprnumun 150-200 me/ke/cymxu (npunoscenue 17)
Jlesokapnumun 6sooumcs eHympugentno —150-200 me/ke/24 u 6 sude 2 -4 pazdenvHuix 003 Ulu
bontocuo no 100 me/ke 6 meuenue 30 munym ¢ nociedyroweti MeonreHHOU 6HYMPUBEHHOU UHG)Y3uell
no 4 me/xe/u. (makcumanvras 0osza 6 e/cym).
Ecnu enympugennoe 6gedenue He803MOINCHO, 803MOM4CeH nepopanbHuli npuem 200 me/ke/cymru
O0pobHoO.
e PexoMenayercsi MH(y3nOHHas Tepanusi B cTanuoHape mnauueHtam c¢ ['Al B mepuoj
METa0OJIMUECKOT0 KpH3a C IEJIbI0 MPEJOTBPALICHHUS PA3BUTHS TSHKEIIBIX HEBPOJIOTHUECKUX

HapyueHui [7, 19, 20].

YpoBens yoenurteabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH 10KA3aTEJbCTB — 5)
Kommenrtapuu: [Ipu nosenenuu y 601v1H020 peomol, nosviuienus. memnepamypul eviuie 38,5°C,
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HeBpOI02UYeCKUX pAcCmMpolicme NOKA3aHA CPOYHAs cocnumanusayus 6 cmayuonap. OcHogHbie
NPUHYUNDBL UHMEHCUBHOU Mepanuu 8 YCI108UaxX cmayuoHapa npeocmaeienuvl 6 Ilpunooscenuu 17
[54]. Pannee nauano unmeHcugHo2o aedeHus: N0360a5em npedomspamums pazeumue msixHceIblx
He8polo2UYecKUx HapyuweHu y oonvuuncmea nayuenmos ¢ I'A1. Bnympusennas unghysuonnas
mepanus 8K0YAem pacmeop 0ekcmposvl** uz pacuema 8-15 2/ke/cym, uncyiunomepanuio npu
eunepenukemuu (goiuwe 10 mmonv/n) uw/unu emoxosypuu. He credyem eozmewams nomepu
ACUOKOCIU 30 CYem SHMePAlIbHO20 numanust (cm.npunoxcerue 17) [28].
Unpysuonnas mepanus exouaem:
- Buympusennoe ésedenue dexcmposvl ** uz pacuema 8- 15me/xe/cymru (Ilpunosicenue
I'7). B cnyyae eunoenuxemuu - HemeoneHHoe gederue oekcmposzvl** 200 me/xe (2 ma/xe
10% oexcmposzor** unu 1 ma/xe 20% Ooexcmposvr**) 6 meuenue HeCKOILKUX MUHYM.
- Buympueennoe 66edeHue Jlesokapnumuna 150-200 me/Ke/cymKu.
IIpeonoumumenvro pazeooums Jlesokapuumun pacmeopom oexcmpo3svl ™ * uiu dobasumso
8 CYMOUHYI0 UHQDY3UI0 0eKCmpo3bl **,
B nepuoo memabonuueckoco Kpusza HeoOX00UM MOHUMOPUHZ — KIUHUYECKUX U
nabopamopueix noxazamenei (KUCIOMHO-WENOYHO20 COCMOAHUL KPOBU, 2II0K03d,
INEKMPOaUmMbL (KAIUL, HAMPU, KATbYUll UOHUUPOBAHHDIU, XJI0P) Kadicovle 4-6 uacos uiu
Pamnblie npu HATUYUY YXyoulenus uiu yiyuueHui cocmosanus nayuenmam ¢ I'Al 6 nepuoo
MemadoIUuecko2o Kpu3a ¢ Yeuvblo OYEHKU COCMOSIHUSL U CBOEBPEMEHHOU KOpPPeKyuu

mepanuu.

. PexoMeHnayeTcs mpuMeHEHHE aMMHOKHUCIIOTHBIX cMecel 0e3 JIn3uHa U Tpunrodana (Wi
C HU3KHUM coJiep;kaHueM Tpunrodana) Bcem nanuenram ¢ ['Al B neproa MmeTaboInyeckoro
KpH3a C LEJIbI0 BOCTIOJIHEHHSI TOTPeOHOCTH B OeJIKe 3a cueT OeIKOBOro

SKBHBaJIeHTa 0€3 MaTOreHeTUYEeCKH 3HAUMMBIX aMUHOKHCIOT [28, 55].

YpoBenb yoenureabHocTu pekoMengauuii C (YpoBeHb J10CTOBEPHOCTH 10KA3aTEJNbCTB — 5)
KommenTapumu: /lpu nHegosmooicHocmu nepopanbHo20 npuema cmecu peKkoMeHO08aHO KOPMIeHUe
uepe3 HA302acmMpanvhbli 30HO. lIpumenenue cneyuanu3upoBaHHOl cmecu KaKk eOUHCMBEeHHO20
ucmouHuxka benxKa 603MOJCHO 6 meyeHue He Oolnee 48 uacos, danee 6 numaHue HeoOXOOUMO
66e0eHUe UCMOYHUKO8 HAMYPATIbHO20 OeNKa (2pyOHOoe MOAOKO, MOJOYHASL cMech U Op.). Pacuem
coenacro npunodxcenuio 1'6.

. Pexomenayercst mpu pBOTE IPUMEHSATh IPOTUBOPBOTHBIE CcpeacTBa #OHIaHCETPOH™* B
no3e 0,1- 0,15 mMr/kr/cyTKr) B BO3pACTHBIX JI03aX C IENIbI0 KYITUPOBaHUS cumnToma [55, 56, 57,

58].
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YpoBens yoenuteabHocTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEJbCTB — 5)
Kommentapumn: /Ipunooicenue 1'7. Bozmodcno npumenenue opy2ux npenapamos, 001adaruux

NPOMUBOPBOMHBIM OeUCEUEM 8 B03DACHHBIX 003UPOBKAX.

. PexoMeHnayeTcsi Tpu OTEYHOM CHHIpPOME JIeTUpaTalioHHas Tepanus ypocemuiom™*
B BO3PACTHBIX /103X 110 KIIMHUYECKOH CUTYyalluu C 1IeJIbI0 HOpMaJIM3allui BOJHOI 0 OaaHca

[55].

YpoBenb yoeauTeabHocTH pekoMenaanuii C (YpoBeHb JOCTOBEPHOCTH I0KA3aTeJbCTB — 5)

4. MeauuuHcKass peadWIMTAIIMS MW CAHATOPHO-KYPOPTHOE JieYeHHe,
MeIUIUHCKUE TMOKA3aHUA W NPOTUBONOKA3AHUA K NPHUMEHEHHI0O METOHO0B
MEINIUHCKOI peaduaIuTalui, B TOM YHUCJIe OCHOBAHHBIX HA HCIOJb30BAHNH

NPUPOAHBIX JIe4eOHBIX (PAKTOPOB

e PexomeHayeTcsl yuacTue crieliiaincTa no Gu3nueckoi peabuanuTayu Mpy BeICHUH MaIueHTOB
¢ 'Al ang koppeKuMH HEBPOJOTUYECKHX HApYHICHHH MO THUIY JETCKOro IepedpaibHOro
napanuya, MEJWIUHCKOTO TICHXOJIora M JeEeKTOJora ¢ IeNbl0 NPOBENEHHUS IICHXOJIOT0-

nefarorunyeckon koppekuuu [21, 28, 48].

YpoBenb yoenureabHocTu pekomenaanuii C (YpoBeHb J0CTOBEPHOCTH /10KA3aTEJbCTB — 4)
KommenTapuu: Peabunumayuonnvie meponpuamus nayuenmam ¢ I'A1 npoeoosamcs ananocuuno
nayueHmam ¢ OemcKuM yepeopaivHulM napaiudyom. Beibop memooa peadburumayuu
ocywecmensaiom — nocie  NOCMAHOBKU — pPeadulumayuoHHo20  OuazHo3a ¢ y4emom
peadunumayuonHo20 — nomenyuara —Ha  ocHosanuu  Meowcoynapoonou  Knaccugurayuu
@dynxyuonuposanuss (MK®). llenvio peabunumayuoHHblX Meponpusmuil AGNAemcs yiyuuleHue
@DYHKYUOHANbHBIX  803MOJMCHOCMEU  peDeHKd, CHUJCEHUe aKmueHOCMU  NAmoI02UYeCcKUx
MOHUYECKUX U JAOUPUHMHBIX peghieKkco8, YCMpaHneHue Namoio2ud4ecKux CcuHepeuti U
cnacmuyHocmu, RpOQUIAKMUKA OPMONEOUECKUX OCTOHCHEHU.

bonvwoe uucno peaburumayuonnvix mMemooux Qusuueckou HANpaeIeHHOCMU CIMUMYAUPYem
08UCAMENbHYIO AKMUBHOCMb U YCUIUBAEM CEHCOPHbINL NOMOK, KOppucupyem no30moHuYecKue
YCMAaHOBKU, O8ucamesnbHbie MOMUBAYUOHHbIE U KOCHUMUBHbBLE HAPYULEHUS.

OCHOBHbIMU ~ HANPAGNEHUAMYU — peadulumayuy  AeIAI0Mca:  usudeckas  peadurumayus
(IIpoyedypwi, HanpasnenHble HA YMeHbUleHUe CRACMUKY, Y cyau no MeOuyuHcKkou peaburumayuu
nayueHma c 3a001e6aHUAMU YEHMPATbHOU HEPEHOU CUCMeMbl KUHe3umepanus, 6 m.u. ie4eOHasl

eumMHacmuka, adanmuseHulii cnopm (Jleuebnas guskyromypa npu 3a0601€6aHUAX YEHMPATLHOU
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HEPBHOTL CUCeMbl U 20108H020 M032a. Jleuebnasn guskyrbmypa npu 3a001€6aHUAX YEeHMPATbHOU
HEPBHOUl CUcmeMbl U 20J106H020 MO32a4 8 Oacceline Ynpadichenus neueOHOU Qu3KYIbmMypoll,
HanpasleHHvle Ha  YMeHbuwlenue cnacmuxu, Jleuebnasa —¢uskynemypa npu  agasuu,
ouzapmpuu, Yciyeu no MeOuyuHcKoul peabuiumayuy 0emetl ¢ He8pOoI0SULeCKUMU 3a001e8aHUAMU
Memooamu NPuKIaoHol Kunezomepanuu), maccaxc (Maccasxc npu 3a601e8aHUsAX YeHMPATbHOLU
HEPBHOTl cucmembl), annapamuas Quzuveckas peadburumayus ¢ UCnoIb308aHuem QuU3UYecKux
Gaxkmopoe (anekmpo, MazcHumo, Yibmpasgykosas mepanus, Boszoelicmeue nepemenHvim
maenumuvim nonem (IleMII), Mexanomepanusi npu 3a601€8aHUAX YEHMPATLHOU HEPEHOI
cucmemvl U 20]106H020 Mo32a, Pobomusuposannas mexanomepanus npu  3a001€6aAHUX
YeHmpAaIbHOU HEPEHOU CUCIEMbL U 20I108H020 MO32a, Jlewebnas ¢uskyrbmypa ¢ ucnoniv3o8anuem
annapamos u mpeHaxcepos npu 3a0071e6aHUAX YEHMPAIbHOU HEPEHOU CUCMeEeMbl U 20T08HO20
mo3zea, T'uopokunesumepanus npu 3a001e6aHUAX YEHMPATbHOU HEPBHOU CUCMEMbL U 20JI08HO20
mo3sea, Koppexyus napyuwienusi 08uecamenbHoU QyHKYuU npu nOMowu OU0I02u4eckoll 00pamHoll
ceasu, Koppexyus uapywenuss O0eueamenvHou @QYHKYUU ¢ UCNOIb30BAHUEM KOMNbIOMEPHLIX
MEXHOI02U), KOHCEPBAMUBHOE OPMONeOUYecKoe JjeyeHue ¢ UCNOIb308AHUeM HOCHYPATbHO2O0
MeHedncmenma u opmesoe (Ilocobue no 6occmano8ieHUrO NO30-CMAMUYECKUX QYHKYUL,
Junamuueckan nponpuokoppexyus, Yciyeu no MeOuyuHmckou peabunumayuu Oemel C
Helipoopmoneou4eckoll namonozuell. Memooamu Jne4edHo2o metnuposanus, Ycuyeu no
00CYHCUBAHUIO  OpMONneOUudecKux npucnocobnenuti, Koppexyusi cveMHOU OpmoneouyecKoll
KOHCmMpyKyuu), Koppexkyuro oucgazuu (Jleweonas gpuskynomypa npu oucghaeuu, Hnoueuoyanvroe
3auamue nedebnol @uskyrbmypou npu oucgacuu, Tpenuposxka ¢ Ouonocuyeckolu 06pamuou
Cc8A3bI0 MO 2lekmpomuozpaguu  npu  oucgazuu),  MeOUKO-NCUXOJI020-NedaA20SUYECKUE
pazeusarowjue conpogooumenvhvle mexHoao2uu, adanmayus cpeowvt (Hetponcuxonocuueckas

peadbunumayus)[49].

o Pexomenayercss KoHCydabTauMM Joromena namueHtam ¢ ['Al ¢ nensro npoBencHMs
MEpONPHUATHIA, HAIIPABJICHHBIX Ha yIy4llIeHUE peueBbIX GYHKINN U Koppekuuu aucharuu [21, 28,

48].

YpoBenb yoeaurenabHocTH pexkoMenaanuid C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4)
KommenTapuii: mocym npumensamocs: Meouko-noconeduueckoe ucciedosanue npu oucgaui,
Meouko-noconeouueckoe uccredosanue npu agazuu, Meduxo-10coneduneckoe ucciedo8anue
npu ousapmpuu, Meouko-n1oconeduyeckas npoyedypa npu oucgacuu, Meouxo-noeconeduueckas
npoyedypa  npu  agasuu,  Meduxo-noconeduueckas — npoyedypa  npu  Ouzapmpuu,
Meoukonozoneduueckas ~ moHanbHO-pummuyeckas  npoyedypa,  Meouko-noconeouueckas

npoue()ypa C UCNoaIb306aHUEM URMEPAKMUBHbLX qu)OpMaL;MOHHle MexXHOoI02UlI.
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5. IIpodpunakTuka U AUCIAHCEPHOE HADII0IeHN e, MeAUIUHCKUE TIOKA3aHUS U

NPOTHUBONOKA3AHUSA K IPMMEHEHUIO MEeTO/10B NPOPUIAKTUKHA

5.1 lIpopuaakTuka

e Pexomenayercs nepBuyHasi 1 NOBTOPHAs KOHCYJIbTALMS Bpaya-r€HETUKA I10CJIE€ YCTAaHOBICHUS
nuarHo3a ['Al mamueHTy wim ero oQHUIMaIbHBIM MPEICTABUTEISIM C LETIbI0 pa3bsCHEHUH
TeHETUYECKOT0 PHCKa, 0OCYKIIEHUS] BOZMOKHOCTEH MpEeHaTaIbHOW M MPEUMIUIaHTAIIMOHHON

nuarnoctuku [50].
YpoBens yoeauteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 0KA3aTEJbCTB — 5)

KommenTapumu: IIpogunaxmuueckue Mepul BKIIIOYAIOM MeOUKO-2eHemuyecKoe
KOHCYTbMUPOBAHUE U NPEHAMANbHYI0 OUACHOCMUKY, KOMOpAas MNpo80OUMcs C HNOMOUbIO
MOJIEKYIAPHO-2eHeMU4ecKko2o ucciedosanus ouonmama xopuorna [2,15]. Heonamanvholii

ckpunune 8 Poccutickoii @edepayuu na I'A1 ne nposooumcsi.

O PexomengoBano mnamueHtaMm ¢ ['Al npoBoauTh NPOPHIAKTHYECKYIO BaKI[MHAIUIO T10
HAIIMOHAJILHOMY KaJICHJapi0 TPUBUBOK C COOJIIOJICHUEM MEp IMPEI0CTOPOIKHOCTH, B TOM YHUCIIE,
Ha (pOHE CTPOTrOro BHIMOIHEHHS JUETHYSCKUX M JICYCOHBIX Ha3HAYCHUI C 1ENbI0 (POPMUPOBAHUS
UMMYHHOU 3aIIUThI OPraHu3Ma OT HH(DEKIIUH ¥ MTPEIOTBPAICHHS Pa3BUTHS
SHIIePATUTONOJOOHBIX KpH30B [7, 40].

YpoBenb yoenureabHocTu pekomengauuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTEJNbCTB — 5)
KomMmenTapum: saxkyunayuro yenecooopasHo npoeooumv CHReyuaiucmamu, UMewumMy onvim
Ppabomul ¢ nayueHmamu ¢ MemadoaudeckumMu OONE3HAMU, UTU NOO UX KOHMPOIEM.

B nocmeaxyunanvrom nepuooe ciedyem npucmaibHo Habao0ams 3a NPUSUMbIMU C NOGMOPHLIM
UMepeHuem memnepamypvl mead, 4mo HeoOXooumo OJisi He3aAMeONUMENbHO20 HAZHAYEHUS]
JHCaponoHuUdCarowell mepanuy npu ouazHocmuposanuu auxopaoxku >38,5°C, (napayemamon™*
unu, ubynpoghen™*). Kaosicovie 2 uaca HeodXooumo noemopHo oyeHusams COCMosHue CO3HAHUs
nayueHma, noKazamenu memMnepamypsl meida u yceoeHue KopmieHus pebénkom. Eciu pooumenu
APOWLIY COOMBEMCMBYIOUYI0 NOO2OMOBKY, PACMEOPbL MAILINOOEKCMPUHA UYL CONOCMABUMbLE
Venesoonvle 000a8KU MOJHCHO 66800UMb NEPOPAIbHO UMU UYepe3 HA302aCmpalbHblll 30HO,

2acmpoCcmomy Uil erHOCMOMUI0 0711 0becneyeHus 00Cmamo4no2o 3anaca suepeuu [28].
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5.2 IucnancepHoe Ha0JJII0IeHNe

e Pexomenayercsi onpeseieHue KOHIICHTPAIIMA aMUHOKHUCIIOT B KpOBH Yy manueHToB ¢ ['Al ¢
1EJIbI0 MPOPUIAKTHKH HETOCTATOYHOCTH ntuTanus [19, 21].

YpoBenb yoenurenabHocTH pekoMenaanuid C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KommenTapuu: Ob6viuno onpedeneHue amuumoxuciom 6 niazme kposu nayuenmam c¢ 1Al

NPOBOOUMCSL C YACMOMOIL. Kaxcovle 1-2 mecsaya nayuenmam 00 200da, Kaxcovle 3 - 6 mecsyes y

Oemetl maaowe 6 1em, kadcovie 6 -12 mecsayes nayuenmam cmapue 6 1em. OnpeoeneHue yposHs

mpunmoghana u IU3UHA HA3HAYAIOM 8ceM NAYUEeHMAaM NpU 803HUKHOBEHUU NPOOIeM ¢ NUmanuem

(cm. Ipunooicenue I'8. bBuoxumuueckuii u uHCmMpymeHmaibHulli MOHUMopuHe nayuenmos ¢ I'Al).

e PexoMmenayercs uccieoBaHue YPOBHS CBOOOJIHOTO KApHUTHHA U allUJIKAPHUTHHOB B KPOBU
BceM nanuenTam ¢ ['A1 1715 BbIsSIBIIEHUSI BTOPUYHON KapHUTHHOBOI HEJIOCTaTOUYHOCTH [28].

YpoBeHnb yoenureabHocTn pekomenaanuii C (YypoBeHb J0CTOBEPHOCTH J0KA3aTeNbCTB — 5)

KommenTapuu: O6viyuno ucciedosanue yposHs C80000HO20 KAPHUMUHA 6 KpOSU U
ayunkapHumunog 6 kpoeu nayuenmam ¢ I'Al nposooumcs ¢ uacmomotii: Kadxcovie 2 mecsaya
nayuenmam 00 2004, kaxcovle 3 mecsya nayuenmam om 1 2ooa 0o 6 nem, kasicovie 6 -12 mecsuyes
nayuenmam cmapwe 6 aem (cm. Ilpunoocenue ['S. Buoxumuueckuil u UHCMPYMEHMATbHbLU
monumopune nayuenmos c¢ I'Al). Heobxooumo ommemums, umo ypo8eHb AYUIKAPHUMUHOB

MooHcem noesblutamvCsl nNPpU HA3SHAYeHUU ﬂe@okapHumuHa.

0 PexoMeHnayercsi peryiasipHbli KOHTPOJb OOLIEro (KJIMHUYECKOI0) aHaiu3a KpPOBU BCEM
NaUeHTaM € LeJIbI0 MOHUTOPUHIa HYTPUTUBHOTO cTaTyca [28].

Yposens yoeauteabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3ATEJILCTB — 5)

Kommentapum: O6viuno oowuii (knunudeckuii) ananuz kposu nayuenmam ¢ I'A1 nposooumcs ¢
yacmomoii: Kadxcovle 6 mecsyes nayuenmam 0o 6 nem, kadxcovle 0-12 mecsayes nayueHmam
cmapute 6 nem (cm. Ilpunosicenue I'S. Buoxumuueckuil u UHCMPYMeHMATbHBIL MOHUMOPUHR

nayuenmos ¢ I'Al).

e PexoMenayercsi BceM TalMeHTaM IPOBEJACHHME aHAINW3a KpPOBHU OMOXUMHUYECKOTO
o0IIeTepaneBTHYECKOro  (CoaepkaHue TJIIOKO3BI, TIOKA3aTeld KHCIOTHO-OCHOBHOTO
paBHOBecHsI, o0111ero 6esKa, OeIKOBBIX (ppakuuii, anb0ymMmuHa, C peakTUBHOTO Oelka, 0011ero
OmnmmpyOnHa, X0JeCTepHHA, TPUTIUIICPHUIOB, IMTIOMPOTEHIOB HU3KOW U BEICOKOH IJIOTHOCTH
(uccneoBaHUE YpPOBHS JIMIIONPOTEMHOB B KPOBM), IIEJOYHON QocaTaspl, KpeaTHHHHA,
MOYEBHHBI, ajmaHuHaMuHOTpaHchepasbl (AJIT), acmapratamunorpancdepazsr (ACT),

eraTI/IH(I)OC(I)OKI/IHBSBI, KaJlblus O6I_I_ICTO n HOHU3UPOBAHHOTO, HaTpus, KaJius,
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Heopranuueckoro ¢ocdopa, xemesa, GpeppuTHHA, MarHUs) C IEIBI OIEHKH COCTOSTHUS
MEYCHH, MOYeK, OamaHca  BaXKHEWIIUX  HYTPUEHTOB Opu  JUETOTeparuu,
KanbIueBOPocopHOro OOMEHa U BBISBICHHS OTKIOHCHHHA BAKHBIX OHOXUMHYECKHX
roKasareliel i ajnbHeimen koppekuu [21].

YpoBenb yoeaurTeabHOCTH pekoMenaanuii C (YypoBeHb JOCTOBEPHOCTH I0KA3aTeJbCTB — 5)

KommenTapuu: O6biuno ucciedosamniue yposHs arbOYMUHA 8 KpOBU HA3HAYAOM NAYUEHMAM npu
B03HUKHOBeHUU npodiem ¢ numanuem. HMccredosanusi ypoeus — kanvyus, ¢hocopa Kposu,
NEeYEHOUHBIX MPAHCAMUHA3 NPOBOOUNICSL C YACMOMOU: Kaxcovle 3 Mecaya nayueHmam 00 2004,
Kadicovie 6 mecsayes nayuenmam om I 2o0a 0o 6 1em, kadxcovie 12 mecayes nayuenmam cmapuie

6 nem (cm. Ipunoscenue I'S. Buoxumuueckuti u UHCMPYMEHMATbHBIL MOHUMOPUHE NAYUEHINO8 C

I4l).

e Pexomenayercs nmpoBeeHue 00IEro (KIMHNYECKOT0) aHAIM3a MOYH BceM TanueHTam ¢ ['Al
C 1eJIBI0 KOHTPOJIA Ta0OpaTOPHBIX Moka3arenet [7, 34].

YpoBeHnb yoenurenbHocTn pekomenaanuii C (YypoBeHb J0CTOBEPHOCTH J0KA3aTeNbCTB — 5)

KommenTapuu: O6biuno oowuil (knunuveckutl) ananusz mouu nayuenmam ¢ I'Al nposooumcesi ¢
yacmomolii: kadxcovle 6 mecsyes nayuenmam 0o 6 nem, xadcovlie 6-12 mecsauyes nayuenmam
cmapwe 6 nem (cm. Ilpunosicenue I'S. Buoxumuueckuti U UHCMPYMEHMATbHBIL MOHUMOPUHS

nayuenmos ¢ I'Al).

e Pexomenayercs NpoBeAeHUE HEHPOPATUOJIIOIMYECKOTO HCCIEIOBAHUS TOJIOBHOIO MO3ra
(MPT/KT ronoBHoro mosra) mamuertam ¢ ['Al mo mokazaHusM C UENbIO BHU3yalH3aIl[uu
M3MEHEHUH TOJ0BHOro Mo3ra [29, 30].

Yposensb yoeaureabHocTH pekoMenaanmuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 4)

KommenTapuu: O6viuno Hetipopaduonocuieckoe UCCIe008AHUE 20N08HO20 MO32d NPOBOOSM
nayuenmam — npu  YCMAHOGNeHUU  OUAcHO3a, d  Makdxice  Nocie  NepeHeceHHO020
9HYehanumono0ooH020 Kpusa, Nos6IeHUs NPo2peccupyioueli HegpoI02u4ecKou CUMRNMOMAMUKY
npu omcymemeuu npomusonokazanuii (cm. Ipunoowcenue I'S. Buoxumuyeckuti u

UHCMPYMEHMANbHbIU MOHUMOpuHe nayuernmos ¢ I'A1). Hapkos no nokazaunusim.

e Pexomenayercss  HccleIOBaHME  MHUHEPAIBHOW  IUIOTHOCTH  KOCTHOW  TKaHU  —
(Pertrenonencutomerpusi) y nanueHToB ¢ ['Al mist IMarHOCTUKHA OCTEOTIEHUH, BBISBICHUS

IPYNIBI PUCKA 110 OCTEONOPO3Y U MPUHATHUS JIeueOHO-IpoduIaKkTHIeckux mep [21].
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YpoBenb yoeaurenabHocTH pexkoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5)
KommenTapumu: /lposooumcsa nayuenmam cmapuie 5 iem no nOKA3aHUSM.

e Pexomennyercsi mpoBeneHue siekTpodHiedanorpadpun (I20) mamuentam ¢ Al mpum
HAJIMYUU HEBPOJIOTUYECKON CUMITOMATHKH JJIsl BBISIBIICHHS STIJICITUYSCKONH aKTHBHOCTH |7,
35]. VYpoBenb yOeautenbHocTH pexkoMmenaamuii C (ypoBeHb [10CTOBEPHOCTH

A0Ka3aTeJabCTB — 5)

KommenTapuu: ¢ mom uucine 331" ¢ éudeomonumopuneom. Ilpu omcymemeuu npucmynos-He

peoitce 1 pasa e 200, npu Haaiuduu snujienmudecKux npucmynoe- no nNOKA3aHUuAM.

e Pexomennyercsi npoBefieHHE yIbTpa3BykoBoro ucciefaoanus (Y3UW) opraHoB OpromiHoii
nojocTu nanueraTam ¢ ['A 1 miis BeIsIBJIeHHS TTaTOIOTHUH IedeHu [36, 52].

Yposens yoeaureabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

Kommenrtapun: Kpamnocme npu omcymemeuu usmenenuu-re peosice 1 paza 6 200, npu Haauvuu

namoJiocuu nedverHu- no NOKA3AHUAM.

e Pexomenayercss mnpoBeicHHE OQPTATHBMOCKONUHM TAIMEHTaM C ILEJIbI0 CBOCBPEMEHHOTO
oOHapyxeHus odraipmMoaoruyeckoi nmatomaoruu [38].

YpoBenb yoeauteabHocTH pekoMeHaauuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 4)

KommenTapuu: Kpamuocms npu omcymemeuu usmenenuti-ne pesxce 1 pasza é 200, npu Hanuyuu

namoJiocuu - nO NOKA3AHUAM.

o Pexomenayercsi namueHtam ¢ ['Al mnpoBeneHue KOpPpPEKIUH JIe4EOHOTO MUTAHUS H
CUMIITOMAaTHYECKOM  Tepamuu ¢  LENbI0  MCKIIOYEHHS  OeKOBO-IHEPreTHYEeCKOMH
Henmocrarounoctu [1,3,7,18,1,20]

Yposens yoeauteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3ATEJILCTB — 5)

KommenTapun: Koppexyuro ouemomepanuu npogoosm 8pauu-eeHemuKu i 8paiu-ouemonou
¢ wacmomotil p/mec na 1 200y scusnu, oanee 1 p/3 mec u no noxazanusim 0o 3 sem, 1 p 6 mec

nocne 3 nem [50, 51].

L PeKOMeH)lyH)TCﬂ npu Ha6J'IIOI[eHI/II/I NaluECHTOB C I'Al ¢ HOCJIBKO KOPPCKOUH TEpalluu MU

AUHaAMHUYCCKOI'0O MOHHUTOPHUHI'Aa IPUMCHSATH MyJIBTI/II[I/ICLII/IHJ'II/IHapHHﬁ noaxon [28]
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YpoBens yoenuteabHocTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEJbCTB — 5)
KomMmeHTapumM: nokazanvl nepsuunvie U HOBMOPHbIE KOHCYIbMAYUU 8paia-2eHemuxd,
epavaogpmanvmonoea, 8pava-Hesponoea, gpaua-ouemonoza, 8pava-kapouonoaad,
Jloeonedadehekmonoza, paia-He@dposozd, MeOUYUHCKO20 NCUXO0J02d, 8paAYa-opmoneod, 8pava-
neouampa, 6paya-mepanesmad, 8paua-HeupoxXupyped, 6pava-xupyped, epaid-ogpmanbmonoad,
eépaua-JIPK, a mak oice epaueti Opyeux cneyuanvHocmeti nayuenmam c 1Al, umerowum

HapyuleHus (PyHKYuti coomeemcmeyiowux opearos u cucmem 1,2, 7].

e Pexomenayercs o0s3aTensHOE HAOMIOACHNE Bpaya-HEBPOJIOTa BCEM NAIlMEHTaM JIJIsl OLIEHKH
TSDKECTH HEBPOJIOTMYECKUX HAPYIICHUWH W WX MOocheayromed koppekuuu [2,7,16,19,20].
YpoBensb yoeauteabHocTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH /10Ka3aTelbCTB —

o)

Kommenrapum: Yacmeimu mneeponocuueckumu ocnodxcHenusmu 1A 1 asisomes: 0
aKCmpanupamuoHvle Hapyuienus (bonee uem 6 95% cnyuaes, paseuearomcs nocie nepeHeceHHo2o
0CmMpo20 MOKCUKO-MemaboauyeckKo20 Kpusza);, o snuienmuyeckue npucmynvt (4-40%);, o

cyboypanvhvie kposousnusanus (10-30%); o 08ycmopoHHue apaxHouoaibHvie KUCHbl

O  PexoMenayercs o0yueHue poauTesneil npaBuiaM OpraHu3aluy Tepanuu B
MEXIPUCTYIHBIN MEPUOJ U B IEPUOJT YTPO3bl META00INYECKOro KpH3a nmanueHToB ¢ ['Al ¢
LeJIbI0 MPEJOTBPAIIEHNS Pa3BUTHUS TOBTOPHBIX SHIE(PATUTONOJOOHBIX KpU30B [55].

YpoBenb yoeauteabHocTH pekoMenaauuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 5)

KommenTapuu: V pooumeneii pebenka 6cecoa O0ondcHa Oblmb RAMAMKA C YKA3AHUEM
HEOMJIONHCHbIX ~ MepONpUAmuil 8 Nepuod HaAduHaowe2ocs memaboruyeckoeo Kpusa. B
IIpunoscenuu I'9 npugedenvi Meponpusamus, HANpaeieHHble HA NPeOomepawjeHue pa3eumus

NOBMOPHBIX IHYehanumonodoobHvix kKpu3zos [7,20].

6. Opranuzanusi oKa3aHusi MeJIUIMHCKON MOMOIIH

IToka3zanus AJISA MJIAHOBOM roClnuTAJU3AIMHA B MCIUIIMHCKYIO OPraHu3anunio.

1. mpoBeaeHME TUATHOCTHKH U JICUEHHUs, TpeOyrolne NpoA0KUTEIBHOTO (JHEBHOE HIIH
KpYTJIOCYTOYHOE MPEOhIBAaHNE) MEAUITTHCKOTO HAOIIOICHUSI 1 MOHUTOPUHTA
KJIMHUKOJ1a00paTOPHBIX TTOKa3aTeNeH;

2. HeoO0XOAMMOCTh MPOBEIACHUS PAa3TUYHbIX BUJIOB SKCIIEPTH3 WM 00CIeI0BaHNUs B

MeJIHHPIHCKOfI opraHu3alvu IIPpHU HEBO3MOXHOCTHU IMTPOBCACHUA UX B aM6y.]'IaT0pHI)IX

34



YCJIOBHAX (B TOM 4Kcie 0pOpMIICHHE 3aKITI0YEeHUs PeiepaIbHOro

KOHCHJINyMa/BpauyeOHONM KOMHCCHH).

IToxka3zaHus AJIs SKCTPEHHOM TOCHUTAJIN3ANMMN B MEINIMHCKYIO OPraHu3aIMIo:

1. OCTPBIC YI'POXKAKOMIUEC JJIA KU3HU W PA3BUTHA OCJIOKHCHUM COCTOsIHHUA, B TOM 4YHCIIC
METa0O0THYECKUH Kpus, Tpe6y1-OH_[I/I€ HCOTJIOXHOI'O JICUCHHA, B TOM 4YHUCIIC WHTEHCHUBHOM
T€parinyd, a TaKXE KPYIrJIoCyTOYHOro MCEAUIMHCKOI'O Ha6J'II-OI[eHI/II/I U TIIPOBEACHUA

CIiICnuaJIbHbIX BU0B OGCHGI[OBaHI/ISI " JICUCHUS.

IToxka3aHus K BhINKMCKE MAIIMEHTA W3 METHIMHCKOH OPpraHu3alim:

1. oTcyrcTBUE Yrpo3bl AJIS KU3HU NALMEHTa U Yrpo3bl Pa3BUTHUS OCIOKHEHUH, TPEOYIOIIHNX
HEOTJIO)KHOTO JICUEHHUSI TIPH 3aBEPIICHUE TUArHOCTUYECKUX MEPOIPHUSATHIA.

2. crabunM3anusi COCTOSHMSI M OCHOBHBIX  KJIMHHUKO-JIADOpaTOpPHBIX  IOKa3aresei
NaTOJIOTUYECKOTO  TPOIEeCca, OTCYTCTBUE HEOOXOJMMOCTH B  MPOJOIDKHTEIHLHOM
MEIUIUHCKOM HaOII0IeHUH (JHEBHOE WM KPYIIIOCYTOYHOE ITpeObIBaHNUE);

3. HeoOX0JAMMOCTh TMepeBoja OOJBHOTO B JAPYroe MEIUIMHCKOE YUYPEKICHUE WU

YUPECKACHNUEC COMUAIIBHOT'O obecreyeHus.

Oco0eHHOCTH OPraHN3aAINY OKA3AHUA MeIMIIMHCKOH moMoinu nanuenram ¢ 'Al

[Tarmentsl ¢ ['Al 4WacTo rocnuTanu3uUpyrOTCs B OTACICHUE IATOJOTMU JAETEH DPAaHHEro
BO3pacTa, HEBPOJOTMYECKOE, MH(EKIMOHHOE OTAENEHUS WIM pPEaHUMAIHI0 B COCTOSHUU
3HIEe()ATUTONOAOOHOTO KpH3a (MEPBUYHOTO WJIM MOBTOPHOTO). [IpoAomKuTensHOCTh
TOCMUTAIM3AUN  3aBUCUT OT CKOPOCTH BEpU(pUKALMU JMArHO3a, KOPPEKIHH
METa0OJMYECKUX HapyLUIeHUH IyTeM TMpOBEJCHHUs HWHTEHCUBHOM Tepaluyd W Hayaja
NaTOr€HEeTUYECKON TUETOTEPAIINH, a TAKXKE OT CPOKOB MOSBICHHUS MTOJIOKUTEIBHON IMHAMUKH
CO CTOPOHBI LIEHTPAJILHOW HEPBHON CHCTEMBI U IPYIMX OPraHOB, CKOPOCTH BOCCTAHOBJICHUS
OMOXMMHYECKHX TOKa3aTesel U B CpeAHEM COCTaBIIsAeT 21 1eHb.

[Tocne BbIMMCKM W3  cTalMoHapa peOEHOK  JODKEH  HaxXOJUThCS  HA  JTame
amMOyaTOPHONOJIMKIMHUYECKOT0 HAOMIOACHUs Yy Bpadya-Neauarpa, Bpada-HeBpOJIora, Bpaya-
reHeTHKa, OOJIbHBIE MAIIMEHTHI C CAMITOMAaTHYECKON SMUIIETICUEN HYKIAl0TCs B HAOIIOACHUH
Bpauasnuienrtojora. KoHCynapTauum Apyrux CHENHUATUCTOB (Bpauy-o(TaabMOJIOr, Bpay-
opronen, Bpad JIOK u ap.) Ha3HAYAIOTCS 110 TTOKA3aHUSIM.

E>xeroHo mareHTaM JOJKHBI MPOXOAMTH YIIIyOJEHHYIO JHUCIAHCEPU3AIUI0 B YCIOBHSIX
JTHEBHOT'O CTaIlMOHapa (JUIMTENBbHOCTh TOCHHTANM3aluu He MeHee 10 cyTok), rnie Takke
OCYIIECTBIISIOTCA HEOOX0IMMBbIE peaOUINTAIIMOHHBIE MEPOITPUSITHSL.

PeabunuTanimoHHble  MEPONpPUSTHUS,  BKIIOYAlOIIMEe  JiedeOHyr0  (QU3KYIbTYypy U

buznoTepaneBTUYECKUE MPoLeypbl HEOOXOIUMO MPOBOIUTH KaXk/ble 3 MecsIa.
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7. JomoanurenbHass uHGopmanus (B ToM 4yuciae (GakTopbl, BIAMSIONIHE HA

HCXO0/1 3200/1eBAaHUS WJIH COCTOSTHMS)

Echu  ouemomepanus u  npumenenue JlesoxapHumuma  Hauamo 8  Nepuoo
HOBOPOIHCOEHHOCMU 00 PA38UMUSL KIUHUYECKOL CUMAMOMAMUKU, MO Y OObUUHCMBA NAYUEHINO8
3abonesanue npomekaem npakmuiecku oOeccumnmomHo. llpu Hapywenuu pexomeHoayui no
HEOMIONCHOMY JledeHUl0o Memabonudeckux Kpuszos 3abonesanue umeem HeOAA2oNPUIMHbIL
NPOCHO3 C pa3sumuem CMmpYKmMypHulX USMEHEeHUll 20l108H020 MO032a U Hpozpeccupyroujeti

H€6p0ﬂ08ull€CK01:i CUMNMOMAMUKU.

Kpurepuu oueHKH KayecTBa MeIUIIMHCKON IMOMOLIH

Ne OneHkKa BLINOJHEHUA
Kpurepun kayecrBa
KpHUTepus

1. BoinonHeHo onpenenenrne B KPOBU CBOOOJHOTO KapHUTUHA U Ha/ner
AUUIKAPHUTUHOB U YPOBHS OPraHUYECKHUX KHCIOT B MOYE

(Ipu NepBUYHON TUATHOCTHUKE)

2. Boinonnena Mosnekynspaas JIHK-numarnoctuka (mmouck Ha/ner
NaTOTEHHBIX BapuaHToB B reHe GCDH) 1pu mnepBUYHOU
JTMarHOCTHKE

3. | IlpoBenena mepBUYHAsE KOHCYJbTAallMUM Bpaya- T'€HETUKA IPH Ha/uer
IIOCTAHOBKE JTUarHO3a

4. BeinonHeHa MarHUTHO-pe30HaHCHass Tomorpadus W/uiu Ha/ner
KOMIIbIOTEpHast ToMorpagusi TOJOBHOrO Mo3ra (mpH
NIEPBUYHON  JMAarHOCTMKE M  IOCIE€  IIEPEHECEHHOIO
SHIIE(PATUTONOA00HOTO Kpu3a, MOSIBJICHUS
IIPOrPECCUPYIOLIEN HEBPOJIOIMYECKONM CHUMITOMATHUKU IIPH
OTCYTCTBHMHM ITPOTHUBOINOKA3aHUI )

5. | Haznauena pauerorepanus c OTpaHUYECHUEM Ha/uer
JU3UHa, TpunTodana

6. HasznaueHa tepanusi 1€BOKapHUTHUHOM Ha/uer

7. BeimontHeHO  ompeneneHue  CBOOOJHOTO KapHUTHHA B Ha/uer
TUHAMUKe (KaKIple 2 MecsIa MalueHTaMm JI0 roja, Kaxiabie 3
MecsIIa manpeHTaM ot 1 roga 1o 6 nnet, kaxapie 6 -12 mecsien
MalMeHTaM crapiie 6 JeT.)
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BrimotHeHa rocniTanu3anys B CTallMOHAP B Cydae HATMYHUS Jla/Het
CUMIITOMOB META00JNYECKOTO KpH3a
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u oxpanbl 3710poBbs nereil LIKb PAH, unen Coro3a neauarpos Poccuu, unen Accouuanuu
MEJIUIIMHCKUX reHeTuKkoB (AMI)

3axapoBa Exarepuna IOpbeBHa — 1.M.H., 3aBedylomnias J1abopaTopueil HacjeICTBEHHBIX
6onezneit oomena OI'BHY «Meauko-reHeTHueckuil HayuyHbId IeHTp uM. akagemuka H.II.
boukoBa», unmen Poccuiickoro o0miecTBa MEAUIIMHCKUX T€HETHUKOB, WIEH €BPOMNEHCKOro
oO1iecTBa 1o U3y4yeHHUIO HaclIeICTBEHHBIX Oosie3Hel ooMeHa BeniecTs (SSIEM).

Ky3enkoBa Jlioamuia MuxaiiioBHa — npodeccop, A.M.H., HayalbHUK LleHTpa nerckoi
IICUXOHEBPOJIOTHH, 3aBEIyIOLIasl OTICICHUEM IICHUXOHEBPOJOTHMM M IICHXOCOMATHYECKOU
naronorun GI'AY «HayuyHblil MEIUUMHCKHUII UCCIIEIOBATENBCKUI LEHTP 3/10pPOBbS AETEI»
Munzapasa Poccun, wien Accoumraniy MEAUIIMHCKUX TeHETUKOB (AMI).

Kypkuna Mapuna BaagumupoBna — H.c. DT’ BHY "Menuko-renernyeckuil HayuHbli LIEHTP
uM. akagemuka H.IT.boukoBay, unen Poccuiickoro o6miecTBa METUIIMHCKUX TeHeTUKOB Kyies
Cepreii HBanoBuu — wun.-kopp PAH, unpodeccop, na.m.H., gupektop OIBHY
«MenukoreHeTnueckuii Hay4yHbli HeHTp uM. akagemuka H.II. boukoBa»", Ilpe3uneHt
Acconuanuni MeTUIMHCKUX reHeTuKoB (AMI).

MuxaiisioBa Caersiana BuranbeBHa — 1.M.H., 3aBeAylollas OTACICHUEM MEIUIMHCKON
reaetukn  DI'BY «Poccuiickas gerckas kiIMHHYECKas OonbHUIA» MuHn3apaBa Poccun
Hazapenko JIvoamuiaa [IaBiaoBHa - mpodeccop, 1.M.H., 3aMECTUTEIh JUPEKTOPA M0 HAYYHOH U

nedyeOHOM paboTe, pPYKOBOIUTENb JIA0OpATOPUU HACIEACTBEHHOH matomoruu HUU
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MEIUIIMHCKOM reHeTuku, Tomckoro HUMM, unen Accommanuy MEIMIIMHCKUX T'€HETHKOB
(AM).

HuxonaeBa Exarepuna AJjiekcaHgpoBHa — J.M.H., [JaBHbIH HayudHbI COTPYJIHUK,
PYKOBOJUTENb OTIEICHUS HACIEICTBEHHBIX M BPOXKIEHHBIX 3a00JieBaHUIl C HapylIeHHEM
ncuxukun HaydHO-mCCnenoBaTenbcKoro  KIMHUYECKOTO MHCTUTYTA MEAWATPUM MUMEHU aKajl.
I0.E. Benprumena 'bOY BIIO PHUMY um. H.U. [luporoBa MunszapaBa Poccum, uineH
Acconuanuu MeIUIMHCKUX reHeTukoB (AMI).

IeyaTunkoBa Haranabsa JleonnaoBHa — pykoBoautens ['opoackoro Llentpa opdanHbIX U
IPYTUX penkux 3aboneBaHuid y aetedl m moapoctkoB I'bY3 «Mopo3zosckas JII'’Kb I3M»
IIymkoB AJiekcaHap AJjiekceeBHY — K.0.H., BEAyIIMH Hay4yHBI COTPYIHHUK JIaOOpaTOPHH
MOJICKYJISIPHOM TreHeTHKH M KieroyHod Ouonorun OPI'AY  «HayuHslii MeIUIMHCKUMA
WCCIICIOBATENILCKUI LEHTP 310pOBbA Jnerei» MunsnpaBa Poccuun, wien Acconuanuu
MEIUIMHCKUX reHeTUKOB (AMI).

Pennna CBersiana A¢danacbeBHa — K.M.H., Bpau-reHeTHK @I'BHY "Menuko-renernueckuii
Hay4dHBIA eHTp uM. akagemuka H.IT.BoukoBa ", wien Poccuiickoro oGmiecTBa MEIUITMHCKUX
TeHETUKOB, WieH ACCOLUAIMU MEIULIMHCKUX TeHeTHKOB (AMI).

CaBoctbsinoB Kupunn BukropoBuu — k.0.H., HauanpHuK LleHTpa ¢QyHIaMeHTaIbHBIX
uccnenoBanuii B nenuatpun OI'AY «Haydnslii MEIMIMHCKUN HCCIEI0BATENbCKUI LEHTP
310poBbs jaereit» MunznpaBaPoccuu, wieH Acconuanuu METUIIMHCKUX TeHeTUKoB (AMI).
CenumizsinoBa JInnus PoGepToBHa — K.M.H., Bexyuil HayuHblid cotpynauk HUW nenuatpun
u oxpansbl 370poBbs Jeteil [LIKb PAH MunoOpHayku, 1oueHT Kadeapsl neguaTpuu U JeTCKOM
pesmatonorun OI'AOY  «Ilepseiit MI'MVY wum. HU.M. CeuenoBa» Munsapasa Poccuu
(CeuenoBckuii Yuuepcurer), wien Coro3a [lenuatpoB Poccun

CvmupnoBa Oubra SIkoBjieBHA — Bpau-r€HETUK, CTAPLIMH HAay4HbId COTPYIHHUK OTIEja
CTaHJIapTU3alUN U U3YYEHHUs] OCHOB JokazarenbHOM MenuuuHbl HUM nepmatpum m oxpaHsl
3nopoBbs geteit LIKb PAH

CnapOep Ilerp AnapeeBuu4 — M.H.c. Jaboparopuu ¢yHKUMOHaIbHON reHomuku OPI'BHY
"MI'HL]", Bpau renetruxk ®I'BHY "MI'HII", umen Poccuiickoro o6miecTBa MeEIHITMHCKHUX
TCHETUKOB

CrtpokoBa Tarbsina BuxkrtopoBHa - a.Mm.H., mpodeccop PAH, 3aBemyromas otraeneHuem
MeMaTPUUECKON TracTpOIHTEPOJIOruH, renaronoruu u auerojgorun Knuauku GI'BYH "OULL
MUATaHUS ¥ OMOTEXHOJIOTUN"

®enoceenko Mapuna BiraguciaaBoBHa — K.M.H., 3aBe1yIOIIas OTAEIOM pa3padOTKH HaYyUHBIX

noaAXo40B K HWMMYHH3aIUM MAIMUCHTOB C OTKIOHCHHUAMHU B COCTOAHHU 30POBbIA U
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XPOHUYECKUMH OOJIC3HSMU, BEAYITUH HAYyYHBIN COTpYIHUK, Bpad-nieaunarp HUW neauatpun u
oxpansl 3710poBbs Aeteit [IKb PAH MunncrepcTBa Hayku 1 BeIcIero oopazoBanus Poccuiickoi
@enepanun, ToUEHT Kadeapsl (aKyJIbTETCKOW MNMEAMATPUU MEAUATPUYECKOTO (aKyabTeTa
OI'bOY BO «PHUMY um. H.M. ITuporoBa» MunzapaBa Poccuu, unen Coro3a neauaTrpon
Poccun

®ucenko Aunapeii IlerpoBuuy — mpodeccop, a1.M.H., nupekrop OI'AY «HMUIL] 3mopoBbs
nereit» MwunsnpaBa Poccun, Ilpesuaent IlpodeccmonanbHONM OOIIECTBEHHON OpraHU3aIMU
(accoumanuu) nerckux Bpauen «MHHUIMATHBA CHNEUMAIMCTOB MEIUATPUU U HEOHATOJIOTHH B

Pa3BUTHUHU KIIMHUYCCKUX ITPAKTUK)» 110 BOIIPpOCaM I€aAUaTpHru.

ABTOpBI NOATBEPKAAIOT OTCYTCTBUE (PMHAHCOBOM MOEPHKKN/KOH(DINKTA HHTEPECOB,

KOTOPBII HEOOXOAUMO 0OHAPOOBATh.
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IIpunoxenue A2. MeronoJiorus pa3padoTKi KJIMHHYECKHUX PEKOMEH A i

—
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IleaeBasi ayIUTOPHS JAHHBIX KJIHMHNYECKHUX PEKOMEHTAIMI

Bpauu-renetuku;

Bpauu o0mielt BpaueOHOM MTPaKTUKH (CEMEHHBIC Bpayn);
Bpauu- neguarpsr;

Bpauu-repanesTsr;

Bpauu-nuerosioru;

Bpauu-nesposory;

Bpauu-odransmonory;
Bpauu-TpaBmMaTonoru-opToneasl;

Bpa‘lI/I-SHI/IHeHTOHOFI/I;

. Bpaun-ncuxuarpsr;

. Bpauu-nedponoru;

. Bpauu ¢pyHK1moHanbHOM TMarHoCTUKY;

. Bpauun-nabopaTopHoii TeHETHKWY;

. Bpaun kiimHn4eckoi 1a00paTopHOI TUarHOCTUKY;
. Crynentsl MmenquuuHckux BY308;

. Obyuaromiyecs B OpAUHATYPE.

Ta6auna 1.111kana oneHkn ypoBHeH JocTOBEpHOCTH AokaszarenbeTB (Y 1)mis MeTo10B

JUAarHOCTUKHU (I[I/I&FHOCTI/I‘ICCKI/IX BMGHIaTeJ'II)CTB)

YA

Pacmmmgposka

1

Cuctematnueckue 0030pbl UCCIIEAOBAHUM ¢ KOHTPOJEM pepepeHCHBIM METOJIOM WM
CUCTEMAaTUYEeCKUN 0030p paHIOMH3UPOBAHHBIX KIMHUYECKHX HCCIEAOBAHUNA C
IIPUMEHEHHUEM METa-aHajau3a

OTtnenpHBIE MCCIENOBAaHUS C KOHTPOJEM pPEPEPEeHCHBIM METOJAOM MWIIU OT/AEIbHBIE
PaHJIOMU3UPOBAHHbIE KJIMHUYECKHUE MCCIEAOBAHMUS U CHCTEMAaTUYEeCKUE 0030pbl
HCCIIEIOBaHUM T1000T0 qu3aiiHa, 3a UCKIIOYEHUEM PaH/I0MU3UPOBAHHBIX KIMHUYECKUX
UCCIIEIOBAaHHM, C IPUMEHEHUEM METa-aHaJIN3a

I/ICCJ'IC,Z[OBaHI/ISI 0e3 MOCJICAOBATCIIBHOTO KOHTPOJIA pe(bepCHCHBIM METOJOM HIJIU
ucciacagoBaHus C pe(i)epeHCHBIM METOJOM, HEC MABIAIOIIUMCA HCE3aBUCUMBIM OT
HCCICAYEMOIro METOJa HUIJIIM HECPAHIOMHU3IUPOBAHHBIC CPABHUTCIIBHBIC HMCCICAOBAHHA, B
TOM YHUCJIC KOT'OPTHBIC UCCIICAOBAHUA

HeCpaBHI/ITeJ'IBHBIe HCCIICO0BaHMA, OITMCAHNEC KIIMHUYECKOTO CiIy4dasa

Hmeercs aump 000CHOBaHUE MEXaHU3Ma HeﬁCTBHﬂ HJIM MHCHUE OKCIICPTOB
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Tab6anna 2. Illkana ouenku ypoBHe#l focToBepHOCTH JoKa3zarensbeTs (Y 11)aia meTonos
npoHIAKTUKY, JICUSHUS U peaduauTanuu (MpouiIakKTUYeCKHX, JIeYeOHbIX, peadMINTaIIMOHHBIX
BMEIIIATEIHCTB)

Y Pacumdposka

1 Cucremarunueckuit 0630p PKU ¢ mpuMeHneHneM mera-aHanun3a

2 Otnenpapie PKM u cucremarnueckne 0030phI HCCICIOBAHUM JIFOOOTO nOM3aiiHa, 3a
uckimouenneM PKU, ¢ npuMmeHenrnem meTta-aHanusa

3 HepaHI[OMI/I3I/IpOBaHHBIe CPaBHHUTCJILHBIC UCCIICAOBAHN, B T.4. KOTOPTHBIC UCCIICAOBAHNA

4 HCCpaBHI/ITeHBHHC HCCIICAO0BAHNs, OIMKMCAHUC KIMHHUYCCKOI'o Ciydas WJIN CEpUHr ClIydacs,
HCCICO0BaHUA ((Cﬂyan;'I-KOHTpOJ'IB))

5 HMmeercss numpb 0OOCHOBaHME MeEXaHU3Ma ,HCfICTBHH BMEIIaTCJILCTBA (,Z[OKJ'II/IHI/IIIGCKI/IC
I/ICCJ'IG,I[OBaHI/IH) NI MHCHUE DKCIIEPTOB

Ta6auuna 3. llkana orieHKu ypoBHe# yoeautensHocT pekoMmeHaaunii(yY YP) ans metonos

OpopWIAKTUKY,  JUArHOCTUKH,  JiedeHMss W peaOwiuramuu  (IpodUIaKTHUECKUX,
JMarHOCTUYECKUX, JIeYEOHBIX, peaOMINTAl[MOHHBIX BMENIATEIbCTB)

YYP Pacuugposka

A CunbHas pexkoMmeHmanus (Bce paccMaTpuBaeMmble KpuTepud 3((HEKTHBHOCTH

(ucxonpl) ABISAIOTCS BAXKHBIMHM, BCE UCCIIEJOBaHMUS MMEIOT BBICOKOE I
YIOBJIETBOPUTENILHOE METOA0JIOTHYECKOE KaYECTBO, UX BBIBOJIBI 110
MHTEPECYIOIIUM UCX0/1aM SIBJIIFOTCS] COTJIaCOBAaHHBIMM )

B YcnoBHas pekomeHnanus (He BCe paccMaTpuBaeMble KpuTepuu 3(PQPeKTHBHOCTH
(Mcxonpl) SBISIOTCS Ba)XKHBIMM, HE BCE MCCIEJOBAHMUSI MMEIOT BBICOKOE WIIU
YIIOBJIETBOPUTEIHLHOE METOJIOJIOTHYECKOE KAadyeCTBO W/MIM WX BBIBOJBI IO
MHTEPECYIOIIUM UCX0/1aM He SIBJISIFOTCS COIVIACOBAHHBIMU)

C Crnabast pekoMeHaus (OTCYTCTBUE JOKA3aTeNIbCTB HAJUICKAIET0 KayecTBa (Bce
paccMmarpuBaeMble KpUTEPUH 3PPEKTUBHOCTH (MCXOJbI) SBISAIOTCS HEBAKHBIMU,
BCE€ MCCIIEJIOBAHUSI UMEIOT HU3KOE METOJ0JIOTHYECKOE KAaYECTBO U MX BBIBOJIBI 110
MHTEPECYIOIIMM UCX0JIaM HE SIBJISIFOTCSI COTTIACOBAHHBIMHU )

IMopsinok 00HOBJIEHUS KIMHUYECKUX PeKOMEHAAMH.

Mexanu3m  OOHOBJICHHMSI ~ KJIIMHUYECKHX  PEKOMEHAAIMN  MpeaycMaTpuBaeT WX
CHCTEMATUYECKYIO AKTYaJU3alHUI0 — HE PEXKE YEM OJIMH pa3 B TPU roja, a TAKKeE IPU NOSBICHUU
HOBBIX JIAHHBIX C IMO3UIWH JOKA3aTEIbHOW MEAULMHBI MO BOMPOCAM JUATHOCTUKH, JICUEHUS,
npoQUIAKTUKA U peadWIuTallMi KOHKPETHBIX 3a00JeBaHHM, HATUYUU OOOCHOBAaHHBIX

JIOTIOTHEHU/3aMeuaHuil Kk panee yrBepxka€HHbIM KP, HO He yamie 1 pasza B 6 Mecs1ieB.
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IIpunoxenne A3. CipaBo4Hbie MaTepHAJIbI, BKIKYas COOTBETCTBHE

NOKAa3aHuM K NMPUMEHEHHNI0O " HpOTHBOHOKaSaHHﬁ, croco0oB NMPUMEHCHUA U

103 JIEKAPCTBEHHBIX MPEeNapaToB, MHCTPYKIUM MO0 NPUMEHEHHUIO

JEKAPCTBCHHOI'0O IIperiaparta

1.

10.

11.

®denepanpHbIil 3aK0H "O0 0OCHOBaX OXpaHbI 37J0pOBbA rpaxkaad B Poccuiickoit denepanun"
(N 323-®3 or 21.11.2011).

ITocranoBnenue IlpaBurensctBa P® ot 30 uronga 1994 r. N 890 "O rocymapcTBeHHOM
HOJICPKKE Pa3sBUTHSI MEAMLIMHCKOW HPOMBIIUICHHOCTH W YIy4LIEeHUH oOOecledyeHus
HACEJIEHUS U YUPEXKACHUN 3/[paBOOXPaHEHUS JIEKAPCTBEHHBIMU CPEICTBAMU U U3/IETUSIMU
MEIUIIMHCKOr0 Ha3HaueHUs" (C U3MEHEHUSIMU U JJOTIOJIHEHUSIMU )

Ilopsimox oka3aHMs MEAMLUMHCKOW IIOMOLIM OOJBHBIM C BPOXAEHHBIMH M (MJIN)
HacnencTBeHHbIMU 3a00neBanusaMu (IIpukaz M3 PO ot 15.11.2012 roga N 917n).
[locranoBnenune IlpaButenbctBa Ne403 or 26.04 2012r "O mnopsiake BeaeHUS
@denepalibHOTO  perucrpa Jul, CTPaJalolUX YrPOXKAIOUMMU U XPOHUYECKU
IPOrPECCUPYIOIIMMU  PEAKUMHM  OphaHHBIMM  3a00JE€BAHUSAMH, MPUBOAALIMMHU K
COKpAILEHUIO MPOAOJDKUTEIBHOCTH JKU3HM TpaXJaH WIM HMX HMHBAIMJHOCTH U €ro
pPErHOHAIILHOIO CerMeHTa".

Kpurepun onenku kadectBa meaunuHckor momoniu (Ilpukaz M3 P® ot 10 mas 2017 r.
Ne 2031 «O0 yTBepkI€HUH KPUTEPHUEB OIICHKU Ka4yeCcTBa MEIUIIMTHCKOM MTOMOIIH )».
[Tpuka3z MunucTepcTBa 3npaBooxpanenus Poccuiickoit deneparuu ot 15 nexkadps 2014 .
N 834n "OO yrBepkaeHHH YHU(UIUPOBAHHBIX (OPM METUIIMHCKOH TOKYMEHTAIWH,
UCIOJIb3yEMBbIX B MEULMHCKUX OPraHU3aLUAX, OKA3bIBAIOIIUX MEIUIIMHCKYIO IIOMOLIb B
amMOyJIaTOPHBIX YCIOBUSX, U MOPSIKOB 110 UX 3aII0JIHEHUIO".

ITpuka3 MunucrepcTBa 3apaBooxpanenus Poccuiickoit @enepanuu ot 20 nexadps 2012 r.
N 11771 "O6 yrBepxaeHUH NOpsAAKa Ja4d THPOPMUPOBAHHOTO JOOPOBOIBHOIO COTJIACUS
Ha MEIUIMHCKOE BMEIIATEIbCTBO M OTKa3a OT MEIULUHCKOTO BMEUIATENbCTBA B
OTHOIIEHWH  OMNpEACNEHHBIX  BUAOB  MEIUIMHCKUX  BMEIIATENbCTB,  (hopm
MH(GOPMHUPOBAHHOTO JOOPOBOJIBHOIO COrNIaCHs Ha METUIIMHCKOE BMELIATEIbCTBO U (hopMm
OTKa3a OT MEAMIIMHCKOTO BMEIIATeNbCTBA" .

IIpuka3z Munucrepcrsa 3npaBooxpanenus Poccuiickoii @enepanuu ot 14 ausaps 2019 r.
N 41 "OO yrBepXkA€HHM MOpsiiKa Ha3HAUYEHUs JIEKAapCTBEHHBIX IMpenaparoB, ¢GopMm
peLenTypHbIX OJaHKOB Ha JIEKApCTBEHHBIE MTpenapaThl, HOpsaKa opOopMIIEHUS YKa3aHHBIX
0JIaHKOB, X y4yeTa U XpaHeHus"

[Ipuka3z MunucrepcrBa 3apaBooxpaneHus: Poccuiickoit denepannu ot 16 mas 2019 r. N
3021 "OO0 yrBepxaenuu llopsaka npoxox1eHUsI HECOBEPILIEHHOJETHUMH JUCITIaHCEPHOTO
HaOJIO/IeHUsl, B TOM YHUCJIE€ B Tepuoja OOy4deHHMs] M BOCIUTaHUS B 00pa30BaTENIbHBIX
opraHuzanusx "

Pacniopsxenue IpasutensctBa PO ot 31 gexabps 2018 r. Ne 3053-p "OO0 yTBepkIeHUU
NepeyHer MEAUIMHCKUX U3ENINI, UMIUIAHTUPYEMBIX B OpTraHU3M UYEJI0OBEKA IPU OKAa3aHUH
MEAUIIMHCKOW TTOMOIIM B paMKax MPOrpaMMBbl FOCY/IapCTBEHHBIX apaHTHI OecriaTHOro
OKa3aHUs TpaXKJIaHaM MEAMIMHCKOW IIOMOIIM M OTIYCKAeMbIX II0 pelenTam Ha
MEIULMHCKUE U3/IeNINs TIPU MPE0CTaBICHUH Habopa COIMaIbHBIX yCayr"

IIpuka3 MunucrepcrBa 3apaBooxpaneHuss PO or 6 urons 2013 r. N 3541 "O nopsinke
MIPOBEJICHUS] NATOJIOr0AHATOMMUYECKUX BCKPBITUH" (3aperucrpupoBaH MUHHCTEPCTBOM
rocturu Poccuiickoit @enepanun 16 nexkadbps 2013 r., peructparmonnsiii N 30612).

48



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

OcHOBHbBIE HOPMAaTUBHO-NIPABOBLIC AKThI, PEryJIMPYIOHIUE OKa3aHUE naJJInaTUBHOM

MeINIUHCKOM MOMOIIH

1. denepanbublii 3akoH "O BHeceHHMM HM3MeHeHM B DenepanbHbiii 3akoH "OO OCHOBax
OXpaHbl 3J0pOBbs TpaxkaaH B Poccuiickoit ®expepanuu’ 1no BompocaMm OKazaHUSA

nayutnaTuBHOU Meaumuckoi nomomu" ot 06.03.2019 Ne 18-P3.

2. Ilpuka3z MunzapaBa Poccun Ne 345H, Muntpyna Poccun ot 31.05.2019 Ne 372H «O6
YTBEPKACHUM TOJOXKEHUs 00 OpraHu3alliy OKa3aHWsd MaJUIMATUBHON MEAMIIMHCKON
MOMOIIIH, BKJIIOYasi MOPSA0K B3aUMOICHCTBUS METUIIMHCKUX OpTaHU3alui, OpraHu3anuil
COLIMATILHOTO O0CTY>KMBaHUS U OOIIECTBEHHBIX OOBEIWHEHUH, UHBIX HEKOMMEPUYECKUX

OpraHH3alLuil, OCYIIECTBIIAIOIINX CBOIO AEATEILHOCT B c(hepe OXpaHbl 310POBbS».

3. IIpuka3z MunszapaBa Poccuu Ne 348n ot 31 mas 2019 roga «O0 yTBEpKICHHH MEPEUHS
MEAMIMHCKUX W3JeTNi, NpeAHa3HAYCHHBIX [UIS TMOJJIEPKAHUS OPTaHOB U CHUCTEM

OopraHu3Ma 4CJIOBCKA, NPCAO0CTABIIACMBIX IJId UCIIOJIB30BAHUS HA JOMY)».

4. Tlpuka3z Munsapasa Poccuu Ne 5051 ot 10 urons 2019 roma «O6 yrBepxkaenuu [lopsiaka
nepenadyud OT MEAMLMHCKON OpraHu3alyy IMalUeHTy (ero 3aKOHHOMY IpE/ICTaBHUTEIO)
MEIUIMHCKUX W3JENUH, NpeIHasHaYeHHBIX IS NOAJepKaHUus (YHKUUI OpPraHoB H
CHCTEM OpraHM3Ma YeJIOBEeKa, /I NCIIOIb30BAHUS HAa JOMY ITPH OKa3aHWU MAJUITMATHBHON

MEIULUHCKOU TOMOILIN.

5. Tlpukaz M3 P® Ne 831 or 3 okrsa0ps 2019 roga «O0 yTBEp>KIEHUH BEIOMCTBEHHOU
neneBoil mporpammsl «Pa3BuTHe cHucTeMbl OKa3aHMs MNaVIMATUBHOM MEIMIIMHCKOM

IIOMOIITM».

I[Ipoune HOPMATHBHO-PABOBbIE [OKYMEHTBbI, € Y4Ye€TOM KOTOPbIX pa3padoTaHbl

KIMHUYICCKUEC PEKOMECHAAIIUM:

6. MexayHapoaHas kiaccudukanus 601e3Hel, TpaBM U COCTOSIHUH, BIUSIOUIMX Ha 30POBbE

(MKB — 10);

7. Ilpuxaz M3 P® ot 20 nexabps 2012r. Ne 1183 «OO6 yTBep)KIEeHMH HOMEHKJIATYpPbI

JOJDKHOCTEH MEIUIIMHCKUX pa6OTHI/IKOB nu (l)apMaI_[eBTI/I‘IeCKI/IX pa6OTHI/IKOB».

8. Ilpukaz M3 P® ot 23 uronst 2010 r. Ne 5411, Enunslit kBanu(UKalMOHHBIA CITPAaBOYHUK
JOJKHOCTEN pyKOBOJUTEINEH, CIELMATUCTOB U CIyXKaluX, pa3aen KpanudukanroHHble

XapaKTEPUCTHKHU JOKHOCTEH paOOTHUKOB B cpepe 3paBOOXpaHEHUS.

9. ®enepanbHblil 3aK0H OT 25.12.2018 Ne 489 489-D3 «O BHeceHUH U3MEHEHUH B cTaThio 40
@enepanbHoro 3akoHa "OO 00s3aTebHOM MEAMIMHCKOM CTpaxoBaHuM B Poccuiickoii
Oeneparun" u dDenepanbHbiii 3akoH "OO OCHOBaX OXpaHbl 370pPOBbs TpaxJaH B

Poccuiickoit @deaepanuun 1mo BornpocaM KIMHUYECKUX PEKOMEH AU,

10. Ilpuka3z MunszapaBa Poccun Ne 103n ot 28.02.2019 r. «O0 yTBepkaeHUH MOpsiaAKa U
CPOKOB pa3palOTKH KJIMHUYECKUX PEKOMEHIAlUH, MX MepecMoTpa, TUIOBOW (HOpMBI
KJIMHUYECKHX pPEKOMEHJAIMi W TpeOOBaHMA K HUX CTPYKTYpe, COCTaBy M HAay4HOM

000CHOBAHHOCTH, BKJIFOUa€MOM B KIIMHUYECKUE PEKOMEHAAINH HH(OPMALIUN».

11. Ilpuka3z Munzapaa Poccun ot 13.10.2017 N 804n "OO6 yTBep»kA€HUM HOMEHKIIATYPHI

MEIUIUHCKUX YCIyT".

12. ITpuka3 MunucTepcTBa Tpyaa U coranbHou 3amuTel PO ot 27 aBrycra 2019 r. n 585H
"O krnaccuuKamusx U KPUTEPUSAX, HUCHOJB3YEMBIX TPU  OCYIIECTBICHHUH
MEIMKOCOLMAIbHOW ~ SKCHEPTU3bl  IpaxaaH  (eAepalbHbIMU  T'OCYJapCTBEHHBIMU

YUPCIKACHUAMU MEJHNKO-COLIMaIbHOM 3KCHepTI/I3BI";

13. Ilpukaz MuHHCTEPCTBA 3ApaBOOXpPAHEHMs] M COLUAIBHOrO pa3Butus Poccuiickoit
Qenepanin «O  TOpsiIKE NPUMEHEHUsl JIEKaPCTBEHHBIX CPEACTB Yy OOJIBHBIX 10

JKU3HEHHBIM MoKazaHusm» oT 9 aBrycra 2005 r. Ne 494
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14. UadopmarmonHoe mmchbMo MuH3zapaBa Poccuum 1O BO3MOMKHOCTH — 3aKYIKH
JIEKapCTBEHHOI'0 IIperapara 1o TOproBoMy HaMMEHOBAaHHUIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-
podgotovilinformatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-
potorgovomu-naimenovaniyu);

15. Tlepevenp crienuaIM3UPOBAHHBIX MPOIYKTOB JICYCOHOTO MUTAHUS TS IeTEH-UHBAIHIOB
Ha 2020 rox, Pacniopsbxenue [IpaButenbcrBa Poccutickoit @eneparuu ot 11 gexadpst 2019
rona Ne 2984-p
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Ipuioxkenue b. AiropuT™Mbl 1eCTBHH Bpaya

ITarueHT ¢ mogo3peHueEM

Ha TIYTapoBYIO alluAypHIO THII |

[wnarnoctuka

Koncynpranus |HET /
Jnaruos

PO(UIBHOTO _XHTBGPKHCH?
ol |

crelBdicra
Jlnetorepanus+ieBOKApHATHH,

»
»

CUMIITOMAaTU4YECKasd TCpanua

MOHUTOPUHT J1a00paTOPHBIX U
KIIMHUYECKUX ITOKa3aTenen
TTAlICHTa

HET

aEE— Tepanus
a¢dhexkTrBHA?

JA

JucnancepHoe HaOIIOACHIE

punoxenune B. Undopmauus 11 nanueHra

Yro Takoe riyraposas anuaypus tum 1?
I'myrapoBast aumaypuss tan 1 (I'Al) — HacnencTBeHHOoe 3a0ojieBaHME, CBSI3aHHOE C
MyTalUsIMA B T€HE, KOTOPhI OTBedaeT 3a paboTy (epmenrta riyrapui-KoA aeruaporeHass

(GCDH). O1oT pepMeHT HEOOX0IUM, YTOOBI MPOUCXOAMI NMPABUIBHBIA METa00IM3M OENKOB B
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opranusMe. Ecinu ¢pepMeHT He paboTaeT WM akTUBHOCTH €r0 CHUXKEHA, TO B KJIETKAX, a TAKXKe B
KPOBH M MoYe HakamuMBaercss  riyTapoBas U 3-OH-rmyrapoBas (3-ruapokcu-riryrapoBasi)
KHCJIOTBI, KOTOPbIE OKa3bIBAIOIINX MTOBPEXKAAOIIEe AEMCTBUE Ha BCE TKaHU, HO IIPEXKIE BCErO Ha
KJIETKA HEPBHOU CHUCTEMBI.

Kaxk nposiBisiercs riryrapoasi auuaypus tum 1?

I'AlnposiBnsiercss 00bIuHO B Bo3pacte OT 3 1mo 36 MecsieB. B OoJbIIMHCTBE CllydacB
IEpBbIE CHUMITOMBI 3a00JIEBaHMS  Pa3BUBAIOTCSI OCTPO, B BHJE TaK Ha3bIBAEMOIO
SHIE(PATUTONOJOOHOIO MM  METAabO0IMYEeCKOro Kpus3a (KHU3HEYrpoXKarolllee COCTOSHHE,
IPOSIBIISIONIEECS B BUIEC U3MEHEHHsI YPOBHSI CO3HAHUS, PBOTHI, Cy10pOr). DHIE(DaIUTON0 100HbIH
KpU3 MOXKET pa3BUThCS Ha (OHE TEUeHHS WHQPEKIMOHHOTO 3a00JeBaHUSA, XUPYPIHUECKOTO
BMEILIATENIbCTBA,  JUIMTEIBHOTO  TOJIOJAHMs,  Ype3MEpHOH  (U3UYECKOM  aKTHBHOCTH.
[TocnencTBusiMu  3HIEPATUTONIOAOOHOTO KpH3a MOTYT OBITH HEBPOJIOTHYECKHE HAPYIICHUS
(yrpata mpHOOpPETEHHBIX paHee JBUIATENbHBIX HABBIKOB, HEKOHTPOJIUPYEMbIE IBUKEHUS B
KOHEYHOCTSIX — THIEPKUHESBI U Ap.)

Ectb u npyroii BapuaHT 3a00J€BaHMSA- MOAOCTPBIA- MPH HEM METaOOMUYECKHE KPH3BI
KpaiiHe peaku, 1 00JIe3Hb HAIIOMHHAET IO HPOSBICHUSAM JETCKUH 1iepeOpaibHblil napanuy. Y
pebeHka B IEpBbIE€ TOAbl KM3HU pa3BUBAIOTCSI HENPOU3BOJIbHBIE JBUKEHHS- JUCTOHUH,
TUIIEpKUHE3BI. Yale BOBIEKatTCsl KOHEYHOCTH, HO 3aT€M TMIIEPKUHE3BI MOT'YT PaCIPOCTPAHATHCS
Y Ha 1LIEI0, SI3bIK, TYJIOBHULIE. [IeTH HCIIBITHIBAIOT TPYAHOCTH C XOJIbOOH.

Wntennekt npu ['A 1 kak mpaBuiio He CTpagaeT, OJHAKO €CIM META0O0IMUYECKUE KPU3bI
MOBTOPSIIOTCS  4acTO, TO 3TO TNPUBOAUT K TSDKEIBIM HApYIIEHWSIM TOJOBHOIO MO3ra M
WHBaJIN/IN3AlUY TAI[UEHTOB.

Kak ycranaBimnBaercst 1MarHo3 riiyTapoBoii auuaypuu taun 1?

Bpaun Ha OCHOBaHMHU KJIMHUYECKUX CHUMITOMOB MOTYT 3aIl0/I03pUTh 00J€3Hb. 3aTeMm
POBOJATCS J1TaOOpaTOpHBbIE TECThl W HHCTPYMEHTalbHOE uccienoBaHue. Ilpu mnosBreHun
CUMIOTOMOB O0OJIe3HH Bpad Ha3HA4YaeT IOBEJCHHE JIabOpaTOPHBIX HCCIIECJOBAHUI- METOAOM
TaHJAEMHON MAacC-CIIEKTPOMETPUHU B IISTHE BBICYLIIEHHOW KPOBHU OIPEAECIAIOT KOHIEHTPALUIO
anuikapHUTUHOB. [Ipu A1 HaOnr01aeTCst MOBBIIEHNE KOHIEHTPALIMH TITyTapUIKapHUTHHA
(C5DC) u y MHOTHX NAIlMEHTOB CHI)KEHHE KOHIIEHTpauu cBoboiHoro kapuutuHa (CO0). Ilpu
OIPEEIICHUN OPTaHNYECKUX KMCIOT MOYH BBISABIISIOT NOBBILIEHNE KOHLEHTPALUU TIIyTapoBOI
KHCJIOTBI U HEKOTOPBIX €€ IPOU3BOIHBIX.

HeonartanbHblii CKpUHUHT IPOBOAUTCS TOJBKO B HECKOJIBKMX pernoHax Pd.

s Al pa3paGoTaHbl METOJbI MOJIEKYJISIPHO-T€HETUUECKON JUarHOCTUKH: BBISIBJICHHE

IMNaTOTCHHBIX BAPHUAHTOB B TI'CHC GCDH, OTBCTCTBCHHOM 34 pPAa3BUTHUC OAHHOI'O 3a00JIeBaHU.
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BaxxHO IpoBeCTH Takoe HCCIEN0BAaHUE, TIOCKOJIBKY MMEHHO HA OCHOBAaHUY I€HETUYECKUX TaHHBIX
BO3MO)KHO IIPOBEICHMM IPEHATAIBbHOW W IPEHMIUIAHTALIMOHHOW AMATHOCTUKM B ceMbe Kak
HacJIeyeTcsl riiyraposasi anuaypust tun 1?

I'’Al  otHocuTCS K  HAclEJCTBEHHbIM  3a0o0jieBaHMsIM M Iepelraerca 10
AyTOCOMHOPELECCUBHOMY THITY. DTO 3HA4YHT, YTO OOJIE3Hb MPOSBIAETCS TOJBKO B TOM CIIydae,
eciu 0o0a poauTeNns SABISIFOTCA HOCUTENIAMU OOJIE3HU U, XOTS CaMM OHM He OOJICIOT, MepelaroT
peOeHKy J1Ba MOPaKEHHBIX T'€Ha. BOJIBIINHCTBO ceMel, I/ie eCTh peOCHOK ¢ ITHUM 3a00JIeBaHUEM,
HE CTAJIKMBAJIUCHh paHblle ¢ MOJ00HOW mpobiemoil. Puck moBTOpHOro poxaeHus 00JBLHOTO
pe0GeHKa B ceMbe, I'71e yKe eCTh 00JIbHBIE 1€TH, cocTaBiIsIeT 25% Ha Kax1yr0 0epeMEeHHOCTb.

Bpatbs u cecTpbl 001bHOTO peOeHKa, MOTYT OBITH OOJIBHBIMH, JJAXKE €CJIM Y HUX Ha MOMEHT
JIMarHOCTUKU YJIEHOB CEMbU HE ObLIO CUMIITOMOB. B naHHOM cilydyae HE0OXOAMMO MPOBECTU
JMarHOCTUKY, 9YTOOBI KaK MO>KHO paHbIlIe HAYaTh TEPANHIO B U30€XaTh OCIOKHEHUH. Takxke oM
MOTYT ObITh HOCUTEJNIIMU, KaK UX poauTenu. YTo kacaeTcs APYTrux WIEHOB CEMbU, TO UM Ba)XKHO
COOOLIUTH, YTO OHU MOTYT OBbITb HOCUTEISIMHU. DTO 3HAUUT, YTO U y HUX €CTh PUCK POXKACHUS
pebeHka ¢ JaHHBIM 3a00JIEBaHUEM.

Bce cempbu ¢ T'Al  pomxHbl  00s3aTENbHO  NPOMTH  MEAMKO-TEHETHUYECKOE
KOHCYJIbTUPOBAaHHE W TIOJNYYHUTh TOJHYI0 HMHQOpPMANUI0 OT  Bpada-TeHETHKAa O  pPHUCKE
MIOBTOPHOTO TIPOSIBIICHHSI JaHHOTO 3a00JIeBaHUS B CeMbe, OOCYIUTH CO CIIEHUAINCTOM BCE
BOINPOCHI, CBsi3aHHBIE C HaciejoBaHueM 3aloneBaHus. B Poccum Memuko-reHeTnyeckue
KOHCYJIbTAIlMM pabOTaIOT B KaX/10M PETHOHE.

Kak sieyaT manueHToOB ¢ IJ1yTapoBoi auuaypuei tum 1?

I'A1 oTHOCHTCS K TOH IpyIiIe HACIEeACTBEHHBIX 3a001€BaHU, 111 KOTOPBIX pa3padOTaHbl

METO/Ibl MEeTab0INYEeCKON KOPPEKIUH, OJJHAKO YPPEKTUBHOCTD JIEYEHHUS BO MHOT'OM 3aBUCHUT OT
CPOKOB YCTAHOBJICHMSI MpPaBWJIBHOTO JMarHo3a W Ha3HAY€HUs MaTOT€HETHMYECKOH Teparuu.
BMmecte ¢ BpauoM HeoOXOAMMO Iepe] HayajaoM Tepanmuu OOCYJUTh BCE BO3MOXKHBIE PHCKH,
no6oyHble 3((EKTHl U INIABHOE — OXKHUJIAHUS OT JeueHHs. BakHO MOHMMATh, 4TO JUETOTEpanus
HE TO3BOJIUT BBUICYUTH 3a00JI€BaHME, HO JAaCT BO3MOXXHOCTh MAaKCHUMAaJlbHO CHU3UTH PHUCKHU
pa3BUTHUS TAKEIBIX OCIOKHEHUI.
[Tarmentam ¢ 'Al Ha3zHa4yalOT CHENUATU3UPOBAHHYIO JIMETYy C OrpaHUYEHHEM OEIKOBBIX
IPOAYKTOB M HCIIOJIb30BaHMEM CIIELHAIN3UPOBaHHBIX cMeceil. Kpome Toro, peGeHok Oyner
HYXKJAaTbCsl B TIOCTOSIHHOM IIpUE€ME€ BBICOKOJO3HOTO JIEBOKAPHUTHHA. KOTOPBIN IOMOTaeT
BBIBEICHUIO TOKCHYHBIX METAa0OJIMTOB M BOCIOJHSET BTOPHUYHBIM HEJIOCTATOK KapHUTHHA B
KJIETKaXx.

OcCHOBHEIE eI JUETOTCPAIINU:
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° HopmanbHoe ¢pu3nueckoe 1 HHTEIIEKTyallbHOE Pa3BUTHE.
° [TpubaBka B Bece U POCTE, B COOTBETCTBUE C BO3PACTOM.
° [Ipenynpexnenue KaTaOOJIMYECKUX  CHUTyallMil, KOTOpble MOTYT MPHUBECTH K
MeTabOIMYECKUM KpU3aM
Ecnu y pebenka HeT mMpU3HAKOB METa0OIMYECKOTO KpH3a WM UHPEKIMOHHOTO 3a00JIeBaHUs
JieYeHUEe MPOBOJAAT B CTaHAAPTHOM, MOJACPKHUBAIOIIEM PEXKHUME, IPU KOTOPOM MOTpediieHue
JM3UHA C THUIIEH CTPOro KOHTPOJIMPYETCs, U peOSHOK MOTYyYaeT CHeIHATH3UPOBAHHYIO JIeYeOHYTO
cMech  (0e3 JM3WHA, ¢ HU3KUM cojep)KaHueM Tpuntodana), 4ToObl 00ECIEYUTh JOCTATOYHOE
KOJIMYECTBO OeJIKa JJIsl pOCcTa M Pa3BUTHSL.
Kak jieyaTt manueHTOB ¢ IJIyTapoBoii anuaypueii Tun 1 B nepuog MeTad01u4ecKOro
Kpu3a?
Metabonuueckuil Kpu3 - KPUTHYECKOE, YIpOKarollee >KM3HH COCTOSIHHME, CIPOBOILMPOBAHHOE
HeOmaronpusATHBIMA  (akTopamMu, OOYCIIaBIMBAIOIIMMHU  YCHJICHHBIH pacmajg OelKoB |
IpUBOJALIEEe K 00pa30BaHNI0 TOKCUYHBIX META0OIUTOB.

Yto MOXKET CIIpOBOLMPOBATH METa00INYECKUI KpHu3s:

° IUINTENBHOE TOJIONAHUE
° uHpeKus
° TsDKeNnas GU3ndeckast 1 YMOIMOHAIbHAS HArpy3Ka

[TepBble CUMITOMBI META0OIMYECKOTO KPHU3a: MOBBIIIEHHAs: COHJIMBOCTb, U3MEHEHUE TOBEICHUS,
pa3IpaKUTEeNIbHOCTh, CHIKEHHME amnmeTruTa. Yacto Kpu3 MpOBOLMPYET HHQEKIHs, MO3TOMY
IIEPBbIE NPOSBICHHUS MOTYT HAYMHATHCS JIMXOPAIKOW, TOIIHOTOM, auapeed, pBOTOW. Moxker
HaAOJII0/IaThCSl CHUKEHHE caxapa B KpoBU. Eciu cBOeBpeMEHHO HE HadaTh JieueHHe y peOeHKa
MOJKET MOSIBUTHCSI OBILIKA, CYAOPOTH M KOMA.

B kakux cJry4asix Hy’KHO HeMeJICHHO 00pPaTUTHCS 3a MeJUIIHHCKON MOMOIIbIO?
VYXyauieHue cocTosiHUsT OOBIYHO HAOI0JAaeTcss B TOT MOMEHT, KOTJa OpraHM3My HE XBaTaeT
sHepruu. M oH HauMHaeT ee MCKaTh BCEMU BO3MOYKHBIMH CIIOCO0aMU, OAMH U3 MMyTeH — 3TO pacmaj
COOCTBEHHBIX TKaHel (kaTabonu3Mm). JlomyckaTh 3TOr0 HU B KOeM ciiy4yae Henb3sl. U mepBoe, 4To
MBI JIOJKHBI ClIeTIaTh, 3TO MOMPOOOBATh BOCTIONHUTS SHEPTHIO 32 CUET TIII0KO03bI. JlaliTe pedeHKy
YIJI€BOMbI, 3TO MOXET ObITh (DPYKTOBBIN COK, cilaikuil yail. B ciydae, ecnu temmeparypa
npesbimaet 38,5C, peOEHOK 0TKa3bIBaETCs OT €7Ibl, OTMEYAETCsl PBOTA U/WJIM MTOBe/IeHHe peOeHKa
OTJIMYAETCs OT OOBIYHOI0, HEOOXOAMMA CPOYHAs TOCTIUTAIN3ALUS B CTallHOHAD

Heo6xoauMo B CpOYHOM MOPSJIKE TOCHUTAIM3UPOBATh peOCHKAa B KIMHHUKY JJIsi oOecreyeHne
npuemMa OOJIBIIOTO KOJIMYECTBA KaJOpUl, YyMEHbIIEHHWE WIM HCKIIOUYeHHe Oenka i

MpeaoOTBPALICHHUA, a4 TAKIKE JOTOJIHUTEIIbHBIN IMPUCM KapHUTHUHA. JJId ITPOBCACHUA HH(bySHOHHOfI
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Tepanui. Merabonndeckue Kpu3bl - OYeHb OMacHbl. IMEHHO B ATOT MEPUOJ MOTYT Pa3BUTHCS

HEOOpaTHMBIE TOBPEKICHUS TOJIOBHOTO MO3Ta.

Baxxno, 94TOOBI POIUTENM OCBOMIM HABBIKM pacueTa JHETHl M BCE ONHM3KHE, MPOKUBAIOIINAE C

peOSHKOM 3HAJIH O MPHU3HAKAX META00IMYECKOTO KpH3a.

Kakoii Hy?KHO TPOBOAUTH MOHUTOPHHT /IJISl MAIHEHTOB C IJIYTApOBOii anuaypueii Tum 1?
s manmenToB ¢ ['A1l HeoOXoauMBI peryisipHbie oOciieoBanus. B Tabmuie npuseneH

NPUMEPHBIA TIepeueHb W PETYISPHOCTh HCCICIOBAHWUN, HO B KaXJIOM CIIydae BbI JIOJKHBI

COTIJ1IaCOBBIBATH IIJIaH O6CH€I[OB3.HI/I$I CO CBOMM JICHalllUM BpadoOM.

Hccneoosanue Pezynapnocms uccnedosanusn
Koppexyus ouemomepanuu (nposoosam 1 p/mec na 1 200y ocusnu, oanee 1 p/3
8padu-eeHemuKy Uil 8padu-ouemonoi,) Mec u no nokazauusim 0o 3 iem; I p 6 mec nocne
3 nem
yaempaszeykosoe ucciedosanue (Y3HU) 1 pa3 6 200

0p2aH08 OPIOWHOU NOIOCMU

npogederue 3ekmpo3nyepanrocpaguu 1 pas 6 200
(33rI)
nposedeHue OUOXUMUYECKO20 aHAIU3A Kaxcovle 3 mecaya nayueHmam 00 200d,
Kposu Kaoicovle 6 mecayes nayuenmam om 1 2cooa 0o
6 iem, kasxcovle 12 mecsayes nayuenmam
cmapuie 6 1em
00wl aHAIU3 KPoBuU Kasicovle 6 mecsayes nayuenmam 0o 6
Jem, Kadicovle 6-12 mecsyes nayueHmam
cmapuie 6 nem.
onpeoenieHue YposeHs Kaxcovle 1-2 mecaya nayuewmam 00
€c80000H020 KAPHUMUHA U 200a, Kadcovie 3 - 6 mecayes y oemetl Mmaaouie
AMUHOKUCTOM 6 nem, kadicovie 6 -12 mecsyes nayuenmam

cmapuie 6 nem.

Kak nanuentsl ¢ I'A1 nmoayuaror Jieyenue B Poccuiickoi ®@exepanun?

I'A 1 oTHOCHTCS K UHCITy PEKUX HACIEICTBEHHbIX 00Jie3HEH 0OMeHa BELIeCTB U BXOAUT
B IepeyeHb peakux (opdaHHbBIX) 3a00J€BaHUM, J€UeHNE KOTOPBIX MPOBOJIUTCS 3a CUET CPEICTB
peruoHanbHOro Oropkera . [locne ycraHoBieHue 1uarHo3a He0OX0MMO BKIIIOUEHHUE MAlMEHTa B
PErMOHANIbHBIN CErMEHT PEerucTpa Mo >KU3HEYTpOKalouM peakuM (opdaHHbIM) 3a00JI€BaHUSAM,

C LeJbI0 JanbHeHero oobecrneyeHus He0OOXOUMBIM JIEYEOHBIM MUTAHUEM U JIEKaPCTBEHHBIMU
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npenaparamu. B pa3HbIX permoHax 3a BEJEHUE PETUCTpa OTBEYAIOT PA3HBIE CIELMAINCTHI, HO
yaiie BCero 3TO BpayM-TeHETHKH, I0ATOMY MOCIIE YCTAaHOBIICHUS AMArHO3a 00s3aTeNIbHO HYKHO
00paTUTHCS K PETUOHAIIBHOMY Bpauy F€HETHKY.

Kak moryTt nomorarthb poanbie u 6siu3kue?

He 3a0piBaiiTe — OT ceMbH TaKXkKe 3aBUCHT ycrex JiedeHus. HyxkHO coOmronars
PEKOMEHJAallMK, HU MPU KaKUX YCIIOBUSX HE JIONYCKaTh «CPBIBOB» B JAUETOTEpAIUU, CIEAYET
yIENATh BHUMAHUE PEadWIMTAIMU M IUIAHOBBIM OOCIIEOBaHUSM. Bce WiIeHBI CeMbH JTOJIKHBI
3HATh, YTO PEOEHOK HYX/JAaeTCs B 0COOOM MUTAHUU U OIU3KHE POJCTBEHHUKHU JIOJDKHBI OCBOUTH

HaBBIKH pacucTa JUCTHI.

Hpuiaoxkenue I'1-I'N. IlIkajabl OneHKH, BOPOCHUKYU U IPyrue OLeHOYHbIE
HHCTPYMEHTbI COCTOSIHMSA NALMEHTA, NPHBEACHHbIE B KJIHHHYECKUX

PEKOMEHIAIIUAX

Hpuaoxkenne I'l. KIMHMKO-THATHOCTHYECKHE KPUTEPHUH, NO3BOJISIIOIINE 3a110103PUTh

I[JYTAPOBYIO AlIMAYPUIO THII 1

[16]
BeposTHOCTB Huskas YMepeHHas Beicokas
JMarHosa
Knunnueckue | -Makpouedanus; - -Peiie-nono6ubIe anu30.6!1 | -OcTpast sHIEhaIonaTus
KpUTEpUU Brictynaromue noonsie | (0CTpas METa0OIMYECKAs | -IPOrpeCCHPYIOIIUE
Oyrpsel; -Hapymenus oHIeanonaTHs) - JKCTpanupaMUIHbIC
BCKapMJIMBaHHUS - dHIE(DaTUTONOI00HbIE HApYILICHUS -
3anepkka STH30MEL, opodaruansHble
-TUTIEPKUHETHYECKast
JIBUTaTEILHOTO JTUCKUHE3NN
(dhopMa geTcKoro
pa3BUTHSA
1epedpabHOTO
napanuya.

-IIEPUONYICCKad aTaKCUA
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CemeliHblii Cunapom «BHE3aIHOU Hannuwne B cembe
aHaMHe3 CMCPTH MJIaJICHIIA» WJIN 00JBHOTO C
He orsromen CMEPTEIbHBIN UCXO0JT OT TIOATBEP>KICHHBIM
HCKYIMUPYCMBIX CYIOPOT | npargozom I'A Tum 1,
B CCMBC HaJIM4He CMEPTEIbHOIO
UCX0/1a B CEMbE OT
OCTPOTr0 CUMMETPUYHOTO
HEeKpo3a 0a3anbHbIX
TaHIJINEB
Hetipopanuo- | -arpodust/runiomnaszus | -CyOaypanbHbie -JIoGHO-BUCOUHAS
JIOTHYCCKHE JIOOHBIX OTJIEIOB - CKOILIICHHUA aTpodusi TOJIOBHOTO
KpUTEpUU 3aACpiKKa -aTpO(usl/TUIIONIIA3Us] MO3ra, -U30JIMPOBAaHHEIE
MUEITMHU3AIUU BUCOYHBIX OTHEJIOB - CHMMETpHYHBIE HEKPO3bI
-BCHTPUKYJIOMETAJINS - | JIEHKOSHIeanonaTus T i —
pacLIupeHue (OIPOCTKH, B3pOCIBIE) - (6reaHoro mapa u
cy0apaxHOHUIaTbHBIX M30JIMPOBAaHHOE XBOCTATHIX SEP)
MIPOCTPAHCTB nopa)xeHue 0JeHOTro
mapa

IIpuaoxenue 1'2. HeitpopaaunoJsornyeckue nzmMenenuss (MPT) roaioBHOro Mo3ra v
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NAIMEHTOB C IJIYTAPOBO# anmaypuei tun 1

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

9.5

PI/IcyHOK 3(1)(1)6KT «HAJKYIICHHOT'O SI0JI0KaY UITH «KPBUILCB JIequeﬁ MBIIIN», HCKPO3hbI B obiactu

0a3aabHBIX TAHTIIHEB [2]
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11 M 3036

Pucynok . CyonypanbHbie TeMaTOMBI [2]

IIpnjoxenue I'3. Cnenuajn3upoBaHHble NPOAYKThI HA 0CHOBE AMHHOKHCJIOT 0€3 JU3MHA U

Tpunrodana
HaumenoBanue benoxk Kup, | YrneBonpl, | DHepreTuyeckas Bo3spacr
MPOJIyKTa (9kB.) T r r LEHHOCTbh, KKaJl MIPUMEHEHUS
CneuunanmusupoBanH | 14 23 50,4 472 ot 0 10 1
BIM TPOAYKT CYXOU roaa
TUTST
JTUETUYECKOT

0 JIeueOHOT0
HATaHU JeTel
MepBOro roja
JKU3HU,
OOIBHBIX
TJIyTapOBOU
anuaypuen,
«Hytpuren 14
-trp,- lysy*##*

CrneuunanusupoBanH | 40 13 32,2 406 cTapiie 1
Bl MPOAYKT CYXOM rona

IS JAETHYSCKOIO
JIeueOHOIr0 IHTAHHS
neTen crapuie
OJHOI'0 T0J1a,
OOJIBHBIX
TJIyTapOBOM

59



anuaypuen,

«Hytpuren 40
--trp,- Lysy****
CrneunanusupoBans | 70 0 5,8 303 crapiie
bIM TIPOAYKT CYXOUu roaa
JUISL

JTUETHUYECKOT

0 J1e4e0HOr0
OUATAHUS JeTer
cTapiie
OJTHOTO roja,
0OJILHBIX
[JIyTapoBOM
auuaypuen,
«Hytpuren 70
-trp,- Lysy*#**

CnennanuzupoBand | 13,1 23 49,8 466 or0 o 1
b HPOAYKT roxa
JIETCKOTO
THETUYECKOrO
JIE4eOHOI0 IMHTAHMS
JUIsL JIeTeld TIepPBOTO
roza >kxu3Hu ot 0 1o
12 MECSIIEB B
KayecTBE OCHOBHOI'O
MMUTAaHUS H B
KayecTBe
JOIIOJTHUTEIIHHOTO
MUTAHAS I JIeTeH
1o 3 netr "GAl
AHaMUKC
Nugant"****

CrneunanusupoBanH | 79 - 4 332 cTapiie
bII IPOAYKT roua
JUETHUYECKOTO
J1e4eOHOr0 MUTAHUS

"XLYS, TRY
I'myrapumon"*#**

Ipunoxennu I'4. OpueHTHPOBOYHAA NOTPEOHOCTL B JHM3MHe W _Tpunrodaxe y

NAIMEHTOB C TJVTAPOBOH anmaypued TUn 1 B 3aBHCMMOCTH 0T BO3pPaACTa

[21, 28]
BozpacT 6onbHBIX CyrouHast noTpeOHOCTh B aMUHOKHUCIIOTaX MI/KI MaccChl Teja
JInzun Tpuntodpan
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
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1 -4rona 55-65 8-12
4 —7 ner 45-55 7-11
7—11 ner 35-45 4-10
Heymku 11- 15 ner 30-40 4-6
Heymiku 15- 18 et 20-30 3-5
Onomu 11- 15 ner 30-40 4-6
KOnomwu 15- 18 ner 35-45 6-8
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IIpuao:xenue I'S. PekoMeHnayeMble HOPMBI HOTPeOJeHHS 0edKa M cpeaHee coaep:KaHue

JHM3MHA B pa3JIMYHbIX NHIIEBLIX MPOJAYVKTAX (CIpaBoYHAas I/IH(l)ODMaIII/IH AJIA COCTABJICHUSA

JeYeOHOr0 PAIHOHA MAIMEHTAM € [JIYTAPOBOM anmaypuen tum 1)

Tadauna 1 - PekoMeHyeMble HOPMBI MOTpeOIeHNs OenKka s 3J0POBBIX ACTEH pa3IMuHOTO

Bo3pacra [1,3,18,22]

Bo3zpacr RDA CIIA BO3 EBpocoro3 Poccus
(r/kr/cyTkm) | (T/KT/CyTKH) (T/Kr/CyTKR)

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

6-12 mec 1,6 1,21 1,6 2,6-2,9 (r/Kr/CyTKR)

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

2-3 rona - - - 42 r/cyt

1-3 rona 1,2 0,97 1,1 -

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

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

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

Ta6auna 2 - Cpennee cojepkaHue JIM3UHA B O€JIKaxX pa3iMuHbIX TpoayKToB [18,20].

[TponykTh CopneprxaHue JIM3MHA JIn3un/6en0k
(% ot obmiero Genka) (Mr/r Gerxa)

Pri0a 9 90
Msico ¥ MSCHBIE IPOAYKTBI 8 80
I'pynnoe monoko 8 80
KopoBbe MOJIOKO ¥ MOJIOYHBIE 7 70
IIPOJYKTHI
Sina 6 60
Kaprogens 6 60
Cos 1 coeBble TPOIYKTHI 6 60
Opexu 2-8,5 20-85
OpyKTHI 2-6,5 40-65
Osomu 4-6,5 20-65
X7e0 1 3epHOBbIE MTPOAYKTHI 2-4 20-40

IIpuaoxenue I'6. KoMniekce 00513aTeJILHLIX MEPOIPUATHNH, KOTOPbIE T0JKHBI OLITH

IMPOBECACHDbI NANMCHTY I10CJIC YCTAHOBJICHHUA NTHMATHO3A TIJIVTAPOBadA allMAYPUSA THUII 1

[21]

BospacT 0onbHBIX JeTeit

0-6

MECSIIEB

7-12

MECSIIEB

1-3 ronma

4-6 net

Crapiue 6 net
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Juemomepanusn

N3berathb
YpE3MEPHOTO
MOCTYIUJICHUS

JInzun Genka HaTypaJbHBIX 100 90 80-60 60-50 | Oeika.

IPOIYKTOB MI/KI/CYT Ynorpeonats
MPOIYKTHI C
HU3KUM
coZiepKaHuEeM
JTM3UHA
(Deweyetal
1996)

Tpuntodan Oenka HaTypaTbHBIX 20 17 17-13 13 13

MIPOJIYKTOB MI/KI/CYT

Bbenok HarypanbpHbIi (T/KT/CYT) 1,4-1,3 1,5-1,3 1,4-1,3 1,3-1.1 1,3-1,1

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

benok (o6mwuit) (r/xr/cyr) 2,7-2,1 2,5-2,1 2,2-2,1 2,1-1,9 2,1-1,9

DHepreTuyeckasi LIEeHHOCTb 115-80 95-80 95-80 90-78 90-78

(kKan/Kr/cyr)

MuxkponytpueHTsl (%) =100 =100 =100 =100 >100

OcHosnasa memabonuyeckan mepanus
KapHuTtuH Mr/Kr/cyT 100 100 100 | 50-100 |  30-50

* cnenuaau3upOBaHHBIN MPOAYKT HA OCHOBE aMUHOKHCIIOT 0€3 JIn3uHa U Tpuntodana.

IIpuaoxkenue I'7. OCHOBHbIE€ NPUHIMIILI TEPANKMHU B YCJIOBHAX CTAIIMOHAPA

[7,19,20, 28, 54]

A. BoccTaHoB/IeHHE JHePreTH4eCKoil MOTPeOHOCTH

Kanopun [ToBbIienune 3uepreTuyeckoit morpedHoct A0 120% OT BO3pacTHOM HOPMBI
120% (pacuet auetsi| 0-6 7-12 mecsitieB 1-3 rona 4-6net
Ha MecCSIIEB
KKal/Kr//1eHb)! 98-128 | 96-109 98-109 96-98
b. BuyTpuBeHHas nH(y3noHHas Tepanus

Jexctposa” 8-15 r/xr/cyT

Kupet  20%  (mo | Hawanbnas no3a 1-2 r/Kr/aeHb, eciiv BO3MOKHO, TOBBIIIEHHE A03bI 10 2-3
MOKa3aHUSIM), TIpH | T/KT/IeHb
OTCYTCTBHH
MeTa0OINYECKOT0
anua03a

Koppekuus CorneBble pacTBOPHI U/WIIK PACTBOPHI JIEKTPOJIUTOB
ANEKTPOJIUTHBIX
HapyLIECHUN

WNHcynuHOTEpanus [Tpu runepriukemun Bbimie 10 MMOJIB/TT W/HMIIM TIIOKO3YpUH BO3MOKHO

BBeJieHUE IHCYynMHA U €ro aHalIoroB
(KOHTPOJIMPOBATh YPOBEHb KaJIUsl B KPOBH)
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JleBokapHUTHH

150-200 mr/kr/cyTku

C. [loTpebHocTs B Oenke

Harypanbhbiii [TonHOe McKIIOYEHHE OelKa MaKCMMalbHO Ha 24-4aca, C MOCTEIICHHBIM
0eIoK BO3BPATOM J0 MHUHMMAJIBHO OE€30IacCHOTO YpOBHS B TeueHue 48-72 4acos.
Eciu pebeHok HaxoguTcss Ha HU3KOOEIKOBOW guere 0e3 mpuema
AMUHOKHUCJIOTHBIX CMECEH, OCYIIECTBIISIIOT MOCTEIIEHHOE BBEACHHE OeKa B

Teuenue 24 -484acos.
AMUHOKHUCIIOTHBIE AMVHOKHCJIOTHBIE CMECH Ha3HAYalOT Per 0s WM Yepe3 Ha3oracTpasbHbIN

cMmecH (6e3 nu3uHa)

3081 B no3e 0,8-1,3 r/kr/neHs

. ®apmakorepanus

Kapononmxkaromas [Ipy mnoBbIIeHHE TeMmepaTyphl Bbime 38,5C — wubynpoder” u
Tepanus napameTamo* *B BO3pacTHOM 103
AHTHOaKTEpUATIb- Ha3Ha4aroT B 3aBUCUMOCTH OT IIPEAIOJIATAEMOrO IIATOTEHHOTO areHTa B
Has Tepanus BO3PACTHBIX J03aX
[IpoTrBOpBOTHBIE #METOKJIOTIPAMUJ]  WIIH #OHJAHCETPOH**B BO3PACTHOM J03MPOBKE
cpezcTBa
JleruaparanuoH- Ecmu nuypes MeHee, yeM 3-4 MI/KI/eHb, Ha3HAuyaloT (ypoceMuj B

Hasg TCpalius

BO3pPAaCTHOHM 103upoBKe (HE Ooiiee yeM, 3-4 MHBEKIIUU B JICHb) (CIACAUTH 3a
AJIEKTPOJIMTHBIMU HAPYIICHUSIMHU B KPOBH )

Hatpus B cityuae 1eKkOMIIEHCUPOBAaHHOIO META00JINYECKOT0 AllU03a, BO3MOXKHO
rupokapOoHar HazHaueHue Harpus runpokapOonara** BHYTpHBEHHO (IIOJ KOHTPOJIEM
pH u Na+ B kpoBu) UK IEpOPaIbHO.
AHTHAIIHIIENITH- IIpn cynoporax BO3MOXHO Ha3HAYCHUs CTaHAAPTHOMN

yeckasi Tepanus

AHTURIMIIICITAYECKONH Tepalmui B 3aBHCHMOCTH OT THIIA CYAOPOXKHBIX
MPHUCTYIIOB C HCIIOJIb30BAHMEM TAaKUX TNperaparoB Kak (enobapouram**
neBeTupaneram™*, JIAMOTPHU/IKHH, Tonupamar**, dbenutonn™*,
KapOamazenuH™** u kJjoHazemamM™* B BoO3pacTHbIX Jo03ax. H3aHaueHue
MpenapaToB BAILIIPOEBON KUCIOTHI** HeXKeIaTeIbHO.

E. KoHTpob )KN3HEHHO-BAXXHBIX (YHKLNH U Ja00paTOPHBIX MOKa3aTenen

Ku3HeHHOBaXKHBIE YacToTa CepAeUHBbIX COKpAIECHHI, YacTOTa JbIXaTEJIbHBIX JBH)KEHUU,

byHKIMHA KOHTPOJIb ApTEPUAIBHOTO JIaBJIICHUS, TEMITEPATYPhI, Anype3a. [Ipu yruerenun
CO3HaHUs- OLIEHKA YPOBHS CO3HAHUs M0 MIKaie [ masro.

Kposb VYpoBeHb T0K03bl, pH U ra3pl KpoBH, 3JEKTPOJIUTHI (Kalui, HATpUH,

KaJIbIIM HOHU3UPOBAHHBIN, XJIOD).

B0 Bpems 5HIE(ATUTONONOOHEIX KPH30B HEOOXOAMMO YBEIMYUBAThH IIOCTYILIEHHE

sHeprun a0 120% OT HOPManbHON SHEPreTHYecKoil MOTPEeOHOCTH B CYTKH, C IIEJIbIO

NPENYNPEXKACHUS PA3BUTHS HEBPOJOTMYECKHX HAPYUIEHUM, BO BpPEMsI OCTPBIX COCTOSIHHM

sHEpreTuyeckast moTpedHocTh Bo3pactaeT Ha 30-40% oT pu3HOIOTHUECKONH HOPMBI;
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Ipuaoxenue I'S. BuoxuMuyeckuii ¥ HHCTPYMEHTAJILHLI MOHUTOPHHT MAIUEHTOB C

LJAYTAPOBOM ammaypuen tun 1

[21]

Yacrora uccienoBanuii (Bo3pacr)

buoxumuueckue mapamerpel | O60CHOBaHME Ha3HAYCHUH | OT 0 go 1 1-6 nert Crapuie 6
roga ner
AMUHOKHUCIOTHl (B KPOBH) Onenka o0uiero Kaxnpie Kaxnpie | Kaxnsle
AMHWHOKMCIIOTHOTO 1-2 3-6 6-12
Craryca Mecsia MecsIa MECSIIIEB
VYpoBeHb kapHuTHHA (B [Tpodunakrrka Kaxneie 2 | Kaxnaele | Kaxmanie
KpPOBH) BTOPUYHOI'O UCTOIICHUS Mecdla 3mecsna | 6-12
KapHUTUHOBOTO ITyJIa, MECSIICB
KOHTPOJIb OCJIOKHEHUI
OO6mwmit anau3 KpoBH + [1;1aHOBBIN KOHTPOJIb Kaxneie 6 | Kaxnele | Kaxasie
bepputuH .Perymspnoe MECSIICB 6 6-12
HaOII0IeH1E, N30eranTe MECSLIEB | MECAIIEB
HCTOIICHHS 3aI1aCOB
Kenesa, (onreBoi
KHCJIOTHI MJIA KoOajlaMiuHa

Anbp0OyMUH KpOBH

HyrputuBHeIil craryc

Ecnu cyniecTByrOT onaceHus 1o
IIOBOJY CcTaTyca IIUTaHUA U Yy
JeTel ¢ mpobieMamMu MUTaHus

Kanpnuit u pochop kposw, Cocrosinue koctHol Tkanu | Kaxaeie 3 | Kaxknpie | Kaxnsie
mienouHas ¢ocdarasza * Mecsa 6 12
MECSILIEB | MECSILIEB
AcnapraramuHoTpaHcdepaza | [InmanoBeiid  koHTponb, | Kaxaeie 3 | Kaxasle | Kaxnbie
AnanuHamuHOTpacdepasa mpoQHIaKTHKA . MecAla 6 12
— MeTa00INUECKOM MECAIEB | MecATien
Layyes JIEKOMITEHCAIIUU
LJIyTaMUITpaHCIenTHAa3a

Helipopanuonorungyeckoe
HCCIIEJOBAHUE FOJIOBHOTIO
mosra (MPT/KT)

KoHTpoIb CTPYKTYpHBIX
U3MEHEHUN TOJIOBHOTO
Mo3ra

[Ipu ycTaHoBnEeHNH TUArHosa, a
TaKXKe TI0CJIe MePECHECEHHOTO
sHIIe(PATUTONOTOOHOTOKPH3A,
MOSBJIEHUS MPOTPECCUPYIOLIEH
HeBpOHOFquCKOﬁ CUMIITOMATUKHU

* Ecnu mpenmonaraeTcs HeIOCTaTOYHAS MUHEPATU3aInsl KOCTEH, HEOOXO0TUMBbI
JIOTIOJTHUTEILHBIE TECTHI (HampuMep, CTaTyc BUTaMuHa D, mapatupeonHbIiA TOPMOH,
pPaZMOIOTMYECKUE UCCIICIOBAHMSI BO3PACTA U MIOTHOCTH KOCTEH).

IIpuao:xenue I'9. MeponpusaTusi, HAMpaBJeHHbIE HA IPEIOTBPAICHHE PA3BUTHSA

MOBTOPHBIX YHIE(MAITUTONOTOOHBLIX KPU30B

[7,20, 21]
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Meponpusrus

CopepxaHue MEPOTIPUATHS M METO/IbI UX peau3alluu

Ob6pa3zoBanue u oOyueHHe
poauTenen

POIII/ITCHI/I JOJIDKHBI GBITB OCBCAOMIJICHBI O KIIMHUYCCKOM TCUCHUU
3a00JIeBaHUs U €r0 OCIOKHEHUAX. OHU TOKHBI OBITH YE€TKO
WH(OPMHUPOBAHBI O TAKTUKE TEPAMUU BO BPEMsI Pa3BUBAOIIETOCS
3HIIE()aTUTOIOAOOHOTO KpHU3a.

JleueOHO-TTPOCBETUTEbCKAS
paborta

Heo6xoaumo obecrieunTsh B 00s13aTEILHOM MOPSIKE
WH/IMBUYAIbHBIM IIPOTOKOJIOM OCHOBHOW METa0OIMYECKON 1
WHTEHCUBHOW MH(Y3MOHHOW TE€panuu pOIUTENCH, Bpaueit
JETCKOU MOJIMKJIMHUKH TT0 MECTY JKUTEJIbCTBA MAIlUEHTA.
Poauteny 1oMmKHBI OBITH 00ECTICUEHBI TUTEPATYPOIL 11O
KJIMHUYECKOU KapTuHe u edenuto ['Al. B neuebnom mpoTtokose
JIOJKEH OBITh YKa3aH HOMep TeleoHa Jiewalero Bpaya, ¢
KOTOPBIM MOKHO CBSI3aThCS B JTF000€ HEOOXOUMOE IS TTAI[UeHTa
BpeMsL.

DKCTpeHHass MEAUITUHCKAS
MIOMOIIb Ha IOMY

PoauTtenu nomKHEI UMETH BCE H606XO,Z[I/IMLIG JICKAPCTBCHHLIC
CpcaAcCTBa JIsl Ha4YalIa HHTEHCUBHOMH TCpaIiu Ha 1OMY.

Obecneuenue
IIPEEMCTBEHHOCTHU B
JIeuyeHHH (eTcKas
IOJIMKJIMHUKA, PAaHOHHBIE
OOJIbHUIIBI,
MeTab0IMUECKUN LIEHTP)

Bpauu neTckux noMuKIMHUK/PalOHHBIX OOJIBHUIL IO MECTY
JKUTEJIbCTBA MAIUEHTA, JOJHKHBI OBITH IIOCTaBJICHBI B
M3BECTHOCTH O MauueHTax ¢ '’Al, 1 HHCTPYKTUPOBAHBI 11O
TaKTUKE Je4yeHus. IHAMBUAYyanbHbIN IPOTOKOII 110 JIEUEHUIO
MAIUEHTA JIOJKEH OBITh OTOCIIAH B MOJIMKJIMHUKY/CTAIIOHAD 10
MECTY JKUTEJIbCTBA, HE3aMEUIMTEIIBHO ITOCIIE YCTaHOBJICHUS
nuarHos3a. MlHTeHcuBHOE JieueHne JOJDKHO ObITh HAYaTo J10
MepeBO/ia B CICIIMAIIM3NPOBAHHBIN META00TMYECKUH TIEHTD,
XOPOUIO BJIAJICIOIINN JICYEHUEM TAHHOW ITaTOJIOTUH.

MenumuHcKas IOMOIIb B
BBIXOJHBIE, MPA3THUIHBIE
JTHU ¥ OTILYCKHOW MEepUOJ

[Tpu BBIe3 e pebeHKa Ha OTABIX (B PETHOHBI BJANIU OT JJOMa),
HEO0OXOIUMO OTIPABUTH IO MECTY MpeObIBaHUS OOIBHOTO
pebeHKa MPOTOKOJI MHIANBUAYAIBHOTO JICUEHHS, HOMEp TenedoHa
JIeYaIlero Bpayva.

MenumuHacKas TOMOIIbL BO
BpeMs UH(PEKIIMOHHBIX
3a00/1eBaHUH

[Tpu BO3HMKHOBEHUH MH(EKIIMOHHBIX 3a00JI€BaHUI U
TIOBBIIIEHUH TeMmeparypbl Tena 10 38,5°C poxurenu nanuenTa
KaK MOKHO CKOpee, JOJKHBI TOCTaBUTh B U3BECTHOCTh O
CJIyYMBIIEMCS JIEHAIEro Bpaya.

MenunpHcKas TOMOIIb IPU
IIJIJAHOBBIX XUPYPTAUYECKUX
BMEILIATEIbCTBAX

IIpu m1aHOBOM XUPYPIUYECKOM BMELIATENILCTBE Bpauu XUPYPIH,
AQHECTEe3MOJIOTH JIOJIKHBI ObITh HHPOPMHUPOBAHBI O KIIMHUYECKOM
Te4eHUH 3a00JIeBaHMs, Jeyalliil Bpad JOJDKEH OTIPAaBUThH B
XUPYPTUYECKHUM CTALIMOHAP IIPOTOKOJ MOCIEONEPALIUOHHOTO
BeJIeHUs nanueHTa. OCHOBHBIMHM PEKOMEHAALNUAMH SIBIISIOTCS:
n30erarb rojo/laHusl, Ha3HaAuYE€HUE PACTBOPOB TIIIOKO3bI U
JIBOMHOM 03Bl KAPHUTHHA
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