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Cnmcok cokpameHuit
3-OH-rnyrapoBast KUCJIOTa — 3-TUAPOKCUTIIYTapoBasi KUCIOTa
ADII — aHTH-3nMIIENITUYECKHE TTpENapaThl
I'A1 —rnyrapoBas auuaypus tam 1
I'’AMK — rammMa-aMuHOMAacHsiHas KUCJIOTa
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MPT — MarHuTHO-pe30HaHCHas TOMOrpadus
TMC — tanaemMHas Macc CIIeKTpOMETPUs
LICX — nepedbpocnuHanbHast )KUIKOCTh
C5DC (glutarylcarnitine) —riayTapuiIKapHUTHH
GA (glutaricacid) —riyrapoBas KHCIOTa
GCDH (enzymeglutaryl-CoAdehydrogenase) — depment rimyrapmi-KoA aeruaporenasa
OMIM (OnlineMendelianInheritanceinMan) — »snekTpoHHass 0a3a naHHBIX «MeHeneBcKoe
HACJIEJIOBAHHE Y YEIOBEKa»
KoA — ko3H3uMA
DA/l — prraBUHACHUHINHYKICOTHT
®AJIH,> —BoccTanoBnenHol hopma DAJ]
OPBMU — octpast pecniupatopHasi BUpycHasi HHPEKIUs
AUYTB — akTUBHpOBaHHOE YaCTUUYHOE TPOMOOIIACTUHOBOE BPEMsI
MHO — MexayHapogHOE HOPMAIM30BaHHOE OTHOILIEHUE
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TepMuHbI U onpeaeIeHUs
((3HIIe(])aJII/ITOHOL[06HbII71 Kpu3» HWiIin «MeTadoInYecKuii Kpu3» = KpPUTHUYCCKOC,
yrpoKamoIee KHU3HH COCTOSHHE, CIPOBOLMPOBAHHOE HEOIAronpusTHHIME  (hakTopamu,
06y0J’IaBJ’II/IBaIOH_[I/IMI/I YCUIICHHUE IPOLHECCOB KIIECTOYHOI'O KaTtaboamu3sMa u IMPOABJIAIOIICCCA

YITHETCHUEM CO3HAHUA A0 COIIOPa U KOMBI B PE3YJIBTATC Pa3BUBAIOIIECTOCA OTEKA I'OJIOBHOI'O MO3ra.

CunapomMom «rTpsicku MmJajaeHna» («Shaken baby syndrome») - komruiekc
MPEIOTBPATUMBIX CEPbE3HBIX IMOBPEKIECHUI TOJIOBHOTO MO3ra B pe3yjbTaTe IpyOooOH TpSICKU
HOBOPOXACHHOI'O WJIX MJIaICHIIA. SIBnsaercs OJHHM U3 OPraHUYCCKUX HapymeHI/Iﬁ, MN3BCCTHBIX KaK
CUHAPOM JCTCKOI'0 COTPSACCHHUA WU YallC BCCro BCTPCUACTCA Yy HeTeﬁ A0 IIATH JIET, MJIaACHIbI 10

roga nMoABCPKCHLBI HaI/I6OJ'IBI_HeMy PHUCKY.



1. Kparkass wundopManusi mno 3a00/1eBaAaHMI0 HJIH COCTOSIHHIO (Trpymme

3a00J1eBAHUIT UJIM COCTOSIHUIA)

1.1 Omnpeneaenue 3a00JeBaHUS MM  COCTOAHHNA (rpynnbl 3a00J€BAHUN WM
COCTOSIHU)

I'nmyrapoBast aummypuss tun 1 (HemocTtaTodyHOCTh TiyTapuia-KoA perujporeHasbl,

rmytapoBas anunemus tan 1, A1) - ayrocomHo-penieccuBHoe 3aboneBanne (OMIM # 231670),
00yCIIOBJIIEHHOE MaTOreHHbIMU BapuantamMu B rene GCDH, xopupytouieM (GepMeHT TiyTapui-
KoA neruaporenaszy (GCDH). Henoctato4HOCTh TaHHOTO )epMEHTA MPUBOJANUT K HAKOTUICHHUIO B
OMOJOTrMYECKUX KUAKOCTAX U TKaHAX Ii1yTapoBoii v 3-OH-rimyrapoBoil (3-ruIpoKCH-IIIyTapOBOi)
KHCIIOT, OKAa3bIBAIOIIMX HEHPOTOKCHYECKOEe EHCTBUE MPEHMYIIECTBEHHO Ha TOJKOPKOBbBIE
CTPYKTYphI rosioBHOro mo3sra. Jluarno3z 'Al He sBisieTcs MCKIIIOUUTENBHO KIMHUYECKHM, OH
YCTAHABJIMBACTCSI HAa OCHOBAaHHMM OIPENEICHHBIX OWOXUMHYECKHUX W/WIA MOJEKYJSPHO-
TCeHETUYECKUX W3MEHEHHH, BBISBISIEMBIX Y TIAIMEHTOB C ONPEACICHHON KIMHUYECKOU
CUMITOMATUKON WJIM Ha JOKJIMHUYECKOW CTaguM TMPU MPOBEICHHUH MAacCOBOTO CKPUHHMHTA

HOBOPOXJICHHBIX [1, 2, 5].

1.2 ITHOJOTrUA M IATOreHe3 32001eBaAHU UM COCTOAHUSA (IPVIILI 3200J1eBAHNI HJIN
COCTOSIHU)

I'en GCDH xapTtupoBaH Ha KopoTkoM Iuiede 19 xpomocomel B sokyce 19pl13.2. K

HacTosemMy BpemeHu B rene GCDH onucano 6omee 260 pa3inuuHbIX MyTallUid, OJHOW U3 CaMbIX
pactipocTpaHeHHbIX aBisercs c.1204C>T (p.Arg402Trp), BcTpeuatomasics ¢ yactotoi 12 - 40%
B cTpaHax 3anaaHoil EBponsl. HekoTopble MyTaliiy XapakTepHbl s OTIPEIeIeHHBIX STHUYECKUX
rpynn u u3onsatos: mytanuu ¢.743C>T (p.Pro248Leu) u ¢.1093G>A (p.Glu365Lys) c BbicOKOM
yacToToi Berpevarotes B Typruu, mytanuu ¢.91+5G>T u ¢.1262C>T (p.Ala421Val) B oOmmHax
amuteii [2, 5, 15]. JIBa nauGonee yacteix Bapuanta (c.1204C>T (p.Argd02Trp) u c.1262C>T
(p.Ala421Val), onucanHble B OONBIIMHCTBE MONYJISILIMNA, MISHTHU(GUIUPOBAHBI Y POCCHUHCKUX
MAlMEeHTOB U COCTaBISIOT 56,38% 1 11,7% MyTaHTHBIX ajlienei, COOTBETCTBEHHO [31].
@®epment rayrapuin-KoA-nerunporenaza (GCDH) yuactByer B Merabonusme
AMHHOKHUCIIOT JIW3WHA, TUApoiau3uHa, Tpuntodana. @epment GCDH nokanu3oBaH B MaTpHKCe
MHUTOXOH/IpHI 1 IpesicTaBiseT codoi romoTeTpamep. Kaknast cyobeAnHMIIa ATOTO OETTKa COCTOUT
u3 438 amMuHOKHCIOT, N-TepMUHaIbHBIA OCTaTOK (44 aMHHOKHCIOTHI) YyAajseTcs Iocie
TpaHcniopTupoBku ¢epmenta B mutoxoHapuu. GCDH karanusupyer 2 mocienoBaTelbHBIX

peakuuu mnpeBpamieHuss rayrapuia-KoA B kpoToHmin-KoA (peakuuu AeruIporeHupoBaHUs U
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nekapOokcunupoBaHusi). B pesymbrare ONOKMpOBaHHS JaHHOW (EPMEHTHOM peakIuu
MPOUCXOUT HAKOIUICHHE TITyTapoBoid U 3-OH-ryTapoBoii KUCIOT B OMOJIOTHUECKUX JKUTKOCTSIX

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

Banos TeaweBme
[T B
L-Tpmogan LTz

cemennd| Tmymapan- |
Kok

= =) iy Tapel NecapeuT ne
L-uﬁ;—

Cnyraposan kacnoTa (="

®A/l — pnaBunanenunaunykiaeotua, ®AJIH> - Boccranonennoit popma ®AJl, KoA —

kooH3UM A, CO; — yIrIIeKUCbId ras.

Puc.1 - Cxema MeTabONMYECKUX MPOIIECCOB, MPUBOISAIIMX K Pa3BUTHIO TIyTapOBOM
anuaypud TN 1: meTtabonuveckue OJOKHA BBIIETEHBI TOMYOBIM I[BETOM, MATOJOTHYECKUE

METa0OJIUTHI BbIIETIEHBI IBOMHONW PaMKOH.

@depMeHT OTHOCHUTCS K Tpymrme (IaBOMPOTEUHOBBIX ACTUAPOTEHA3 MHUTOXOHAPUATHHOTO
MaTpHUKCa, yYaCTBYIOIIUX B MEPEHOCE JIEKTPOHOB K YOMXWUHOHY Yepe3 IIEKTPOH-TIEPEHOCSIINMA
(1aBONPOTEHH B JIBIXaTEILHOM IS MUTOXOHIPUA.

Mexanusmsbl pa3zputus 'Al 10 koHLa He u3ydeHsl. [IpemmylecTBEeHHOE MOpa)xeHUe
CTpUAPHON CUCTEMBI TOJOBHOT'O MO3Ta CBSI3BIBAIOT C U30UPATENbHON TOKCUYHOCTBIO TTTyTapOBOI
KHCJIOTHI W/WJIM €€ MPOM3BOJIHBIX. TaKke TIyTapoBas KUCIOTa U €€ METabOIUThI HHTHOUPYIOT
JeKapOOKCHIa3y rITyTaMHHOBOM KUCIOTHI ((hepMeHT, yaacTByommii B Metabom3me '”AMK), uto
BBI3BIBAET CHI)KEHHE KOHIIEHTPAIIMU ATOT0 TOPMO3HOIr0 HeiipoMeauarTopa. ¥ nmauuentoB ¢ ['Al
BBISIBJICHO 3HAYUTENIHOE CHIDKEHHE aKTHBHOCTH TITyTaMaTAeKapOOKCHIIa3bl B TOOHBIX OTHAEIax

KOpBI TOJIOBHOTO MO3ra, XBOCTAThIX SAPAX M CKOPJIYIE W CHWKeHue KoHueHTpauuu ['TAMK B
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nepedbpocnuHanbHoi xunkoctu (L{CXK). OnHako naHHBIE OMOXMMHYECKHE HAPYIICHUS MOTYT
ObITh BTOPUYHBIMU M BO3HUKaTh BciencTBue nospexacHuili TAMK— spruueckux HeMpoHOB
Mo3ra.

MexaHu3MBbl TATOTeHe3a OCTPHIX PHIE(DATUTONOA0OHBIX KPU30B OKOHYATENILHO HE SICHBI.
Cuauraercsd, yto riryrapoBas u 3-OH-riryrapoBasi KHCIOTBI, UMEIOLME CTPYKTYPHOE CXOACTBO C
rJlyTamMaTtoM, B3auUMOJEHCTBYIOT ¢ N-MeTWiI-acnapTaTHbIMU peLenTopamMH, s KOTOPBIX
rJIyTamar sBJIIETCSl ECTECTBEHHBIM aKTHBATOPOM, UTO BBI3BIBAET UPE3MEPHOE HAKOIUIEHUE HOHOB
Ca?" B mocTCHHANTHYECKMX HEHpPOHAX M HPUBOAUT K ruben KiIeTok. JpyruM BO3MOMKHBIM
HEHPOTOKCHMYECKUM (PAKTOPOM CUUTAIOT HAKOIUIEHHWE MPOMEXKYTOYHOro MeradoiuTa oOMeHa
Tpuntodana u TM3MHA — KBUHOJIMHOBOM KUCIOTHL. B HacTosIee Bpems, 10 KOHIIA HE pacrio3HaHa
NPUYHHA JOOHO-BHCOYHOW aTpo(UH W/WIIM TUIOIUIA3UU U CYONypalbHBIX KPOBOM3IHUSAHUHN TPU
['Al. Cuuraercs, uto Bo Bpemsa sMmOpuorenesa 3-OH-rimyrapoBasi KHCIOTa MOXET HapyllaTh
dbopMUpOBaHHE CTEHOK COCY/IOB, B MIEPBYIO OU€pe/ib — COCYAOB T'OJIOBHOTO MO3Ta, MPHUBOJS K
MOBBIIICHUIO UX MPOHUIIAEMOCTH ¥ BO3HUKHOBEHHUIO KPOBOMBIUSHUM [2, 14].

[Ipu ayroricuu y Bcex nmauueHToB ¢ I'A1l BBIABISIOT BBIpaXXEHHYIO CYOKOPTHUKAIbHYIO U
KOPTUKAJIBHYIO aTpoQHUI0 TOJOBHOTO MO3ra, arpoUuecKyl0 BeHTpHKyJoMmeranuw. B
OOJIBIIMHCTBE CIIy4aeB BHU3YaIH3UPYIOTCS HEKPOTUYECKUE M3MEHEHHsI B 00JaCTH CKOPIYIBI U
TOJIOBKM XBOCTaTOro sapa. Pexe mopaxaroTcsi 3pUTENbHbIE TPAKThl, MO30JUCTOE TEIO,
BHYTPEHHsISI KarlCyna, TIyOOKHe OTIeNbl Oeloro BemiecTBAa MO3XKEYKa, CTBOJIA Mo3ra. Y psina
NalMEeHTOB OOHAPYKUBAIOT «T'yOUaTyIO» JereHepauio 0enoro BelecTa, NpeuMyIIeCTBEHHO B
NEPUBEHTPUKYISPHBIX 00J1aCTAX, pexe B TaJlaMmyce, OJIeIHOM Iape U CTBOJIE TOJIOBHOTO MO3ra [2,
14].

YV OoNbIIMHCTBA MALIMEHTOB MIPU ayTOIICUU BBIABIISETCS )KUPOBasi UHOUIbTPALIUs KJIETOK IEYECHH,
MPOKCUMANbHBIX KaHANBIEB TOYEK M MHOKAPIUOIIUTOB, YTO MOXET OBITh CBSI3aHO C

Hecnenu(puIeckoil MUTOXOHApHaIbHON AuchyHKIMeH [2, 14].

1.3 DnuaeMuoJorus 3a00JeBaHuAg HWJIN COCTOAHHNA (rpynmbl 3a00JeBaAHUN MM
COCTOSIHUM)

I'myrapoBast amumaypus tunm 1 (I’Al) OoTHOCHTCS K YHCITY DPEIKHUX HACIIEICTBEHHBIX

Oone3neit oOMeHa BemiecTB. YacTtoTa 3aboeBaHus B cTpaHax 3anmagHoi EBpoOIbI cocTaBisieT B
cpeanem ot 1: 30 000 mo 1: 100 000 >xuBbIX HOBOpOXAEHHBIX [21, 24, 25]. Beicokas yacTora

BcTpeyaemoct ['Al ormedena cpeau oOumH amumiein B Amepuke, Kanane u [lencunsBannm -



1:300 [32, 33]. K HacTosimieMy BpeMEHH B JIUTEpaType UMEIOTCs omucaHusi 6osee 600 cioyuyaes

sToro 3aboiyieBanus [1, 2, 5, 26].

1.4 Oco0eHHOCTH KOJIUPOBAHUS 3200/J1¢BAHNS WJIH COCTOSIHMS (TPVIIILI 3200 1€BAHUI

HJIM COCTOSIHUI) mo MeXavHapoaHoH CTaTHCTHYECKON Kiaaccudukanuu O0oJiesHeld M

nmpo0JeM, CBA3AHHBIX CO 310POBLEM

E72.3 - Hapymienns oOMeHa JTu3WHA U THAPOKCHIIN3UHA.

1.5 Kaaccudukanus 3a00/1eBaHUs WJIH _COCTOSIHUSL (TPynnbl 3a00JeBAHMI WM
COCTOSHMI)

[To kKTMHUYECKOMY TEUEHUIO KJIACCH(PHUIMPYIOT Ba OCHOBHBIX moatuna ['Al: ¢ ocTpeiM

SHIIE(PATUTONIOTOOHBIM H ITOJOCTPHIM TECUCHHEM [2].

1.6 Kiimanyeckasi KapTHHA 3200J1eBAHNS WM COCTOSTHUS (IPYNIbLI 3200J1eBAHUN HJIH
COCTOSIHUI)

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

maHudectaruu oT 6 no 18 mecsueB. B 75% ciydaeB HaOmromaeTcs dHIE(ATUTONOTOO0HBIN
BapuaHT 3aboneBanus. Y 75-80% manueHTOB TEPBBIM CHMIITOMOM OOJIE3HH MOXKET OBITh
Makpouedanus, KoTopasi OTMEYAeTCsl C POXKAECHUS WIN PA3BUBACTCS B IEPBbIE MECSLbI KU3HH.
OHuedanuTono100HbIN BapraHT 3abosieBaHus Habronaercs B 75% ciydaeB. Hepeako mepBbie
NposiBIEeHUs] OO0JNEe3HH B BHJIE SHIE(ATUTONOAOOHOIO KpU3a BO3ZHUKAIOT Ha (OHE TaKUX
IPOBOLUPYIOHINX (DAKTOPOB KaK YEepernHO-MO3roBasi TpaBMa, XUPYpPruuecKHe BMEIIATeNIbCTBA,
JUINTENIbHBIA TIEpUOJ] TOJIOJaHMs, KPOME TOro, OCTpPbIM 3HIe(aTonaTHUECKUil KpU3 MOXKET
BO3HUKHYTh Yy JIeTel B BO3pacTe NEepBbIX 6 JIET BO BpeMs JII000ro HHPEKIIMOHHOTO 3a00IeBaHUs,
MPOTEKAOIIEr0 C TOBBIIIEHUEM TeMIepaTypsl Tena, a Takke (eOpusIbHON peakuuu B
MOCTBAKI[UHAIILHOM TI€pUO/Ie, KOTOpPBHIE COMPOBOKIAIOTCS BBICOKMM YPOBHEM  IIpoliecca
karabonmusma [28]. Uepe3 24-72 uaca OT BO3ICHCTBHS «IIPOBOIUPYIOLIET0» (haKTOpa OCTPO
pa3BHUBAETCS CHMIITOMATHKA B BUJIE JIMXOPAJIKH, 3MIU30/10B CPBITMBAHUS WJIX HEYKPOTUMOU PBOTBHI,
KHILIEYHBIX PACCTPONCTB, SMMWICITUYECKUX MPUCTYIIOB, YaCTO MPOUCXOIUT YTHETEHUE CO3HAHUS
JI0 COMOpa M KOMBI, B pe3yJibTaTe Pa3BUBAIOILEroCs OTE€Ka M HaOyXaHHs MO3ra, 4TO MOKET
IPUBECTH K OBICTPOMY JIeTalbHOMY UCX0Ay. CIyCTsI HECKOJIBKO AHEH WM HeAelb Mocie Kpu3a
MOTYT OTMEYaTbCs pa3jIMyYHble TUIBl TUIEPKUHE30B (XOpeH(POPMHBIE, XOpPEOATETOUIHBIE,
OayrcTUYeCcKre, AUCTOHMYECKHE), KOTOPhle MOTYT ObITh I'€HEpalIM30BaHHBIMU, (OKAIbHBIMU

WK pacpeacadaThbCs 110 TEMHUTHITY, a4 TAKXKE COUCTATBCA ¢ UBMCHCHUEM MBIIIICYHOTI'O TOHYCA 110
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CIACTUYECKOMY THUIly. 3a00JeBaHHE HOCHT BOJHOOOpPA3HBIM XapakTep: MOCie MEpPEeHECEHHBIX
9HIIE()ATUTOMOAOOHBIX KPU30B MPOUCXOIUT MEUIEHHOE, HO HE TIOJHOE BOCCTaHOBJICHHE
HEBPOJIOTUYECKUX HapylIeHWi. B mociemyromeM y ManueHTOB ¢ TPYObIM TUCTOHHYECKUM
CHUHJIPOMOM 4YacTo ()OPMHUPYIOTCS BTOPUYHBIE OCJOXHEHHS, TaKME€ KaK TUIOTpodus,
XPOHMYECKHH acnMpalMOHHBI CHUHAPOM, IOJBBIBUXM CYCTaBOB M BBIPKEHHBIH O0JeBOH
cuHgpom [6, 12].

B 25% cmyuaeB 3a00s1eBaHNe UMEET MOAOCTPOE, J0OpOKauecTBEHHOE TeueHne. Ha mepsom
rofly >KM3HM JETH HAOJIOAAIOTCA C 3aJEPKKOH ICHUXOMOTOPHOTO Pa3BUTHA, a B JalbHEHUIIEM
IPOMCXOIUT IIOCTENEHHAass yTpaTa paHee IPUOOPETEHHBIX HABBIKOB, M IPUCOCAUHSIOTCA
pa3IMyYHbIE BUJIbl TUIIEPKMHE30B B COUETAaHUU CO CIIACTUYHOCTHIO. JINCTOHNYECKHE TUIIEPKUHESBI
NPUBOJAT K HAPYIICHUIO XOAbOBI, MUChMa M peueBbIX (yHKIMA. MHOTHE NalueHTHl JITUTEITbHOS
BpeMs HaOJIOalOTCs Yy HEBPOJOrOB CO CHACTUKO-TUIEPKUHETHUYECKOH (OPMOM JI€TCKOIro
nepebpasnibHoro  mapanuya. I[lomoctpoe  TeueHue 3a00JI€BaHUS  MOXKET — OCIOXKHATHCS
METa0OJTMUECKOW JIEKOMIICHCAINEH, IOSBICHHEM HOBBIX HEBPOJIOTMYECKHX CHMITOMOB WIIN
YCUJIEHHEM UMEIOLIENCS KJIMHUKHY.

Jpyrumu 4acTbIMM CHUMITOMAaMM SIBISIOTCS NMPO(dy3HOE IOTOOTAEIECHUE, SIU30/Ib
HEMOTHBUPOBAaHHON JIMXOPAAKH, OSIWICNTUYECKUE IPUCTYNBL. Y HEKOTOPHIX NAIMEHTOB
HAOJII0JIAI0TCS aTaKTUYECKUE PACCTPOMCTBA, OUEHBb PEIKO BCTPEHAIOTCS MUOKIOHUM U TPEMOP,
odTampMonape3, Kocoryazue. Y OOJBIIMHCTBA NAallMEHTOB MHTEJUIEKT HE CTpajaeT WU
HaOJII01at0TCs JIETKHE KOTHUTUBHBIE HapylieHus. Cpeu CHMITOMOB CO CTOPOHBI OpraHa 3peHHs
HepeaKo OOHapyKMBAIOT KPOBOM3IIUSHUS B CETYATKY, KATApaKTy U MUTMEHTHYIO JIer€HEepaluio
CeTYaTKU. Y HEJEUEHBbIX IalMEHTOB CMEpTENbHBIH HCXOJ HACTyHNaeT B TEUYEHHE IEpBOTO
JECSATUIIETUS JKU3HU Ha (DOHE TSKEJIOro MEeTabOJMYEeCKOro Kpu3a WM B pe3ysbTaTe pa3BUTHUS
Peiie-nmoio0HOTO CHHIpOMA.

VY psapa nanmentoB ¢ I'Al Ha mepBoMm rony u3Hu B 10-30% ciaydaeB BO3HHKAarOT
cyOypalibHbIe KPOBOM3JIMSHUSA, KaK MPABUIIO, MOCJIE MEPEHECEHHO! JIETKONW YepEerTHO-MO3TOBOM
TpaBMbl. Y TAIMEHTOB C CyOQypalbHBIMH TIeMaTOMaMU W/WiIK  OUTEeMIOpaIbHBIMU
apaxHOUJAJIbHBIMM KHCTAMHM B COYETAaHMM C Makpoledanueil M JUCTOHHUSMHU JIOJKHBI OBITh
npoBesieHbl uccienaoBanus g uckimouenus ['Al. Jlmarno3 I'Al nomkeH ObITh 00s3aTENBHO
UCKJTIIOYEH J1a00paTOpPHBIMM METOJaMH Y MallME€HTOB C MPEANOiIaraéMblM CHHAPOMOM «TPSICKU
miazaeHma» («Shaken baby syndromey) [2, 9].

KimHuKo-1narnocTuueckue KpuTepuu, MOo3BOJIIOIINE 3a110103pUTh I'A ]l ipeacTaBieHb! B

ITpunoxxenun I'1.
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2. luarHocTtuka 3a200/IeBaHUSI MJIH COCTOSIHUSL (Tpynnbl 3a00JIeBaHUl WM
COCTOSIHMII), MEAUIIUHCKHE NOKA3aHUS M NMPOTHBONOKA3aHUS K NPUMEHECHHUIO
MEeTO0B JUATHOCTHKHU

ﬂua2H03 TAl ycmanaeaueaemcst Hd OCHOBAHUU COB0KYNHOCMU KIIUHUYECKUX CUMNNIOMOS,
cemelino2o aHamHesd, XapaxKnmepHblx Heﬁpopaduwzozuqecxux M3M€H€HML2, no6blULEeHUA

konyenmpayuu enymapunxapuumuna (C5DC) 6 kposu, enymaposou u 3-OH-enymapogoti kuciom

8 MOYe, a makdice 8bliGIeHUsl OUALIEIbHBIX namo2eHHbiX sapuanmos 6 cene GCDH.

2.1 ’Kago00LI M1 aHAMHE3

Ilpu cbope anamunesa u xanod pekomeHo08aHo 0Opamums GHUMAHUE HA:

- OMAOWEHHDI CeMelHblll aHaMHe3 (Hanudue 8 cemMbe Nayuenma ¢ NnoOmeepHCOeHHbIM
ouaznozom I'Al, nanuyue 6 cemve ciyuas CUHOPOMA «BHE3ANHOU CMEPMU MIAOEHYA)

- Buesannoe yxyowenue cocmosinus (6 6ude ympamvl paHee NpPUOOPEMEHHbIX
08U2AMENLHBIX  HABLIKOB, NOAGNEHUS HACULLCMBEHHbIX —O0BUMCEHUUl  KOHeYHOCmel,
OUCMOHUYeCcKUX amak) Ha ¢hone noanozo 300posvs unu OPBU, npu onepamusHbix
BMeuamenbcmeax, Yepento-mo32080U mpasme;

- OIU3KOPOOCMBEHHbIU OPAK,

- 3NU300bl TUXOPAOKU,

- njloxou annemum,

- HapyweHusi 6CKapMIUBAHUsL,

- yacmoule CpbleUBAHUSA,

—  HeYKpoOmumym peomy;

- yeHemeHue CO3HAHUA,

- cyoopoeu,

- @a10Ccmb, C1aOOCMb, COHIUBOCTIb,

- becnokouinoe nogedeHue, NiaKkCusoCmy,

- nogvluleHHOoe nomoomoeJieHue;

- HapyuweHue KOOPOUHAYUU OBUNCEHULL,

—  Henpou380jbHble/HACUILCTNEEHHbLE OBUNCCHUSL,

- OucmouuyecKkue amaxu;

- KIUHUKA CNACMUKO-2UNEPKUHEMUYECKOU Popmbl 0emcKo20 yepebpaibHo20 Napaiuda;

12



I'Al:

2.2 duzukajbpbHoe 00cae10BaAHUE

IIpu ocmompe Heobx00uMo 0bpamums HUMAHUE HA OCHOBHbIE PUUKATbHbIE NPOABLEHUS

Jemu nepevix 3 nem rHncuznu

maxpoyeghanusi;

svicmynaroujue 100Hbvle Oyepol,

eenamome2anusi;

3a0epoHcKa MOMOPHO20 U NCUXO-PEUeBo20 PA3GUMUSL

U3MEHeHUe MbIEYHO20 MOHYCa N0 MUNY OUCIOHUU,;

IKCMPANUPAMUOHbIE HAPYUEHUS: USMEHEHUs MbIUEYHO20 MOHYCA NO MUNY PUSUOHOCIU
U pasiuuHble  MUNbL  SUNEPKUHE306  (XOopeugopmHble,  XOPeoamemouoHvle,
baniucmuyeckue, oucmonuyeckue) pasuou JloKanuzayuu (chokanvhuie,
2eHepaIU308aHHbLe, 2EMUMUN),

cnacmuyeckuti  mempanapes  (nogvluleHUe  CYXONCUTIbHBIX — peqhieKcos,  Haauyue
NAmoa02UdecKUx CMONHbIX 3HAK08, CHACMUYeCKdsl NOX00KA U 0p.);

nepuoouyecKas amaxcus, mpemop;,

cyoopoau,

Ilocne 3 nem

Mmakpoyedghanusi;

3a0epocKa MOMOPHO20 U NCUXO-PEUe8020 PA3GUMUSL)

UBMEHeHUe MbIUEYHO20 MOHYCA NO MUNY OUCTMOHUU,

IKCMPANUPAMUOHbIE HAPYWIEHUS: PUSUOHOCMb U PA3IUYHbIE MUNbL CUNEPKUHE308.
MOPCUOHHbLE, OPOPayUaiIbHbLe, XOPEUPDOPMHbIe, XOPeOamemouonvle, OALTUCMULECKUE,
cnacmuyeckuti  mempanapes  (NogvluleHUe — CYXONCUILHBIX — peieKcos, — Hanudue
RAmMonI02UHeCKUX CIONHbBIX 3HAKO8, CHACMUYeCKast NOXOOKA U Op.);

nepuoouyecKkas amaxkcus, mpemop,

cyoopoau,

nepughepuyeckas He8poOnamusi;

ncuxuampuieckue HapyueHus,

npogysHoe nomoomoenenue;

nO8MopHbIe INU00bI HEOOBACHUMOU TUXOPAOKU (cUnepnupexcudecKue Kpusol);
amopexcus;

UHCOMHUU,

2Uno2iuKeMuu Ha Qore ONUMenbHoU 20100HOU NAY3bl,
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— ecenamomeezaius,

—  pedKko paboomMuou3.

11o0pobHo Oanmuvie huzukarbHo2o0 00C1008aAHUS ONUCAHBL 8 pa30ele «KIUHUYECKAs KAPMUHAY.

2.3 JIaGopaTopHbIe THATHOCTHYECCKHE UCCAeT0BAHUSA

OCHOBHBIMH J1a00pPaTOPHBIMU METOIAMH ITOATBEP K AArOIIeH nuarHocTuku ['Al sBisitoTes

OMOXHMHUYECKHE U MOJICKYJISAPHO-TCHETUYCCKUE METOAbBI UCCIICIOBAHUA.

e Pexomennyercs uccieoBaHuE YPOBHsI CBOOOIHOTO KapHUTHHA U allUJIKAPHUTHHOB B KPOBU
METO/JIOM TaHJEMHON MacC-CIIEKTPOMETPUU TAIMEHTaM C KIMHUYECKUMH MPOSBICHUSMH,
xapaktepHbiMu 17151 ['A1 ¢ 1eapro OMOXMMHUYECKOM TUarHOCTUKY 3aboneBanus [2, 7, 4, 14].

YpoBeHb yoeauTeIbHOCTH pekoMeHaanuii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTeNbCTB — 3)

Kommenrtapuu: Memooom mandemnou macc cnekmpomempuu (TMC) onpedenarom

koHyenmpayuio enymapuirkapuumuna (C5DC) 6 namuax evicywennou kposu. Konyenmpayus

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

KAUHUYeCKUX NpossieHull. /[JanHblll mecm NpUMEHsI0m Npu npo8eoeHUn Macco8020 CKPUHUHSA HA

T'Al. Uzeecmuwt sapuarnmol I'Al ¢ nozonel manupecmayuei u reckum medeHuem, npu KOmopvix

VPOBEHb  2NYMAPUIKAPHUMUHA Modcem Oblmb 6 npeoenax HOpMul. Ypoeenb c680600H020

KAPHUMUHA Y MHO2UX NAYUEHINO8 MONCEM OblMb CHUINCEH.

e Pexomenayercs onpesiesieHue B OMOIOTMUECKUX KUIKOCTSIX (MOYa) OpPraHUYeCKUX KUCIOT
METOJ/IOM Ta30BOM XpomaTorpaduu C Macc-CIEeKTpOMEeTpHuel (KOMILJIEKCHOE OIpeIesieHue
KOHIIEHTPAIIUU OPTaHUYECKUX KHUCIOT B KPOBU METOAOM TaHJIEMHOM Macc-CIEKTPOMETPUH)
MalMeHTaM C KJIMHUYECKUMHU TMpOSIBJICHUSIMU, XapakTepHsiMu s ['Al, ¢ uensio
OMOXMMHUYECKOUN AUarHOCTUKH 3a0oeBanus [4, 14].

YpoBeHb yoenuTeLHOCTH pekoMenaanuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 3)

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

U Kposu modxcem Oblmb 6 npedenax HOpMbl, 8 MAKUX CIYYAAX OUACHOCMUYECKU 3HAYUMBLM

Mapkepom sAensemcsa noegvlulenue KoHyenmpayuu 3-OH-enymaposoii kuciomwl, umo u

nossonsem ycmanogums ouacrnos I'Al [2, 4, 7, 14, 19, 20].

e Pexomenayercsa monexynspHas JJHK nuarnoctuka (BblsiBiIeHHE OMAIIENbHBIX MATOI€HHBIX
BapuaHTOB B reHe GCDH) nmanueHTaM ¢ MOBBIIIEHHON KOHLEHTpALKEN IITyTapUIKapHUTHHA
(C5DC), rnyrapoBoit u 3-OH-ryTapoBoit KUCIIOT C IEJIbI0 TOATBEpX)ACHUS Auaraoza ['Al

[21].
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YpoBeHnb yoeauteJabHOCTH pekoMeHaauuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTebCTB — 5)

Kommenrtapuu: /JHK ouacnocmuxa Heobxoouma Kaxk 0isi epupuxayuu ouasHo3da, max u 0is

MeOUKO-2EHEeMUYEeCKO20  KOHCYIbMUPOBAHUs — cemel U nociedyrouwei  NpeHamaibHou

ouazHocmuxu. B nexomopwix cnyuasx mymanmuulii aniensb He YOaemcs 8bis8Ums CIMaHOapmHbIMu

memoodamu JJHK-ananuza, ouaznoz 8 makux ciyyasx 0oaxceH Obimb YCMAaHO81eH HA OCHOBAHUU

KIUHUYECKUX U OUOXUMUYECKUX OAHHBIX.

PexoMenayercsi nposefieHHe oO0IIero (KIMHUYECKOI0) aHajlu3a KPOBU Pa3BEPHYTOrO
(reMOrnIOOMH, KOJMYECTBO OSPUTPOLUTOB, IIBETOBOM  IIOKa3aTellb, KOJHMYECTBO
JEUKOUUTOB, TPOMOOLMTOB, JIeHKOLMTapHas (opMyla U CKOPOCTb OCEIaHUs
SPUTPOLMTOB) BceM nanuenTam ¢ ['Alu npu nogo3peHun Ha 3abosieBaHUE Ui OLCHKU
OCHOBHBIX IIapaMeTPOB KPOBETBOPEHUSI U HAJIMYMS BOCHIAIIMTEIbHBIX MporeccoB [37, 51,

52].

YpoBenb yoeaureabHOCTH pekoMeHaauuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 4)

PeKOMeHIIyeTCH IIpOBCACHUC 06H_IGFO (KJ'II/IHI/I‘IGCKOFO) aHaJIu3a MO4YM BCEM ITallMCHTaM

¢ ['Al c nenbro OLIEHKHU COCTOAHUS TToYeK [34].

YpoBeHnb yoenurenabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

PexomennoBano namuentaM ¢ ['Al mpoBeaeHne OMOXMMHUYECKOTO aHaIM3a KPOBU
O0IIeTepaneBTHYECKOTO (COEp)KaHNE  TIIIOKO3BI, MOKa3aTell KHUCIOTHO-OCHOBHOTO
paBHOBecHsI, o0Iero Oenka, OCTKOBBIX (paknuii, anpbOoymuHa, C peakTHBHOTO OeIKa,
obmero OwnMpyOMHA, XOJECTEPHHA, TPHUIIMLEPUIOB, JIUIONPOTEUIOB HU3ZKOH H
BBICOKOM TJIOTHOCTH (MCCIIE€JOBAHUE YPOBHS JIMIONPOTEMHOB B KPOBM), ILEIOYHOM
¢docdaraspl,  KpeaTMHMHA,  MOYEBMHBI,  aJaHWHaMuHOTpaHcepazsl  (AJIT),
acnaptaramuHoTpanchepazsl (ACT), kpearnrdpochoKrHA3bl, Kalblidg OOIIEro u
MOHM3MPOBAHHOIO, HATpHs, Kayus, HeopraHuyeckoro gocdopa, xkenesa, dpeppuTHHa,
MarHus), ¢ IeJIbI0 OLEHKU COCTOSTHUS M€YEHH, NT0YeK, OargaHca BaKHEHIINX HYyTPHUEHTOB
MIPH TUETOTEPAITHH, KaJIbIIHEBO-POCHOPHOTo 0OMEHa U BHISIBIICHHS OTKIIOHEHHH BasKHBIX

OMOXMMHMUYECKUX MOKa3aTeNnel A AanpHeimenl koppekuuu [21].

YpoBensb yoeaureabHoCcTH pekoMenaanuii C (YypoBeHb JOCTOBEPHOCTH J0KA3aTeJIbCTB — S)

Pexomenayercss MOHHUTOPUHI KJIMHUYECKMX U JIaODOpAaTOPHBIX IOKa3aTesel
(KUCIIOTHO-OCHOBHOTO COCTOSIHUSI KPOBH, TJIFOKO3a, DJIEKTPONUTHI (Kalui, HATpUH,
KambI[Uil MOHU3UPOBAHHBIM, XJIOp) B MEPHOJ METabOIMUYECKOro Kpusa Kaxkisie 4-6
qacoOB UJIn paHLme HpI/I HaJIN4Ynn YXy,)IHIeHI/ISI NI y.]'Iy‘IIHeHI/Iﬁ COCTOAHMUA ITAIITUCHTAM
¢ T'Al B mepuox MeTabOJMYECKOTO Kpu3a C IENbI0 OICHKA COCTOSHUS U

CBOEBPEMEHHOM KOppeKuu Tepanuu [21].
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YpoBenb yoeauteabHOCTH pekoMeHaauuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 5)
KomMmeHnTapuu: B nepuod memabdonuyeckoco Kpuza NOSbIUAIOMCS K®K, neuenounvie
Gepmenmol u monounas kucioma. Konyenmpayus ammuaka 6 Kposu 0ObIYHO HOPMANbHASL 00

NO30HUX CMAOULl MemaboIU4ecKoll 0eKOMNEeHCAyUlL.

2.4 UHCTpYMEHTAJIbHBIE THATHOCTHYECKHE HCCIET0BAHUS

WHcTpyMeHTalIbHBIE METO/IBI UTPAOT BaXKHYIO poJib B AuarHoctuke I'Al. M3MeHenus Ha
MPT ronoBHOr0 MO3ra BBICOKOCTICHU(UYHBIE M BBIABISIOTCS y MOJABISIONIETO OOJIBIIMHCTBA
MAIMEHTOB JJa)kKe HA paHHEH cTauu O0JIe3HU.

e Pexomenayercsi mpoBeneHHE MarHUTHO-pe3oHaHCHOUW Tomorpaduu (MPT) romoBrHoro
MO3Ta W/MJIM KOMIBIOTEPHAs TOMOTpadus TOJOBHOIO MO3ra BCEM MAalMEHTaM C
noso3peHreM Ha I'Al ¢ TMarHoCTUYECKOM LENbIO U [Tl BBISIBICHUS HEUPOXUPYPTUUECKOM
narojoruu [7, 11, 13, 19, 20].

YpoBens yoeauteabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 4)
Kommenrtapuu: Hapkos no nokasanusm. Haubonee uacmuvimu mHelpopaduonocuyeckumu
npusnaxamu I'Al sgnaomcs: 100HO-MeMeHHAs SUNONA3Us/ampodus, GeHmpUuKyIoMe2anus,
CYO0ypanbHble 2eMamombl, 3A0ePAHCKA MUETUHUZAYUU/OeMUETUHUZAYUS U HEKPO3 0a3albHbIX
eananues. Imu U3MeHeHUs MO2Yym 6Cmpedamsvcs KaK U30IUPOSAHHO, MAK U 8 11000M co4emaHuu.
XapaxmepHotl  Hetipopaduonocuueckol ocobenHocmotlo I'A 1 se1gemca cummempuuHoe
pacuuperue Culb8uesvblx wenel ¢ gopmuposanuem «d¢pexma HAOKYUEHH020 AOI0KA» Ul
«Kpblibeg nemyyell Muluuy, Komopas ecmpeuaemcs y 95%. V oborvuuncmea nayuenmos
8bIA6IEHO pacuiupenue cyoapaxHouoaibHbvlX NPOCMPAHCME 0ddice HA NPeCcUMnMOMAMUYEcKol
cmaouu 3ab01esanus, KOmMopvle He Npemepnesarom HUKAKUX UBMEHeHULl Npu NposedeHuu
koHmpoavhwbix MPT 201061020 M032a u couemaromesi ¢ HOpMATbHOU MOTUUHOU KOPbL 20T106HO20
MO32a U HOPMATILHO PA36UMBIMU UZBUTUHAMU.

Y b6onvwuncmea nayuenmos cyo0ypanbHule 2USPOMbBL/2EMAMOMbI, UYACO PACHOAASAIOMCA
bunamepanvho, pedce - umerOm 0OHOCMOPOHHIOW JNokanuzayuro. Onucvieaiom 00pazosaHue
OUMEeMNOPANbHBIX APAXHOUOANLHLIX UMY CYOINEHOUMAPHBIX KUCH, DeOKO 6CMmpeyaemcs ux
00HOCMOPOHHAA IoKanu3ayus. Msmenenus 6en1020 eeuecmea 20108H020 MO32a 6CMPEUAIOMCa Y
MHO2UX nayuenmog 6onvuvix ¢ I'A 1 u wacmo covemaromcs ¢ HeKPO30M OA3ANLHBIX 2AH2NUES.
Iopaosicenue 6enozo eewecmea, Kak NpaAsuio, CUMMEMPUUHOE, NPEUMYUWECNEEHHO 8
NepUBeHMPUKYIAPHLIX 30HAX 8 001ACMU NePeoOHUX U 3AOHUX PO208 OOKOBbLIX HCeNYOOUKO8 U 8

obnacmu cemuo8anrbHo2o uenmpa, 6 HEKOmOopbvlx Crydaiax 06Hapy9fcu6a}0m ()emueﬂuuus'ab;u;o
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cyokopmuxanvuvix U-eonokon. Ocmaemcs He SCHbIM, AGIAI0MCA U OaHHble 001acmu 0Yazamu
OeMUETUHUZAYUY UTU  UNOMUETUHUZAYUU. Y HEeKOmOpuIX NayueHmos O0JIbHbIX ONUCAHO
nopasicenue mozonucmozo mena [13, 16]. Xapakmephvie nevpopaouonocuieckue usmeHeHus npu

T'AI npuseoenwi 6 [Ipunoscenuu I2.

e Pexomenayercss nmpoBeneHue dnekTpodrnedanorpadun (O3I) manuentam ¢ Al mpu
HaJUYUHU HEBPOJIOTMYECKOM CUMITTOMATUKH JJIsI BBISIBJICHUS SMIJICITUYECKONM aKTUBHOCTH
[7,35].

YpoBeHb yoeauteJbHOCTH pekoMeHaanuii C (YpOBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 5)
KommenTapuu: 6 mom uucne 331" ¢ 6udeomonumopuHeom.

e PexomeHayeTcs MpoBeeHUE YIbTpa3BykoBoro uccienaopanus (Y3UW) opranos OproirHoit
nojoctu nanueHTam ¢ ['Al niis BeIsiBIeHUS TopakeHus rnedeHu [36, 52].

YpoBens yoeauteabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

e PexoMeHayeTcsi OLEHKAa COCTOSHUSI IIOYEK C IIPOBEJCHUEM  YJIbTPa3BYKOBOI'O
uccinenoanus (Y3UW) nouek nanuentam ¢ I'A1 i BBISIBICHUS CTPYKTYPHBIX HAPYILIEHUN
[37].

YpoBenb yoeaurebHOCTH pekoMenaaumnii C (YypoBeHb J0CTOBEPHOCTH A0KA3aTEeNbCTB — 4)

e Pexomenayercsi MCCIEIOBAaHWE MHMHEPAIBHOM IUIOTHOCTH KOCTHOM TKaHU —
(PenTtrenomencuromeTpusi) marUeHTaM JUIsl JIMarHOCTHUKHU OCTEOTICHUH, BBISBICHUS
IPYMIIbI pUCKa U NPUHATHS JeueOHo-poduinakTudeckux mep [21, 53].

YpoBensb yoeaqureabHocTH pekoMenaanuii C (YypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — S)
Kommenrtapuu: Kpamnocme - no noxazanuam. [layuenmam cmapwe 5 nem.

e Pexomenayercs nposeaeHHe O(TaIbMOCKONUU MAlMEHTaM C LENbI0 CBOEBPEMEHHOTO

oOHapyxeHus oTanbMoJIornIeckoi matojaoruu [38].

YpoBens yoeauteabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJLCTB — 4)

2.5 UHble THATHOCTHYECKHE MCCIAeT0BAHUS

KoHcynpTanum crnenuanucToB MOTYT OKa3blBaThCA MallMEHTaM Ha pPa3HbIX 3Tamax
OKa3aHUsI MEIUITMHCKON MTOMOIIIH, B TOM YHCJIC B IEPHUOJI TUATHOCTHKHU 3a00JICBaHUSI.
e PexkomMeHayOTCH B BeIeHUH MalMeHTOB ¢ ['A] ncnonp30BaTh MyIbTHAUCIUIUIMHAPHBIN
MOJXO0/ B BUAY TOTO, YTO 3a00JIEBAHHE XapaKTEPU3YETCs TOPAKEHUEM MHOTHUX OPTaHOB U
cucteM, TpeOyeT KOMIUIEKCHOW Tepamuu, YTO AUKTYeT HEOOXOIUMOCTh COBMECTHOTO

BEJICHHS MAIMEHTa CIeIHATUCTaMH pa3HbIX mpodumeit [28].

YpoBensb yoeaureabHOCTH pekoMeHaanuii C (YypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — S)
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KomMmeHnTapuu: noxazanvl nepsuunsie u nosmopHvie KOHCYIbMAYUU 8pavd-2eHemuKd, epaia-
ogpmanvmonoea,  6paua-Hesponoea,  8paua-ouemono2d, — 6pava-kapouonoed,  J1020neod-
oeghexmonoza, 8paua-Heghponoea, MeOUYUHCKO20 NCUXON02d, 8PAYA-MPABMAMON02A-0pmoneod,
epaua-neouampa, 6pava-mepanesmad, 8pavyd-Heupoxupypad, epava-xupyped, a makdice epauell
opyeux cneyuanvrocmell nayueumam ¢ I'A 1, umerowum Hapyuiernuss GyHKYuti Coomeemcmeayouux

opeanog u cucmem [1, 2, 7].

2.5.1 TuddepenunanpbHas THATHOCTHKA

HeoOxoaumo npoBoauTth quddepeHInanbHy0 TMarHOCTUKY CPein CIEeIYIONINX 3a00JIeBaHuil: ¢
MOCIIEACTBUSIMH NTEPUHATAILHOTO MOPaKEHUsI HEPBHON CUCTEMBI, CITaCTUKO-TUIIEPKUHETHIYECKON
dbopMoOil eTCKOro IepeOpallbHOTO IMapajinya, BPOKICHHBIM TIOPOKOM TOJOBHOTO MO3Ta,
MOCIICACTBUSIMA  BHYTPUYTPOOHOW WH(MEKIHWK, NPH TOMO3PCHHH HAa  CHHAPOM «TPSCKU
MiazieHay, bonesnpto KanaBana, cuaapomom JIu, MeTUIMaIOHOBON allMeMHEH, IPONHMOHOBON
aruaemueii. [ToBbllieHue ypOBHS TIIYTapOBOM KUCIOTHI B MOUYE TAKXKE MOXKET HAaOII0AAThCS PU

[JIyTapoBOM anujemMuen 2 Tuna u 3 Tuna U HapyueHusX TpaHcnopra pudoduasuna [20, 23, 27].

3. JleyeHne, BKJIKOYAS MeIUKAMEHTO3HYI0 M HeMeIMKAMEHTO3HYI0 Tepainuu,
AMETOTePANNIO, 00e300,1MBaHMNeE, MeJIUIMHCKHEe MOKA3aAHUSA )/

NMPOTHBOINIOKA3aHUA K IPUMCHCHUIO METO0B JICUCHUA

Cmpameeus neyenuss HAnpasieHa HA KOPPEKYuro Memaboiuyeckux HapyueHul
KOMNIEKCOM — MEPONPUSMULL: KOHCEPBAMUBHBIMU — Memooamu (namozcenemuueckast
ouemomepanusi, J1€GOKAPHUMUH), XUPYPSUYECKUMU Memodamu (leyeHue 6HYmpuuepenHbix
KPOBOU3NUAHUL U KOCMHBIX 0eopmayuti), peabuiumayuoHHbiMu memooamu. Jleuenue 0014CHO
ObImb Hauamo 6cem OONbHLIM C BbIABLEHHBIM 00CMOBEPHBIM NOBbIUEHUEM VPOBHS 2TIVMAPOBOT
Kuciomol 6 Mmoye 00 noayueHus pesyromamos JHK ouacnocmuxu T'Al. Jis jseuenus
HYehanumono0ooHo20  Kpuza 8 MedCOYHapOoOHble CMAHOApmul  BKIIOUEHbl  Memoobl
unmencusHou mepanuu. Taxoce npogoOUMCs CUMAIMOMAMUYECKAs Mepanus ¢ MuamenbHbiM
nO0OOPOM IeKAPCMBEHHbIX NPEenapamos, HANPAGIeHHbIX HA KOPPEKYUr) HeBpOL0UYeCKUX

HapyuleHu.

3.1 KoncepBaTuBHOE JIeUeHHE

® PCKOMeHHyeTCﬂ MAaTOIrCHETHYCCKAad AUETOTEpAIIMd C HCKIIFOYCHUEM BBICOKOOEJIKOBBIX

NPOAYKTOB, OOraTtbIX JHU3MHOM M TpUNTO(aHOM, O005S3aTeNbHBIM HCIOIb30BAHUEM
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CHEIMAIM3UPOBAHHBIX TPOJYKTOB HAa OCHOBE CMeCEe aMUHOKHUCIOT 0e3 yKa3aHHBIX
MATOTCHETHYECKA 3HAYMMBIX aMHUHOKHUCIIOT TMAalMeHTaM C YCTaHOBJIECHHBIM JHATHO30M
['Al ¢ nenbio npenoTBpalleHust 00pa3oBaHusl HEHPOTOKCUUECKUX MeTabonuToB [1, 3, 7,
18, 19, 20].
YpoBens yoeauteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)
Kommenrapum: /Juemomepanus ¢ HU3KUM COOEpHCAHUEM TUSUHA U MPUNMODAHA O00NNCHA
cob00amubCcsi Cmpo2o NONHCU3HEHHO. /[uemomepanus npu 3a001e8aHUU HANPABIEHA HA CHUJCEHUE
NOCMYNJIeHUs. TUUHA, MPUnNmogana, Komopwvie AGNAIOMCA OCHOBHLIMU NPeouleCmeeHHUKAMU
HelpomoKcuueckux memaborumos - 2aymaposot u 3-OH-enymaposoii xuciom. Jlannvie
AMUHOKUCTIOMBL COOEPACAMCA 8 OONbUIOM KOIUYECmEe 8 OeNKaX HCUBOMHO20 NPOUCXOHCOCHUS
(pvibe, msce, MONOUHBIX NPOOYKMAX u op.). B cpednem codeparcanue 8 HuX 1u3una cocmasisiem 6
- 9% u mpunmoghana 0,6-2%. B pacmumenvhuix sice npooykmax (06owu, pykmul, HeKOmopwvle
Kpynvl) cooepoicanue YKa3aHHblX aMUHOKUCTIOM MUHUMATbHO.
Ilpu I'A 1 npumensrom 08a eapuanma J1e4eOHO20 NUMAHUA. Nepeblll - ouema ¢ HUKUM
cooepoicanuem IUUHA U MPUNMOpAHa ¢ UCNOTL3OBAHUEM CNeYUATU3UPOBAHHO20 NPOOVKMA,
OaHHbILL 8apUAHM OUemvl NOKA3AH 8 Nepayio ouepedb 0emsm (¢ podicoenus: 0o 18 nem), y 63pocivix
NAyUeHmo8 MmaKiHce Moxcem Oblms UCNONIL30BAH FMOM 8APUAHM OUEMbl, HO U MONCHO NPUMEHSAND
8MOPOLL - 1e4eOHbIU PAYUOH C HUBKUM COOepIHCAHUeM 00we20 beka.
llayuenmol nepsoco 200a dHcuznu Mo2ym HAXOOUMbCA HA 2PYOHOM cKapmaueanuu. I pyonoe
MOJIOKO 8 OAHHOM clyyae OyOem S81AMbCs OCHOBHbIM UCMOYHUKOM HAMYPAIbHO20 OelKa 8
COYEemMaHuy co Ceyuanru3UpoOBaHHOU CMeCcblo AMUHOKUCIOM, NO COCMA8Y COOMEemcmeayoujel
6o3pacmy pebenka. Konuuecmeo nuzuna 6 epyoHOM MOIOKe UIBECMHO U COCMABTISIen NPUMEPHO

86 me na 100 ma.

Ilpumenenue 6mopozo eapuarnma Ouemvl NO8bIULAEN PUCK ATUMEHMAPHOU HEOOCMAamoyHOCmuU
HEe3AMEeHUMbBIX AMUHOKUCTIOM U OPY2UX ICCEHYUATbHBIX HYMPUEHMOS, YMO MOMCem Npugecmu K
pA3sUmMuIo  pasiudHblX — HAPYUWIEHUL.  NOBLIWEHHOU  68030YOUMOCMU,  HAPYWEHUIO  CHA,
HeMOMUBUPOBAHHBLIM ~ KONeOAHUAM MmMeMnepamypul, neiazpe (8 pesyibmame CHUNCEHUS
00pa306anuss HUKOMUHOBOU KUCIOMbL), UMEHHO NOIMOMY OAHHBIU 6APUAHM MOdcem ObliMmb
npuUMeHeH MOIbKO Y nayueHmos cmapuie2o eospacma. CneyuanuzuposanHvie HpoOyKmol HA
ocHOGe amunoKuciom 6e3 1usuna u mpunmogana™® npeocmaenensvi 8 Ilpunoscenuu I3.

Munumansno Oonycmumbsie NOMPeOHOCMU NAMOSEHEMUYECKU 3HAYUMBIX AMUHOKUCIOM 8

numaHuyu demetl paziuiHo2o o3pacma npeocmasiervt 8 Ilpunocenuu I'4 [1, 2, 18].

19



Tayuenmol Mradenueckoeo 03pacma Mo2ym HAx00UmsCs Ha 2pyOHoM eckapmausanuu. I pyonoe
MOJIOKO 8 OAHHOM Cryyae Oyoem AGIAMbCSA OCHOGHBIM UCHOYHUKOM HAMYPAIbHO2O0 Oenka 6
CoYemaHuu co CHneyuanu3upoBaHHOL CMecblo AMUHOKUCIOM, COOMBEmCmayiouell 603pacmy
pebenxa. Konuuecmeo nusuna 6 2pyoHom MooKe uzeecmuo u cocmasasem 86 me na 100 ma.
Ilpu pacueme HU3K00EAKOBOU OUEMbL CO CHUICEHHBIM COOEPIHCAHUEM TUUHA U Mpunmoghaua
HeoOX00UMO NOMHUMb, YMO JUUH U MPUNMOGAH CcoOepHcamcs NPAKMuUYecku 60 6cex
NPOOYKMAx, U yuUmsléamsy Mo npu COCMAgIeHUU 1e4eOH020 PAYUOHA.

Cneyuanusuposannas ouema mpeOyem MOHUMOPUHEA 34 YPOGHEM AMUHOKUCIOM U UX
Memabonumos 6 niasme Kposu u moue, OUOXUMUUECKUX MAPKEPO8 HYMPUMUEHO20 CMAMYcd
(0Owuii  6enox, npomeunocpamma u O0p.), OUHAMUYECKO20 HAONOOeHUs 3d QuU3UYeCKUM
pazeumuem U HYMPUMUBHLIM CMAMYCOM NAYUEHMA, a MAaKdxice NepuooudecKoli KOppeKyuu
J1eYebH020 PAYUOHA C PACUENOM €20 XUMUUECKO20 COCMAEA.

B npunooicenuu I'5 npeocmasnenvt madauyvl, 8 KOMOPbIX COOEPHCAMCI MEHCOYHAPOOHblE U
poccutickue peKomMeHOayuy no CymoyHblM HOpMAM nompeoienus benxa, MU3uHa u mpunmogana

U OaHHble N0 CPeOHEeMY COOePIHCAHUIO TUSUHA 8 HEKOMOPLIX HAMYPATbHLIX NPOOYKMAX.

3.2 MeaukaMeHTO3HAS Tepanus

e Pexomenayercsi MOXU3HEHHO MATOTEHETHYECKAsl TePANUsl JIEBOKAPHUTUHOM IallMEHTaM
¢ 'Al c menpl0 BBIBEEHUS TOKCHUYHBIX META0OJUTOB M KOPPEKIMH BTOPHUYHOMN
HEJ0CTAaTOYHOCTH KapHuTHHA [1, 2, 7, 16, 19, 20].
YpoBeHns yoeauteabHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3ATEIAbCTB — 5)
KommenTapuu: npu I'A1 nabniooaemcs mopuunas He0oCmamo4HoCmb KAPHUMUHA 8 MKAHSX.
E20 nyn 6vicmpo ucmowaemcs, NOCKOIbKY OH C843b18AEMCAL C 2IYMAPOBOU KUCIOMOLL, KOMOPas.
npucymcmeyem y nayueHmos 6 Oonvwux koauvecmeax. Ilpenapamoi, codepocaujue
JlesoxapHumun 60CnoIHAIOM 3MOM 6MOPUYHBIL Oehuyum, CEA3bI8I0M 2IYMAPO8YI0 KUCIOMY U
obecneuusaiom ee 8blgeOeHUe U3 OP2AHUBMA 8 8Ude IymapuikapHumuna. Y 0onbuiuHcmea
Heneyenvix nayuenmos ¢ I'A 1 konyenmpayus o6we2o u c60000H020 KAPHUMUHA 8 Na3me U
cvigopomke kposu Huzkas. Hauanvnas 0osa Jlesoxapnumuna cocmasnsem 100 me/ke/cymku, ona
Modicem Obimb cHudiceHa 0o 30me/ke/cymku y nayueHmos cmapuie 6 iem npu HOpmMaibHOM YPOGHe
C80000H020 KAPHUMUHA 8 KPOSU.

B Ilpunoxenun ['6 cymmHpoBaHBI OCHOBHBIE MEPOINPUSATHS, KOTOPbIE 005S3aTEIbHO

JOJIXKHBI OBITH BBHITIOJIHEHBI IIOCIIE TNOATBCPIKACHUA JUArHO3a I'Al.
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3.3 Xupypruueckoe jJedeHue

o Pexomenayercss XuUpyprudeckoe jeueHue CyOaypalbHbIX THIPOM U apaxHOMJIATbHBIX
KHCT, THIpouedanny U Apyrux maroyoruii naumeHtam ¢ 'Al mo mokaszaHusM ¢ LEIbIO
CTAOMIIM3aIlMK COCTOSIHUS TIPU HEUpOXUpyprudeckoi narogoruu [7, 19, 20].

YpoBeHns yoeauteabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3ATEJIbCTB — 5)
Kommenrapum:  Pewenue o0  yenecooopazHocmu  NpoGeOeHUs  HeUupoXupypeudecko2o
eMewamenbcmea (6eHmMpUKyJI0nepumonealbHoe WyHmUposaunue u 38axKyayus cyo0ypaibHuLX
CKONIeHUll 8 MoO32e Npu npozpeccupyioujeli Mmakpoyepaniuu) HnpuUHUMAEmcs 6 KaricooM
KOHKDEMHOM Cly4ae KOHCUAUYMOM 6paveu chneyuanucmos. Heupoxupypeuueckas mepanus
APAXHOUOATLHBIX KUCM U CYOOYPAbHbIX 2emamom y nayuenmog ¢ I'Al dondxcna nposooumscs

KpatiHe 0CIMOPOAICHO NOO HAONI0OeHUeM 0emcK0o20 HelpoxXupypea.

o PexomeHayeTrcsi  XMpYprudyeckoe JieueHHME KOCTHBIX  JaedopMmauuii  (TsKesnble
KOHTPaKTYypbl, BbIBUX Oeapa u ap.) mauveHtaM ¢ ['Al mo mokazaHusM cC IEbIO
CTaOMIM3aLMU U YIIYUILIEHUs COCTOSIHUS PU OpTOIeuUecKoi natojoruu [2, 7, 39].

YpoBensb yoeauteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4)
Kommentapum: Pewenue o yenecoobpaznocmu npogeoenus — Heupoopmoneouieckoeo
eMeuamenbcmea NPUHUMAEMCA 6 KAdNCOOM KOHKPEeMmHOM Clyuae KOHCUIUYMOM 68pavell
CReyuanucmos ¢ CoOmeemcmeylowel Koppekyuel MemaboIuyeckux HapyweHul ¢ yeavio
npeoomepaujeHus pa3eumusi Kpusd.

e PexoMeHayeTcs IpH IUIAHUPOBAHUU XUPYPIMUECKOIO BMELIATENBCTBA MO BO3MOKHOCTH
n30eraTb TOJIOAHUS, TPUMEHATh HWHQPY3UH JEKCTPO3bI™™ U  yIBOUTH JO3MPOBKY
JeBOKapHUTHHA [21].

Yposens yoeauteabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEJbCTB — )
Kommenrapum: Pewenue o yenecoobpaznocmu npogeoenus — Heupoopmoneouieckoeo
eMeuamenbcmed NPUHUMAEMC 6 KadCOOM KOHKPEemHOM clydae KOHCUTUYMOM 6epayel
cneyuanucmos. Haznauenue 060iiHOU 003bl 1€60KAPHUMUHA 8 COOMBEMCMEUU C UHCMPYKYUel-

emopuura He0oCmamox KaprumuHa uiu e2o NOBLIUEHHOU nomeped.

3.4 UHoe JieueHue

Jlevenue HeespojiocuYeCcKux COCMOSHULL l’lpO@OdquC}Z CO2NACHO coomeemcmeyrouum

KIUHU4YeCKUM peKOMeH()alxluﬂM (H€6p0ﬂ021/l1l€CKu€ COCmO}ZHuﬂ).
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e PexomeHnayercsi 1pud  BO3HUKHOBEHHMHM  JIMXOpaAKWM  Bblle 38,5  Ha3Hauyath
ubynpoden™*nnm napaneramon®*[28].

YpoBennb yoeaureabHocTH pekoMeHaauuii C (YypoBeHb JOCTOBEPHOCTH 10KA3aTeIbCTB — )
KommenTapuu: unvie HIIBC mocym evizeams cunopom Petie.

o PexoMeHayeTcs TPy BOZHUKHOBEHUH HH(DEKIIMOHHBIX U MHTEPKYPPEHTHBIX 3a00JIeBaHU
Ha3HayaTh JIEYCHHE COIJIACHO COOTBETCTBYIOIIUM KIMHUYECKUM PEKOMEHIAIUSIM
(vHbeKMoHHbIe  3a0o0JieBaHMs). AHTHOAKTEPHAIbHYIO TEpamuilo  Ha3HA4YalT B
3aBUCHUMOCTH OT MPENO0JIaraéMoro NaToreHHOro areHTa B BO3pacTHBIX Jo3ax [21].

YpoBennb yoeaureabHOCTH pekoMeHaauuii C (YpoBeHb JOCTOBEPHOCTH 10KA3aTeIbCTB — S)
KomMmeHnTapuu: npomusonoxazanus K HA3HAYeHUlo J00bIX 2pynn aHmMubaKmepuaibHulx

npenapamos omcymcmeyroni.

° Pexomenayerest gapMakoTepanusi dKCTPAMPAMHUIHBIX HAPYIICHWH TperapaTaMu W3
TPYIIBI MUOPEITAKCAHTOB [IEHTPAIBLHOTO JIEHCTBUS, manuenTam ¢ Al mo moka3aHusm ¢
LEIbI0 KOPPEKLIMY HEBPOJIOTHYECKUN HapyieHui [2,16,21, 55].
YpoBens yoeauteabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 5)
Kommenrtapum: [lpenapamamu nepsoii ouepedu 0711 KOppeKyuu CnacmuyHOCmu U MululeuHOoll
oucmonuu aeiaemcs bakiopen’ u npenapamvl u3 Spynnel npou3BOOHble GEH300UA3ENUHA
(Ouazenam™, Kionazenam’™ ), HanpaeneHHvle HA KOPPEKYUIO 2eHEPANU30BAHHBIX U (DOKATLHBIX
oucmonuu. Jloza npenapamog nooodupaomcs uUHOUBUOYATbHO CO2AACHO OOWEenpUHAMbIM
cmanoapmam — mepanuu  He8poNOSUYEeCKUX — HapyuleHuu. HnmpamekanvHoe npumeHeHue
baknoghena™* moorcem 6vIMb UCNONLI0BAHO NPU BLIPANCEHHBIX OUCMOHUAX U CRACTUYHOCIU.
Ilpenapamom emopoil  ouepedu npu  BbIPANCEHHOM  OUCMOHUYECKOM  CUHOPOME
cuumaromes npenapamol eeodonuvl (Jlesooona+[Kapouoona] **, Jlesooona+[bencepazud] **) u
#Tpuecexcugpenuoun” [55], komopowiii HazHauaemcs demam é 6opacme cmapuie 5 iem.
Obwenpunamoiii npunyun Hazuavenus #lpucexcugenuouna™* y oemeii ¢ oucmonuei.
cmapmogams ¢ HU3KOU 003bl C NOCMENeHHbIM NOBbIUEHUEM KaXCOYlo Heoeno 00 YPOBHs
npubnuzumensro 1-2 me/xe, paszoenennvix Ha 3 npuema. Hexomopvim nayuewmam moeym
noHadobumvcs 6o/ee gvicoxue 003vl. [MumenbHOCMb edenus Onpedensemcs UHOUBUOYAIbHO —
OmM HeCKONbKUX Hedelb 00 HecKowkux mecsayes [59]. Hauanvnas 0oza #mpueexcugpenuouna™* ne
oosicna npesviutams 0,5—1 me/cym.
Hozuposku #Tpuecexcugpenuouna®* y oOemeii ¢ OucmoHueu coenacHo NpoEeoeHHbIM
UCCTEeO08AHUAM.
1-5 neoena: 0,05 me/xe x2p/cym
2-s nedens: 0,05 me/ke x3p/cym
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3-s neoens: 0,1 me/xe x3p/cym
4-s neoens: 0,15 me/xe x3p/cym
5-a neoens: 0,20 me/xe x3p/cym
6,7,8,9 neoenu — 0,25 me/xe x3p/cym [60].
unu
1-5 Hedens - 0,2 me/xe/cym — pazoenenuvie na 3 npuema
2-s neodens - 0,5 me/ke/cym — pasoenennvle na 3 npuema
3-s neoens — 1,0 me/xe/cym — pazoenennvie na 3 npuema
4-s neoens — 1,5 me/xe/cym — pazoenennvie na 3 npuema
5-a nedens - 2,0 me/xe/cym — pazoenennvie na 3 npuema
6-5 Hedensi — 2,5 me/xe/cym — pazoenennvie na 3 npuema
7-12-3 nedenu — 2,5 me/ke/cym — pasoenennvie Ha 3 npuema [61].

V e3pocavix ¢ oucmonuei #mpueexcugenuoun** obviuno Hauunarom c 003wl 2me x 2-3 p/cym c
NOCMeneHHbIM No8bllueHueM Ha 2me Kkaxcoyro -2 nedenu (vawe xkasxcovie 2 neoenu), 00bI4HO 00
oocmudcenus 21,5 me [62].

Ilpumenenue anmuxonunepeuueckux cpeocme ciedyem O02PaHUuU8ams 6 CBA3U C PUCKOM
nosA6IeHUA U YCY2YONeHUU KOCHUMUBHBIX U ncuxuyeckux Hapyuwienuti [40,63].

Cnedyem yuumui8amo, 4mo 8blpaANCeHHAsl CNACMUYHOCTY, 2UNEPKUHE3bl U OUCOHUYeCKUe amaKi
MO2ym  NpU8OOUMb K  BbIPANCEHHOMY 0OO0NeBOMY CUHOPOMY U  0OelK080-dHep2emuiecKol
HeOO0CMamoyHoOCmu, Komopwvle, 6 CB0K 0uepedb, NPOBOYUpYyem YCUuleHue O08ULaMelbHbIX
HapyweHul. Taxum obpazom, 8 KOMNIEKC JleYeHUss CNACMUYHOCIU U OUCMOHULL 00S3AMENbHO
O0JIXHCHBL 8X00UMb MepPOnpusmusi 0l NPeOOmMsepaweHus U Kynupoeanus 601e6020 CUHOpomMa u

0enKoBo-3Hepeemuyecko20 oepuyuma, ¢ y4emom ouemuyeckux oepanuyeruti [41].

° Pexomenayercss OoTynuHoTepanus mnamueHtamM ¢ ['Al 1o moKa3aHHsAM C  IIEJbIO
KOPPEKIMH HEBPOJIOTHYECKUN HapyLIeHU (JIMCTOHUH, criacTuuHocTn) [7, 16, 20, 39].

YpoBens yoeauteabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJNbCTB — 4)
KommenTapuu: Anvmepnamunvim mMemooom JleyeHus MmsdxHceablX (DOKANbHbIX OUCMOHUN U
chacmuynocmu  aensemcs bomynunuueckuii moxcun muna A-cemazenromunun KOMNIEKC ¥,
bomynunuueckuii moxcun muna A**.

Tepanus npoooumcs ananocuuHo maxKoso npu 0emcKom yepeopaibHoM napaiude
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° PexoMenayercs Tepanus SMUWICNTHYECKUX MPUCTYNOB ¢ MHIUBUAYAIBHBIM 110A00POM
IIPOTUBOAMUIIENTHYECKUX MpenaparoB naureHTaMm ¢ ['Al ¢ nenpro KOppeKuuu CUMIOTOMATUKH [7,

16, 19, 20].
YpoBens yoeauteabHocTu pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

KomMmeHnTapuu: Snurenmuueckue npucmynsl 8603HUKAIOM ) HEOONbUL020 YUCIA NAYUEHMO8 80
8pemMs Ul NOCe NePeHeCcenHbIX IHYeParumono00OHbIX Kpu3z08, Mo2ym Ovims 0OHOKPAMHBIMU U
He nosmopamuvcs 8 danvHeliuem. B psade ciyuaes 3a snunenmuueckue npucmynsi 6padu OuuOOYHO
NPUHUMAIOM 2pyOble cunepKuHesbl U OUCMOHUYEeCKUe Amaku.
Coobwaemcs, umo mounomepanus Genobapoumarom** u oxckapbazenuHom** mooxcem
KYnuposams dnulenmudecKue npucmynst y nayuenmos smou kameeopuu [27, 28]. Oonaxo, 6
bonvuwuHcmee  cuyyae8 NPUMEHAION  NOAUMEPANUI0  MAKUMU  NPOMUBOINULENMUYECKUMU
npenapamamu, Kaxk —Jjegemupayemam**, —aamompuodicun, monupamam**, — gdenumoun**,
Kkapoamazenun** u kionazenam** [42-47].

e He pexomenayercs Ha3HaUCHUE NIPENAPATOB COJIEH BAILIIPOECBON KUCIOTHI** marueHTam

¢ I'Al c nensro npeaoTBpaleHus yXyAaeHus coctosauus [2, 7, 16, 20, 21].
YpoBenb yoenureabHocTH pekoMeHaauuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 5)

KommeHnTapum: sanvnpoamul 6b1600mMcs U3 Op2aHUusMa 6 6uoe GanbnPOUNKAPHUMUHA, YMO
ucmowaem pesepe Cc800O00HO20 KApHUMUHA U YeHemaem pabomy OblXamenvHou yenu
mumoxonopuu. Haznauenue npenapamoé eanvnpoegou Kuciomol**, makum obpazom, He

arcenamenvhul [21].

3.4.1 Jleuenue B nepuoa MeTad0JIHYECKOr0 Kpu3a

Heobxo0umo nomuums, umo ocmpwiili dHYehanumonoo0oO bl Kpu3 Moxcem pas3eumscsl
npu 11000M UH@DEKYUOHHOM 3a001e6aHUY, BAKYUHAYUY UTU XUPYPSUYECKUX 6MeulamenbCmeadx 6
ocHogHOM 8  6o3pacme 0o  wecmu Jaem. Hacmopadcusarowumu — cumnmomamu,
C8UOeMeNbCmeYIoWUMU 0 PA3GUMUU OEKOMNEHCayuu no OCHOBHOMY 3a00N1e6aHUI0, AGNAIOMCA.
NOGMOpHble PEOMbL, Ouapes, HegpoIO2UYeCKUe PACCMPOUCMEa (MbIUEYHAs 2UNOMOHUS/
PUCUOHOCMb, NOBBIUEHHAS 6030Y0UMOCMb, MbIUUEUHAs OUCHOHUS, Y2HemeHue CO3HaHus). Y
Ooemell cmapuie 6 iem puck pazeumusi OCMpbIX HEEPONOUYECKUX HAPYUWEHUT 80 8peMs KPU308
CHUdICAEMCSl, YMO C6A3AHO C NOBbIUEHUEeM MONePAHMHOCIU M032a K KOAOAHUAM KUCIOMHO-

Weno4Hoc0 COCmMOAHUA U 6030€lCMBUI0 MOKCUYECKUX MemadoIumos.
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OcHosHbIMU Mpuceepamu 0eKoMneHcayuu (haxkmopamu, 8vizviearoujue pacnao beiKa) A6IAHmcs

e [onooanue

o Ungexyuonrnvle npoyeccoi, 0cOOEHHO NpomeKaruue co peomot, ouapeet

o Jluxopaoxa (n060ii smuonozuu)

o /nmeHcugnvie uzuyeckue ynpaxrcHeHus

e Hapywenue ouemul (u366imounoe nompedienue benxa)

Heobxo0umo nposeedenue mujamenvHol KIUHUYECKOU OYEHKU COCMOAHUA NayueHmad,
BKIIOYASL UBMeEPeHUe apmepUaibHO20 OAGIeHUs U OYEHK)Y KOMbL no wkae 1 1azeo npu nodo3penuu
Ha pazeumue MemadoIuiecko2o Kpusd.

OcHOBHbIMU NPUHYUNAMU TIe4eHUsl 80 8PEMS IHYEeDATUMONOO0OHBIX KPU308 ABNAIOMCA:

O  BOCCMAHOBNIEHUE KAMAOOIUYECKO20 cmamycd, nymem HA3HAYeHUs 8biCOKOIHEPLeMU4ecKol
uH@Y3UOHHOU mepanuu (0ekcmpo3a™*™* 6 couemaHnuu ¢ UHCYTUHAMU U UX AHATLO2AMU);

O ocpanuuenue 0OPA308aHUSL OPSAHUYECKUX KUCIOM, NYMeM CHUNCEHUSI NOCMYNIeHUs OenKa
HamypaibHblX RPOOYKMOS Ul NOHOE UX UCKTIOYeHUe (N0 B03MONCHOCMU 8 meyeHue 24 4yacoe
UCNONB3VIOM — MOALKO — CReYUaIu3suposanHvle  NpOOYKMbl — HA ~ OCHO8e  cMecell
amunoxuciom)[28];

O  BBedeHuUe BbICOKOO03H020 JlegokapHumuna,

O BOCCMAHOBNEHUE KUCIOMHO-WENI0UH020 COCIOSHUSA KPOBU.

Iloopobuvie knunuueckue u 1abopamopmusie nokazamenu npugedeHvl 8 npunodxceruu 17.

e Pexomenayercsi KOPpEeKIHs TMAaTOTCHETHYECKOH JMETOTEpPANlMM U 103 JICBOKAPHUTHHA
narrieHTam ¢ Al B meproa MeTaboIMYecKOro Kpr3a C IebI0 CTaOUIH3aIuU COCTOSIHUS
[7, 19, 20].
YpoBeHnb yoenurenbHocTn pekomenaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeNbCTB — 5)
Kommenrapun: Heomnooichas mepanusi OOIXHCHA HAYUHAMBCS HEMEOeHHO U NPOOOIHCAMbCS
secb nepuod hebpunbHOU IUXOPAOKU, NOCIe GaKYuHayuu, 00 U NOCle XUPYpeuieckKo2o
emewamenbcmed, 0COOEHHO y nayueHmos 8 8ozpacme 0o 6 em.
Hasnauarom evicoxooosuwiii nesoxaprumun 150-200 me/ke/cymxu (npunoscenue 17)
Jlesoxapnumun 6sooumcs enympugenno —150-200 me/ke/24 y 6 eude 2 -4 pazdenvbHbix 003 UIU
boatocHo no 100 me/ke 6 meyenue 30 munym ¢ nociedyoujeii MeonreHHOU 8HYMPUBEHHOU UHQDY3uell
no 4 me/xe/u. (makcumanvras 0oza 6 e/cym).
Ecnu enympugennoe 68ederue HeB03MONCHO, 803MOdiCeH nepopanbhbill npuem 200 me/xe/cymiu

O0pobHoO.
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o Pexomenayercss mH]y3moHHas Tepamnus B cTalmoHape mamueHTam ¢ ['Al B mepuon
MeTa00JINYECKOro Kpu3a C LEbI0 MPETIOTBPAILCHHS PA3BUTHS TSXKEIBIX HEBPOJIOTHYECKUX

Hapyuienuii [7, 19, 20].

YpoBeHnb yoeauteabHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
Kommenrapuu: Ilpu nosenenuu y 60161020 peomoi, nosviuwenus memnepamypoi eviue 38,5°C,
HEB8PONIO2UYECKUX PACCMPOUCME NOKA3ZAHA CPOUHAsA cocnumanusayus ¢ cmayuonap. OcHognbie
NPUHYUNBL UHMEHCUBHOU Mepanuu 8 YClo8usx cmayuonapa npeocmaenenst 6 Ilpunosxcenuu 1'7
[54]. Pannee Hauano unmeHCcugHo20 JieueHus: n0360Jisien npedomapamums pasgumue maxcenblx
HeB8pOoIocUYeCKUX HapyuieHutl y boavuuncmea nayuenmos ¢ I'Al. Bnympusennasn ungy3uonnas
mepanusl 6K0YAem pacmeop oekcmposvl** uz pacuema 8-15 e/ke/cym, uncynrunomepanuio npu
eunepenukemuu (gviue 10 mmonv/n) u/unu enokosypuu. He credyem eozmewqams nomepu
JAHCUOKOCU 3a CUem SHMepaibHo20 numarus (cm.npunodcerue 1'7) [28].
HUnghysuonnas mepanus exnouaem:
- Brnympugennoe 6gedenue oexcmposvl™* uz pacuema 8-15me/xe/cymru ([Ipunosicenue
I'7). B cnyuae eunoznuxemuu - HemedjneHHoe 8gedeHue dekcmposvl ** 200 me/xe (2 ma/xe
10% oexcmposwr** unu 1 mn/xe 20% oexcmpo3svl**) 6 meyenue HeCKOIbKUX MUHYM.
- Brnympueennoe egedenue Jlesoxapnumuna 150-200 me/xe/cymxu. [IpeonoumumenbHo
pazeooums Jlesokapuumun pacmeopom O0eKcmpos3vl™* unu 000asumev 6 CYmouHylo
UHGY3UI0 0eKcmpo3vl **,
B nepuoo memabonuueckozo Kpusa HeoOXO00UM MOHUMOPUHZ KIUHUYECKUX U
1abopamopHblX nokazamesel  (KUCIOMHO-WeN0UH020 COCMOSIHUSA KPOBU, 2NI0K03d,
INEKMPOAUMbL (KATUL, HAMPUL, KATbYUL UOHUSUPOBAHHDBI, XJI0P) Kaxcovle 4-6 uacos uiu
panbvule npu HATUYUU YXYOueHUs Uiy yayduenui cocmosanus nayuenmam ¢ I'A1 6 nepuoo
Memabonuuecko20 Kpu3a ¢ yYeavlo OYeHKU COCMOSHUSA U CB0E8PEMEHHOU KOppeKyuu

mepanuu.

e PexoMenayercsi mpuMeHEHNE aMHHOKHUCIOTHBIX cMecell 6e3 nu3uHa U Tpuntodana (mim
C HHU3KHUM cojJepkaHueM Tpunrtodana) BceM mnaumeHtam ¢ ['Al B mepuog
MEeTabO0JIMYECKOT0 KpH3a C IEJIbI0 BOCIIOJIHEHHS TTOTPEOHOCTH B O€JIKE 3a cUeT OEIKOBOTO

SKBHUBaJICHTa 0€3 MATOrCHETUYECKH 3HAYMMBIX aMHHOKHCIIOT [28, 55].

YpoBensb yoeaureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — )
KommenTapumn: /Ipu nesosmodcHocmu nepopanbHo2o npuema cmecu peKoMeH008aH0 KOPMIAEHUe

uepes HCZS’OZCZCmpClJZbeZIZ 30HO. HpuMeHeHue cneuuaﬂus'upoeaHHoﬁ cmecu Kaxk eOUHCMBEHHO020
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ucmouHuxka benKa 803MOJCHO 6 meyeHue He Oonee 48 uacos, oanee 8 numanue HeOOXOOUMO
66e0eHUe UCMOYHUKO8 HAMYPATIbHO20 OeNKa (2pyOHOoe MOJIOKO, MOIOYHAs cMech U Op.). Pacuem
coenacro npunodxcenuio 16.

o Pexomenayercsi Tpu pBOTE MPUMEHSTH MPOTUBOPBOTHBIE cpeacTBa #OHmTaHCETPOH™ * B
no3e 0,1- 0,15 Mr/Kr/cyTku) B BO3pacTHBIX J103aX C LIEIbI0 KyIUPOBaHUs cummnToma [55, 56, 57,

58].

Yposens yoeauteabHocTu pekoMenaannii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTEJbCTB — S5)
Kommenrtapum: [lpunooicenue I'7. Bo3modcHo npumenenue opyaux npenapamos, 001a0aruux
NPOMUBOPBOMHBIM OeUCNBUEM 8 B03DACHHBIX O03UPOBKAX.

. Pexomenayercst mpu OTEUHOM CHUHAPOME JerHjipaTaliioHHas Tepanus @ypocemugom™*

B BO3PACTHBIX J103aX MO KIIMHUYECKOW CUTYallMU C IIeJIbI0 HOpMaliu3alluy BOJAHOTO OanaHca [55].

YpoBens yoeauteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJLCTB — 5)

4. MeauuuHcKasi peadWIUTAIIMA W CAHATOPHO-KYPOPTHOEe JieYeHHe,
MeIUIUHCKUE TOKA3aHUA W NPOTHBONOKA3AHUS K NPUMEHEHUI0 METO0B
MEIUIMHCKON peadMJIuTAIlUU, B TOM YHUCJ€ OCHOBAHHBIX HA MCIOJb30BAHUU

NPUPOAHBIX JIe4eOHBIX (PAKTOPOB

o Pexomenayercst yyacTe crenuanucta mo (U3NYECKOW peabuimuTalvy MpH BEISHUU
naureHToB ¢ ['Al and KOppeKIuu HEBPOJIOTMYECKHMX HAPYIIEHHMM N0 THUIY JAETCKOTO
1epeOpaJpHOro mnapanuya, MEIUIMHCKOTO IICHXO0JIOTa U JePEeKTOJIora C IENbI0 MPOBEIECHUs

MICUXOJIOTO-TIeJaroru4eckoit koppekuuu [21, 28, 48].

YpoBens yoeauteabHocTu pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJLCTB — 4)
Kommentapum: Peabunumayuonnvie meponpuamus nayuenmam c I'A1 nposoosamcs ananocuuno
nayueHmam ¢ OemcKuM yepeopaibHulM napaiudyom. Buibop memooa peabunumayuu
ocywecmenAiom — nocie  NOCMAHOBKU — peabUIUMAayuoHHo20  OUAeHO3d € YYemoMm
peadunumayuoHHo20  nomenyuana Ha — ocHoganuu  MedcOynapoonou  Knaccuguxayuu
@ynxyuonuposanus (MK®). Llenvto peabunumayuoHHbIX MepONpUAMULL AGNAEMCA YIyduleHue
@DYHKYUOHANBHBIX — BO3MOJICHOCHEU  peDeHKA, —CHUJICeHUe aKmu@HOCMU  NAMON02UYECKUX
MOHUYECKUX U JAAOUPUHMHBIX pepreKcos, YCMpaHeHue NaAmoa02UYecKUX CUHepeull U

cnacmuvHocmu, npogbwzakmuka opmone()uuecmx OCJIOJNCHEHULI.
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bonvwoe uucno peabunumayuonnvlx mMemooux @uauueckol HAnNpasieHHOCMuU CMUMYIUpyem
08U2AMENbHYIO AKMUBHOCMb U YCUTUBAEM CEHCOPHBIN NOMOK, KOppucupyem no30moHudecKue
YCMAaHOoBKU, 08ucamenvbHble MOMUSAYUOHHbLE U KOZHUMUBHbIE HAPYULEHUS.

OcHo6HbiMU — HaANpagieHUAMU  peaburumayuu  AGNAOMCA:  usuveckas  peaburumayus
(IIpoyedypwi, HanpasieHHble Ha YMeHbuleHUe CRACMUKY, Y cyeu no MeOuyuHcKou peadbuiumayuu
nayueHma c 3a601e8aHUAMU YEHMPATbHOU HEPEHOU CUCMeMbl KUHe3Umepanus, 6 m.y. jeyeonas
euMHacmuka, aoanmusHuvlii cnopm (J/levebnas uskyromypa npu 3a601e8aHUSX YEHMPATbHOU
HEPBHOLL cucmembl U 20J108HO20 Mo32d. Jleuebnas uskyrbmypa npu 3a601e6aHUAX YEHMPATLHOU
HEPBHOU CcUucmeMbl U 20J106H020 MO324 6 Oacceline YnpadicneHus JeyeOHOU GU3KYIbmMYpol,
HAanpasieHHvle Ha  yMeHbuleHue cnacmuky, JleueObnas uskyiemypa npu  agazuu,
ouzapmpuu, Ycnyau no Meouyurckou peabuiumayuu oemell ¢ He8poi02uiecKumu 3a00.1e6aHUIMU
Memoodamu NPuKiaoHol Kunezomepanuu), maccaxc (Maccasxc npu 3abonesanusx yeHmpaibHoU
HEpPBHOLL cucmemvl), annapamuas Quaudeckas peaounumayus ¢ UCNOIb308aHUEM QUIULECKUX
Gaxkmopoe (anekmpo, MacHumo, Yibmpazeykogeas mepanus, Bo3zoelicmeue nepemeHHbIM
macnumHuoim  nonem (IleMII), Mexanomepanus npu 3ab601e6aHUAX YEHMPATbHOU HEPBHOU
cucmemvl U 20108H020 Mo32a, Pobomusuposannas mexanomepanus npu 3a0071€6aHUAX
YEHMPAaNbHOU HEPBHOU CUCEMbL U 20108H020 Mo32a, Jleuebnas huskynemypa ¢ ucnonb3o8anuem
annapamos u MmpeHaxicepos npu 3a001e8aHUAX YEHMPALbHOU HEPEHOU CUCmeMbl U 20108HO20
mo3za, I'uopokunezumepanus npu 3a001€6aHUAX YEHMPATbHOU HEPEHOU CUCMEMbl U 20JI08HO20
mo3sea, Koppexyusa napywenus ogueamenbHol GyHKYuU npu nomowu 6Uoa02ULeckol 00pamuou
ceasu, Koppexyus HapyweHus osucamenvHoUu QYHKYuU ¢ UCNONb308AHUEM KOMNbIOMEPHLIX
MEexXHON02U), KOHCEPBAMUBHOE OPMONEOUYecKoe JleYeHUue ¢ UCNONIb308AHUEM HOCMYPATIbHO20
MeHeOdwcmenma u opmesog (l[locobue no e6occmanosnenulo no30-cCMAmMu4ecKux @QYHKYu,
Hunamuueckas nponpuoxoppexyus, Yciyeu no meOuyuHckou peaburumayuu oemeii ¢ Heupo-
0pmMoneouyecKol namoao2uetl Memooamu ieyedHo20 metnuposanus, Yciyeu no o0CiLyHcueaHum
opmoneduyeckux npucnocoonenuti, Koppexyus cvemHOU opmoneouueckol KOHCMPYKYUL),
Koppexkyuto oucghacuu (/leuebnas ¢uskyromypa npu oucghaeuu, HnousudyanvHoe 3sausmue
JeyebHol puskyromypou npu oucgazuu, TpeHuposka ¢ Ouoro2uyeckol 06pPamHoOl C853b10 NO

anekmpomuozpaguu  npu  oucgazuu), MeOUKO-NCUXON020-nedazocuiecKkue pazsusaiouyue

conposooumenvbHule MexHoI02UU, aoanmayus cpeovl (Heuiponcuxonozuueckas
peadbunumayus)[49].
o Pexkomenayercsi KOHCYNbTAllUM Jioromena manueHTam ¢ ['Al ¢ mensio mpoBeIeHHS

MEpONPHUATHIA, HATIPABJICHHBIX Ha yIy4llIeHHE peueBbIX PYHKIMI 1 Koppekiuu aucdaruu [21, 28,

48].
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YpoBensb yoenqureabHOCcTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4)
Kommenrtapuii: mozym npumenamocs: Meouko-nozoneduyeckoe ucciedosanue npu oucgacuu,
Meouxo-noconeduueckoe uccredoganue npu agasuu, Meouko-noconeduyeckoe uccie0osanue
npu ouzapmpuu, Meouxo-noconeduueckas npoyedypa npu oucgazuu, Meduko-nroconeduueckas
npoyedypa npu agazuu, Meouko-noconeduueckas npoyedypa npu ousapmpuu, Meouxo-
J1020neou4eckds MOHAIbHO-pummudeckas npoyeoypa, Meouko-noconeduueckas npoyeoypa c

UCNOIb306AHUEM URMEPAKMUBHbLX MHd)OpMaL;MOHHbZX MexHOoN02Ul.
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5. llpoduiaakTuka U IUCNAaHCEPHOE HADJIIOeHUE, MEeIUIIMHCKHE MOKA3aAHUS U

NMPOTHUBOIIOKaA3aHUA K IPUMECHCHUIO METO/10B HpO(l)I/IJIaKTI/IKl/I

5.1 [IpopuaakTuka

[ PCKOMCHI[yeTCﬂ Ine€pBudYHad W IOBTOPHAasd KOHCYJIbTalKsA  Bpada-r€HETHUKA IIOCIIEC
YCTAaHOBJICHUA JHAIrHO3a I'Al ManUEHTyY WU €ro O(bI/IHI/IaJ'IBHBIM MMPEACTABUTECIAM C LCIIBIO
paS’bﬂCHeHI/Iﬁ ICHCTUYCCKOro pHCKa, 06CY)KI[CHI/I$I BO3MO>KHOCTEH HpCHaTaHBHOﬁ nu

MpEeUMIUIaHTAIIMOHHON JuarHoctuku [S0].
YpoBeHns yoeauteabHOCTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH 10KA3aTEJILCTB — 5)

KommenTapum: Ipoghunaxmuueckue Mepbl BKIIOUAIOM MEOUKO-2eHemuUYecKoe
KOHCYIbMUPOBAHUE U NPEHAMANLHYIO OUACHOCMUKY, KOMOpas NpOBOOUMCS C NOMOUbIO
MOJIEKYNAPHO-2eHeMU4ecko2o ucciedosanus ouonmama xopuona [2,15]. Heonamanvuowii
ckpunune 8 Poccutickoii @edepayuu na I'A1 ne nposooumcsi.

. PexomengoBano mnanuentam ¢ 'Al mpoBoAuTh MPOPUIAKTUYECKYIO BAKIIMHAIUIO TIO
HAIIMOHAJILHOMY KaJICHJapI0 TIPUBUBOK C COOJIIOZCHUEM MEp NPEAOCTOPOKHOCTH, B TOM YHCIIE,
Ha )OHE CTPOTrOro BHIMOJHEHUS TUETHYSCKUX U JICUYCOHBIX Ha3HAYCHUH C 1IeNbI0 (DOPMUPOBAHHS
UMMYHHOW  3allUTBl ~ OpraHu3Ma oOT HWHQPEKIUA W TPEAOTBPALICHUS  Pa3BUTHSA
SHIE(DATUTONOTI00HBIX KPU30B [7, 40].

YpoBensb yoenuteabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB — 5)

KoMmMeHTapum: saxyunayuro yenecooopazsHo nposooums CReYuarucmamu, UMeowumu onvim
pabomvl ¢ nayuenmamu ¢ MemadoIudeckuMu O0Ie3HAMU, UAU NOO UX KOHMPOIEM.

B nocmeaxyunansnom nepuode ciedyem npUCmaibHO HAOI00ams 3a RPUSUIMBIMU ¢ NOBMOPHLIM
usmMepeHuem memnepamypvl meid, 4mo HeoOX00UMO O/ He3aMeONUMEeNbHO20 HA3HAYeHUs
JHCaponoHudcarowel mepanuy npu ouasHocmuposanuu auxopaoxku >38,5°C, (napayemamon™*
unu, ubynpoghen™*). Kaosicovie 2 uaca HeodXo0umo noemopHo oyeHusams COCMosHuUe CO3HAHUS
nayueHma, NOKA3amenu memnepamypsbl meia u yceoerue Kopmienus peobénxkom. Eciu pooumenu
APOULIU COOMBEMCMBYIOUYI0 NOO2OMOBKY, PACHEOPbL MATbMOOEKCMPUHA ULU CONOCABUMbLE
VenesooHvle 000A8KU MONCHO 6800UMb NEPOPATILHO UIU Uepe3 HA302ACMPATbHbIU  30HO,

2acmpocmomy Uy eloHOCMoMuIo 0Jisl 0becnedeHus 00Cmamo4Ho2o 3anaca suepauu [28].
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5.2 IucnancepHoe Ha0JJI0IeHe

o Pexomennyercsi onpezaeneHue KOHIEHTPALUA aMUHOKHUCIIOT B KpOBU y manueHToB ¢ ['Al ¢
1IEJIbI0 MPOPUIAKTHKHN HEIOCTATOYHOCTH TuTanus [ 19, 21].

YpoBeHnb yoeauteabHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

Kommentapumn: ObviuHo onpedenenue amuHoKkuciom 6 niazme kpogu nayuenmam ¢ 1Al

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

Odemetl maaowe 6 1em, kadicovie 6 -12 mecayes nayuenmam cmapute 6 iem. Onpedenenue ypoeHs

mpunmoghana u 1U3UHA HAZHAYAIOM 8ceM NAYUESHMAM NPU 803HUKHOBEHUU NPOOIeM ¢ NUMaHuem

(cm. Ipunoscenue I'8. Buoxumuueckuil u uHCmMpymMeHmaibHulll MOHUMoOpuHe nayuenmos ¢ I'Al).

¢ Pexomennyercs uccienoBaHue ypoBHSI CBOOOJHOTO KAPHUTHHA U Al[MJIKAPHUTHHOB B KPOBU
BceM nanueHTaM ¢ ['A1 11 BbIsIBIIEHUSI BTOPUYHOM KapHUTUHOBOM HEIOCTAaTOYHOCTH [28].

YpoBens yoeauteabHocTu pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJLCTB — 5)

KommenTapuu: O6siuno uccrnedoganue ypoeHs C80000H020 KAPHUMUHA 8 Kposu U
AyUIKapHUmMuHo8 6 Kpoeu nayuenmam c¢ 1I'Al nposodumcs ¢ wacmomotii: kadxcovie 2 mecsaya
nayuenmam 00 200a, Kkadxcovle 3 mecaya nayuenmam om 1 2o0a 0o 6 iem, kadxcovle 6 -12 mecsyes
nayuenmam cmapwe 6 nem (cm. Ilpunoscenue I'S. Buoxumuueckuii u uHCmMpyMeHmMAaIbHbllL
monumopune nayuenmos ¢ I'Al). Heobxooumo ommemums, 4mo ypoeeHv AyUIKAPHUMUHOS

MooHcem noevblutamvCsl npu HA3SHAYEHUU ﬂeeoxapHumuHa.

e PexoMmeHayercsi peryisipHblii KOHTPOJb OOIIEro (KIMHUYECKOT0) aHaju3a KpOBU BCEM
MAUEHTaM € LEJIbI0 MOHUTOPUHIAa HYTPUTUBHOTO cTaryca [28].

YpoBeHnb yoenurenbHocTH pekomenaanuii C (YypoBeHb J0CTOBEPHOCTH J0KA3aTeNbCTB — 5)

Kommentapum: O6viuno obwuii (knunuveckuti) ananus kposu nayuenmam ¢ I'A1 npoeooumcs ¢
yacmomolii: Kadcovle 6 mecayes nayuenmam 0o 6 nem, Kaxcovie 6-12 mecsyes navuenmam
cmapwe 6 nem (cm. Ilpunoowcenue I'8. Buoxumuyeckuil u UHCMPYMEHMANbHBIU MOHUMOPUHS

nayuenmos ¢ I'Al).

e Pexomenayercsi BceM TaIlMCHTaM TIPOBEACHHE aHAIW3a KpPOBU OMOXMMHYECKOTO
o0mIeTepaneBTHUECKOro  (CoepKaHue TIIIOKO3BI, TTOKa3aTelld  KHUCIIOTHO-OCHOBHOTO
paBHOBecusI, 001Iero 0enka, OeNKoBBIX (pakiuii, ambOymMuHa, C peakTHBHOTO Oelka, 00111ero
OnnMpyOrHa, X0JeCTepUHA, TPUTIIULIEPHUIOB, JIUIIOTPOTEHI0B HU3KON U BBICOKOM MIIOTHOCTH
(MccnenoBaHue YpOBHS JIMIIOMPOTEMHOB B KPOBH), MIENOYHOW Qocdaraspl, KpeaTHHHUHA,

MOYEBHHBI, anaHuHaMmuHOTpaHchepaspl (AJIT), acmapraramunorpancdepassl (ACT),
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KpeaTuHPOCPOKUHA3BI, KaIblHMs OOMIET0O W  HMOHW3UPOBAHHOTO, HATPHUSA, KaJus,
Heopranmdeckoro Gocdopa, xeneza, QEeppuUTHHA, MArHUs) C I[ETBIO OINEHKU COCTOSHHUS
MEYCHU, TOYeK, OanaHca BaKHEUIIMX HYTPUEHTOB NIPH JAHETOTEpPAIlUH, KaIbIMEBO-
¢dochopHOro 0OMEHa ¥ BBISIBICHHS OTKIIOHCHUI Ba)KHBIX OMOXUMHYECKUX TOKa3aTenen Juist
JanpHeumen koppekuuu [21].

YpoBens yoeauteabHocTH pekoMenaanunii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTEJbCTB — S5)

KommenTapuu: O6biuno ucciedosarnue yposHs albOYMUHA 8 KPOSU HA3HAYAIOM NAYUESHMAM Npu
B03HUKHOBeHUU npodiem ¢ numanuem. Hccnedosanus yposHs — Kaivyus, @ocgopa Kposu,
NEeYEeHOUHBIX MPAHCAMUHA3 NPOBOOUMCS C HACMOMOUL. Kaxcovle 3 Mecaya nayueHmam 00 200d,
Kaxcovle 6 mecayes nayuenmam om 1 2o0a 0o 6 nem, kaxcovie 12 mecsayes nayuenmam cmapuie

6 nem (cm. Ipunoscenue I'S. Buoxumuueckuul u uHCmpymMenmaibHblli MOHUMOPUHS NAYUEHMO8 C

T4l).

o Pexomenayercs nposeieHue o0IIEro (KIMHUYECKOr0) aHaIl3a MOYM BCEM IMAllMEHTaM C
['A1 ¢ uenbro KOHTPOIISI TAOOPATOPHBIX TOKazarenei [7, 34].

YpoBens yoeauteabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)

KommenTapuu: Obwviuno oowuti (kiunuveckuil) ananus moyu nayuenmam c I'A1 npogooumces ¢
yacmomoii: Kasicovle 6 mecauyeé nayuenmam 0o 6 nem, Kaxcovie 6-12 mecsuyes navuenmam
cmapwe 6 nem (cm. Ilpunoscenue I'8. bBuoxumuyeckuil u UHCMPYMEHMANbHbIU MOHUMOPUHS

nayuenmos ¢ I'Al).

o Pexomenayercs npoBeieHrE HEMPOPATMOIOTHUECKOTO UCCIE0BAHNS TOJIOBHOIO MO3Tra
(MPT/KT romnoBHoro mo3sra) mnamnueHtam ¢ ['Al mo mokasaHusiM C 1LE€Ibpl0 BHU3yaJdU3aluu
W3MEHEeHUH ToJIOBHOTO Mo3ra [29, 30].

YpoBens yoeauteabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 4)

KommenTapuu: O6viuno Helipopaduoniocuieckoe UCCe008aHUue 20JI06H020 MO032d NPOBOOsSM
nayuenmam — npu  YCMAHOGIEHUU  OUASHO3a, A  MakKxce  Nocie  NepeHecenHOo20
IHYehanumono0ooH020 Kpu3a, noasieHus Npocpeccupyiouieli He8pPOoI0SULEeCKot CUMNIMOMAMUKU
npu omcymcmeuu — npomugonokasanuu  (cm.  Ilpunoowcenue I'8.  buoxumuueckun u

UHCMPYMEHMATbHBIU MOHUmMoOpune nayuenmos ¢ 1'A1). Hapxos no noxazanusam.

® PeKOMeH):[yeTCﬂ HUCCICIOBAaHUC MI/IHepaJlBHOﬁ IUIOTHOCTH KOCTHOM TKaHU —
(PCHTFCHOILCHCI/ITOMCTpI/IH) Yy NanueHTOB C Al JJId JTUarHOCTHKKW OCTCOIICHHH, BBISABJICHUSA

IPYNIBI PUCKa 110 OCTEONOPO3Y U MPUHATHUS JIeueOHO-TpoduIaKkTHIeckux mep [21].
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YpoBenb yoeauteabHOCTH pekoMeHaauuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 5)
KommenTapuu: /lposooumca nayuenmam cmapuie 5 1em no nokazaHusm.

° Pexomennyercsi nmpoBenaeHue aekrposniedanorpadpun (3317) mauuenram ¢ 'Al npu
HaJIMYMU HEBPOJIOTUYECKON CUMITOMATUKH JIJIs BBISIBIICHUS SMMJICNTUYECKON aKTUBHOCTH [ 7, 35].

YpoBens yoeautenbHocTu pekoMenaannii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTEJbCTB — S5)

KommenTapun: ¢ mom yucne 931 ¢ uoeomonumopunzom. Ilpu omcymemeuu npucmynos-me

peoaice 1 pasa e 20(), npu Hajaiuduu snujiennmudyecKux npucmynoe- no NOKA3aHUus;M.

o Pexomenayercsi mpoBeieHUE YAbTPa3BYKoBOro uccienoanus (Y3M) opranoB OpromHoii
nosjocTu nanueHaTaMm ¢ ['A 1 11t BeISIBIICHHS TIaTOJIOTHH TiedeHu [36, 52].

YpoBens yoeauteabHocTu pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)

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

namoJiocuu ne4verHu- no NOKA3AHUAM.

e Pexomenayercs mpoBenaeHHEe O(TaIbMOCKONUU MAIlEHTaM C IEJNbI0 CBOEBPEMEHHOTO
oOHapyxeHus oTanbMoJI0ornueckor natojaoruu [38].

YpoBenb yoenureabHOCTH pekoMeHaauuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 4)

KommenTapun: Kpamuocmo npu omcymcemeuu usmenenuti-ne pexce 1 paza 6 200, npu naiuvuu

namoJiocuu - N0 NOKA3AHUAM.

e Pexomennyercsi mnamuentam ¢ ['Al mpoBereHwe KOppeKIUU JIe4eOHOTO MHUTAHUS H
CUMIOTOMATUYECKOW  Tepamuu ¢  LeJIbl0  HCKIIOYEHUS  OENKOBO-DHEPreTUYECKOM
Henmocrarounoctu [1,3,7,18,1,20]

YposBeHb yoenurenbHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

Kommentapum: Koppekyuro ouemomepanuu npooosm payu-2eHemuKky il 8pavu-ouemonocu
¢ yacmomotil p/mec na 1 200y scusnu, danee 1 p/3 mec u no nokazanuim 0o 3 nem; I p 6 mec

nocne 3 nem [50, 51].

® PeKOMeHI[yH)TCﬂ npu Ha6J'IIO,Z[CHI/II/I IHalMCHTOB C I'Al ¢ HECJIBIO KOPPCKIHUU TCpallunu U
AUHaAMHUYCCKOI'0O MOHUTOPUHI'Aa IPUMCHSATH MyHLTI/IIlI/IC]_[I/IHHI/IHapHHﬁ noaxon [28]

YpoBensb yoeaureabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — )
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KomMeHnTapuu: noxazanvl nepsuunsie u nosmopHvie KOHCYIbMAYUU 8pava-2eHemuKd, epaia-
ogpmanvmonoea,  6paua-Hesponoea,  8paua-ouemono2d, — 6pava-kapouonoed,  J1020neod-
oeghexmonoza, paya-Hehponoea, MeOUYUHCKO20 NCUX0102a, 8PALa-opmoneod, 8pava-neouampad,
8paua-mepanesma, 8pada-Helpoxupypeaa, 8pava-xupypaa, epaia-opmanvmonoeza, epava-JIPK, a
mak oice epavell opyeux cneyuaivrocmeti nayuenmam ¢ I'Al, umerowum Hapywenus yukyui

coomeemcmayrouwux opearnos u cucmem 1,2, 7].

° PexoMenayercs o6s3aTebHOE HAOIOICHHE Bpaya-HEBPOJIOTra BCEM MAlUCHTaM IS
OIICHKH TSKECTH HEBPOJIOTMYECKUX HAPYIICHUH U UX Mocieaywmiei koppekuu [2,7,16,19,20].

YpoBeHnb yoeauteabHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

Kommenrtapuu: Yacmoimu negponocuueckumu ocnodxcuenuamu I'A 1 asnsaromes:

0 aKCmpanupamuouvie Hapyuienus (bonee uem 6 95% cayuaes, pazsusaiomcs nocie
nepeHecenHo20 OCMpPOo20 MOKCUKO-MeMadoIUYecKo2o Kpusa),

0 snunenmudeckue npucmynsi (4-40%);

0 cyooypanvHule kposousnusnus (10-30%);

0 08YCMOPOHHUE APAXHOUOATIbHBIE KUCTbI

o PexoMenayercs o0yueHue poauTeneil npaBuiaM OpraHu3aluy Tepanuu B
MEXIPUCTYIHBIN IEPUOJ U B IEPUOJT YTPO3bl META00JINYECKOT0 KpH3a nmaunueHToB ¢ ['Al ¢
LeJIbI0 MPEJOTBPAIIECHNS Pa3BUTHUS IOBTOPHBIX SHIE(PATUTONOI0O0OHBIX KpU30B [55].

YpoBens yoeaureabHocTH pexkoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — S)

Kommenrapum: V' pooumeneii pebenka 6cez0a 0ondxcHa Ovbimb RAMAMKA C YKA3aHUEM
HEOMIOJNCHLIX ~MEPONpUAmMUll 6 Nepuod HAYUHArWe20cs Memadoruyeckoeo Kpusza. B
Ipunoocenuu I'9 npugedenvl meponpusmus, HanpasieHuvle HA NPeOOMEpaujeHue pas3eumus

NOBMOPHBIX IHYehanumonodooHvix kpu3zos [7,20].

6. Opranusanus okazaHusi MeIUIIUHCKOW MOMOIIH

IToka3zanus AJISA NJIAHOBOM roCnuTAJU3AIMHU B MCIUIIMHCKYIO OPraHu3anuio.

1. mpoBeneHHE AMATHOCTUKH U JI€UEHUs, TPeOYIolue MPOI0JKUTENBHOTO (JIHEBHOE HITN
KPYIJIOCYTOYHOE MPeObIBaHNE) MEAULIMHCKOTO HAOIIOACHNS 1 MOHUTOPUHIA KIIMHUKO-
71a00paTOPHBIX MOKA3aTeeH;

2. HeoOXOAMMOCTb TPOBEJICHHS pPA3TUYHBIX BHUJOB 3KCIEPTU3 WM O0OCIEIOBaHUS B

MGHHHHHCKOﬁ OopraHu3alvi IIPpU HEBO3MOXHOCTU IPOBEACHHA HUX B aM6y.]'IaT0pHI)IX
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YCIIOBHSIX (B TOM qucie opopmiieHre 3aKITFOYCHUS (henepabHOTO
KOHCHJIYMa/BpadyeOHONW KOMHCCHUH).

Iloka3zanusa Qs DKCTPEHHOM rOCIUTAJIM3ANMY B METHIMHCKYIO OPraHU3alMIo:

1. OCTPBIC YI'POXKAOMIUE OJIA XHU3HHU KW Pa3sBUTHUA OCJIOKHCHUM COCTOsIHHUA, B TOM YHCIIC
METa0O0THYECKUH Kpus, Tpe6y}01uI/Ie HCOTJIOXKHOI'O JICYCHHUA, B TOM YHUCJIC WHTEHCHUBHOMN
TE€pariny, a TaKXKE KPYIJIOCYTOUHOI'O MCIUIIUHCKOI'O Ha6J'IIO,I[eHI/II/I U IPOBECACHUSA
CIICnuaJIbHbIX BHU0B 06CJI€IIOBaHI/ISI n JICUCHUAI.

IToka3zaHus K BbIIMCKE MALIMEHTA U3 METUIHUHCKOH OPraHu3alMm;

1. oTcyrcTBUE yrpo3bl sl )KU3HU MAIUCHTA U YTPO3bl Pa3BUTHUS OCIOXKHECHUH, TPEOYIOIINX
HEOTJIOXKHOTO JICUCHHUSI TIPH 3aBEPIICHUE TUATHOCTUICCKUX MEPOIPHUSTHIA.

2. craOunm3anms COCTOSHUS W OCHOBHBIX  KJIMHHMKO-JIAOOPATOPHBIX  IOKa3aresien
MaTOJIOTUYECKOTO  TPOIecca, OTCYTCTBHE HEOOXOMUMOCTH B  MPOJODKUTEIBHOM
MEIUIIMHCKOM HAOJI0/IEHUU (JJHEBHOE WJIM KPYTJIOCYTOYHOE MPEObIBaHUE);

3. HeoOX0oAMMOCTh IepeBoja OOJMBHOTO B APYroe MEIUIMHCKOE YUYPEKICHUE WU

YUPCKACHNUEC COMUAIIBHOT'O obecnieyeHusl.

Oco0eHHOCTH OPraHN3aAINY OKA3AHUA MeIMIIMHCKOH moMoiu nanuenram ¢ 'Al

o [lanmentel ¢ I'Al wacTto rocnuTanU3UPYKOTCS B OTAEICHUE MATOJOTUU JI€TEH paHHEro
BO3PacTa, HEBPOJIOTUYECKOE, MH()EKIMOHHOE OTICICHUS WM pPEaHHMAIUI0 B COCTOSHUH
3HIIE()ATUTONOAOOHOTO KpH3a (MEPBHUYHOIO WM TMOBTOPHOro). [IpofomkuTensHOCTh
TOCIUTAIM3AIUN  3aBUCUT OT CKOPOCTH BepU(UKALMU JMarHo3a, KOPPeKLUU
MeTabONIMUYECKUX HapyUIeHUM IyTeM TMpOBEACHHUs WHTEHCUBHOW Tepanmuu W Hayaia
MIaTOT€HETUYECKOU TUETOTEPAIny, a TAKXKE OT CPOKOB IOSBIICHUS MIOJIOKUTEIBHON JUHAMUKH
CO CTOPOHBI LIEHTPAJIbLHOW HEPBHOM CUCTEMBI U APYTUX OPraHOB, CKOPOCTH BOCCTAHOBJICHUS
OMOXMMHUYECKUX MTOKa3aTee u B cpeiHeM cocTaBisieT 21 aeHs.

e [locne BbImMCKM M3 cTaUOHapa peOCHOK TOJDKEH HAaXOIUThCs Ha JTane amMOyJlaTOpHO-
MOJIMKJIMHUYECKOTO HaOJI0JIeHUsl y Bpada-lieuaTpa, Bpada-HEBpOJIOra, Bpada-reHEeTHKa,
0O0JIbHbIE MALMEHTHI C CUMIITOMATHYECKOM 3MUJIeNCUell HyXJIalTcsl B HAOMIOJCHUN Bpaya-
snuienrtoniora. KoHcyapTauuu Apyrux CHENHMAIMCTOB (Bpau-o(TaabMOIIOr, Bpau-OpToNe],
Bpau JIOK u np.) Ha3HAUAIOTCS 110 TOKa3aHUSIM.

e [ExeronHo mamueHTaMm JOJDKHBI MPOXOAUTH YIIyOJIEHHYIO TUCHAHCEPU3ALMIO B YCIOBHSX
JHEBHOT'O CTalMOHapa (UIMTEIBHOCTh TOCHUTAIM3alMKU He MeHee 10 cyTok), e Takxke

OCYHICCTBJIIAIOTCA HGO6XOI[I/IMBIC pea6I/IJII/ITaI_[I/IOHHLIC MCPOIPUATHAL.
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e PeabwiMTaniMOHHBIE  MEPONPHATHS,  BKIIOYAIOMAE  JICYeOHYI0  (QU3KYIbTYpYy |

¢u3noTepaneBTHUECKUE MPOLEAYPbl HEOOXOIMMO MMPOBOAUTE KaXK IbIe 3 MecsIa.

7. JonosHuteabHass uHpopmanus (B TOM 4ucie (PaKTopbl, BJAMSIONINE HA

HUCX0/1 3a00J1eBaHMsI HJIH COCTOSIHMSI)

Ecnu  ouemomepanus u  npumenenue Jlegokapmumuna — Hauamo 8  Nepuoo
HOBOPOIHCOEHHOCMU 00 pA38UMUSL KIUHUYECKOU CUMNMOMAMUKU, MO Y OONbUUHCMEA NAYUEHI 08
3aboneeanue npomekaem npakmuyecku oOeccumnmomuo. Ilpu Hapywenuu pexomenoayuii no
HEeOMIOJHCHOMY JIeYeHUI0 MemaboIuyeckux Kpu3os 3abonesanue umeem HeOIA2ONPUAMHBLU
NPOCHO3 C pas3eumuem CmpPYKMYPHuIX USMEHEeHULl 20JI06HO020 MO32d U Npozpeccupyroujei

H€6p0]1021/l1l€CK01/7 CUMNMOMAMUKU.

Kpurepuu oneHkn kauyecTsa MeJUIIMHCKON MOMOIIA

Ne OneHka BBINOJHEHNA
Kpurepun kayecrsa
KpuTepus

1. BeinonzeHo onpeseneHne B KpOBU CBOOOJHOIO KapHUTHHA Ha/ner
U al[WIKAPHUTUHOB U YPOBHSI OPraHMYECKHUX KUCIOT B MOue
(Ipu IepBUYHON JUArHOCTUKE)

2. Bemmonnena wMonekynspHas JIHK-mmarnoctuka (mouck Ha/net
NIaTOTEHHBIX BapuaHToB B reHe GCDH) mnpu NepBUYHON
JTUarHOCTHKE

3. | IIpoBeneHa nepBUYHAs KOHCYJIbTALMU Bpaya- FeHETUKA MpPU Ha/uer
IIOCTAaHOBKE JUarHo3a

4. BrinonHena MarHUTHO-pe30HAHCHAsE ToMorpadus W/Win Ha/uer
KOMIIBIOTEpHast ToMmorpadust rojoBHOro Mmosra (mpu
NEPBUYHOM  IMAarHOCTMKE M  TOCIE€  IEPEHECEHHOIO
3HIIe()aTUTONOTOOHOTO Kpu3a, MIOSIBJICHUS
MPOrPEeCCUpPYIONIe HEBPOJIOTMYECKOH CHUMITOMATUKHU TPU
OTCYTCTBHH NPOTUBOIIOKA3aHUH )

5. | Ha3snaueHna puerorepanuss C OrpaHUYEHUEM JIM3UHA, Ha/net
Tpunrogaxa

6. | Hasznauena teparnus JTI€BOKAQPHUTHHOM Ha/uer
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MecsI1a manrueHTaM oT 1 roja j1o 6 jiet, Kaxkasle 6 -12 Mecsaren

nanueHTam crapiie 6 Jer.)

Brinonnena rocnuranuzanus B - CTallMOHAp B cliydae Ha/ner
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IIpunoxenune Al. CocraB paloyeil rpynnsl no paspadorke M mepecMOTpy

KINHNYCCKHUX peKOMeHI[aHI/Iﬁ
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LenTp [erckoit ncuxonesposuoruu JI3M
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Hazapenko Jlronmuia IlaBiaoBHa - npodeccop, 1.M.H., 3aMECTUTENb AUPEKTOPA O HAYYHOU U
neyeOHOW paboTe, pPYKOBOAUTENb JlabopaTopu HacleAcTBeHHOM martomormn HUU
MeIUIMHCKON reHetuku, Tomckoro HUMM, unen Accommanuy MEIMIMHCKAX T'€HETHKOB
(AMT).

HuxosnaeBa ExarepumHa AJjekcaHApoOBHA — [ .M.H., IJIaBHBI HAy4yHBIH COTPYAHUK,
PYKOBOJMTENb OTACJICHHUS] HACJIEICTBEHHBIX W BPOXKIEHHBIX 3a00JIEBaHUM C HapyIICHUEM
ncuxXuku HaydHo-MCCIeqoBaTeNbCKOro  KJIMHUYECKOTO MHCTUTYTa NEAUAaTpUd UMEHHU aKal.
IO0.E. Benptumesa 'bOY BIIO PHUMY um. H.M. IluporoBa MunznpaBa Poccun, uien
Acconmanuu MEIUIMHCKUX TeHeTUKkoB (AMI).

IlewatnukoBa Hartanbsa JleonmpoBua — pykoBoautenb ['opoackoro Llentpa opdanHbIX U
JIpYTUX penkux 3adoneBanuil y nereit u nogpoctkos I'bY3 «Mopososckas AT'Kb JI3M»
IIymkoB AJiekcanap AJiekceeBHMY — K.0.H., BEAYIIMIl Hay4HBI COTPYAHUK IabopaTtopuu

MOJIEKYJISIPHOM TEeHETUKHM U KieTouHoil Owonorun ODOI'AY «HayuHblii MeIMIIMHCKHIA
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WCCIIEIOBATENILCKUI  IIEHTP 3I0pOBbs nerei» MunsnpaBa Poccuu, wien Acconuanuu
MEIUITMHCKUX TeHEeTUKOB (AMI).

Penuna CBersiana AdanacbeBHa — K.M.H., Bpau-reHeTuk ®I'BHY "Menuko-renernueckuit
Hay4HbIH 1eHTp uM. akaaemuka H.I1.boukoBa ", unen Poccuiickoro oOmiecTBa MEIUIIMHCKUAX
T€HETUKOB, WICH ACCOIMAIMA MEIUIIMHCKUX TeHeTHKoB (AMI).

CaBoctbsinoB Kupuan BuxropoBuu — k.0.H., HavanpHuK LleHTpa QyHIaMeHTaIBHBIX
uccinenoBanuii B nexuatpun OI'AY «HayuHbli MEIMLIMHCKMM HMCCIEAOBATEIbCKUN LIEHTP
310pOBbs AeTei» Mun3zapaBaPoccun, wieH Acconranui MEIUIIMHCKUX TeHETHKOB (AMI).
CeaumssinoBa JInansi PodeproBHa — K.M.H., Beaymuil HayuHbiii cotpyauuk HUW nenuatpun
u oxpansbl 310poBbs neteil LIKb PAH MunoOpHayku, noueHT Kadeapsl neguaTpiui U AETCKOM
pesmatonorun OI'AOY  «llepsiiit MI'MY um. HU.M. CeuenoBa» Munzgpasa Poccuu
(CeuenoBckuii Yuuepcurer), wien Coro3a [lenuatpoB Poccun

CvmupHoBa Oubra SIkoBjieBHA — Bpau-r€HETHK, CTapIIMil HAy4dHbI COTPYAHHUK OTZAEIa
CTaHJApTHU3alUU U U3Y4YEHHUS OCHOB JoKasarenbHOM MenuuuHsl HUM nenmatpum u oxpassl
3noposss aeteit [IKb PAH

Cnapbep Ilerp AnapeeBu4 — M.H.c. jaboparopuu (yHKunOHaNbHOW reHomuku PI'BHY
"MI'HL]", Bpau reneruk ®PI'BHY "MI'HII", umen Poccuiickoro oOmiecTBa MEIMITMHCKHX
Te€HETHUKOB

CrtpoxoBa Tarbsina BukropoBHa - n.M.H., npodeccop PAH, 3aBemyromas oTneicHHEM
MeUaTPUUECKON racTpOIHTEpOoJorun, renaronoruu u aueronorun Knuanku OI'BYH "OUIL]
MUTaHUS ¥ OMOTEXHOJIOTHH"

®enoceenko Mapuna BiraguciaBoBHa — K.M.H., 3aBeIyIOIIast OTAEIOM pa3padOTKH HAYYHbIX
MOJXOJI0OB K MMMYHHU3AllUM NAIUEHTOB C OTKJIOHEHUSMH B COCTOSHUU 37I0pOBbSl H
XPOHUYECKMMHU OO0JIe3HSAMU, BEAYIIMI HAay4dHbII COTpYAHUK, Bpad-neauatp HUU nenunatpuun n
oxpansl 310poBbs Aereit LIKb PAH MunncrepctBa Hayku 1 Boiciiero oopasosanus Poccuiickoii
@®enepaunu, A0UEHT Kadeapbl (akylIbTETCKOW MeIuaTpuu IMeIuaTpUuyeckoro (axyiabTeTa
OI'bOY BO «PHUMY wum. H.U. IluporoBa» MunzapaBa Poccuu, wien Coro3a neauaTpoB
Poccun

®ucenko Auapeii IlerpoBuu — npodeccop, a.M.H., nupekrop PI'AY «HMULL 310poBbs
nereit» MwunznpaBa Poccun, Ilpesuaent IlpodeccronanbHoOl 00IIECTBEHHOW OpraHU3alUH
(accommanuu) neTckux Bpayedl «/HuIMaTMBa CHENUANNCTOB NEAMATPUM M HEOHATOJIOTHUU B

PA3BUTHUHU KIIMHUYCCKUX ITPAKTUK)» I1I0 BOIIPpOCAM IICAUATPHUU.
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ABTOpPBI TOATBEPHKIAIOT OTCYTCTBHE (DMHAHCOBOW TMOICPKKH/KOH(DIUKTa WHTEPECOB,

KOTOpPBIN HE0O0XO0IMMO 0OHAPOI0BATh.
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IIpunoxenue A2. MeTonoJiorus pa3spadoTKi KJIMHHYECKHUX PEKOMEH A i

—
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IleeBasi ayIUTOPHA JAHHBIX KJIMHHYECKHX PEKOMEHIAIMIA:

Bpauu-renetuku;

Bpauu o6meit BpaueOHON MpaKTUKH (CEMEHbIE Bpaun);
Bpauu- nepuarpsr;

Bpauu-repaneBTsl;

Bpauu-nuerosnoru;

Bpauu-nespouiory;

Bpauu-opransmornory;
Bpauun-tpaBmMaronoru-opTonesl;

Bpa‘lI/I-SHI/IHeHTOHOFI/I;

. Bpaun-ncuxuarpsr;

. Bpauu-nedpororu;

. Bpauu ¢pyHKIIMOHAIBHON TMAarHOCTUKY;

. Bpaun-nmabopaTopHoii TeHETHKWY;

. Bpaun kiimHn4eckoil 1a00paTopHOI TUarHOCTUKY;
. Crynentsl MmenuuuHckux BY30B;

. OOyuaroniuecs: B opJuHaType.

Ta6auna 1.11Ikxana onieHKH ypoBHEH gocToBepHOCTH JokKazarenbcTs (Y 1)mis meTonoB

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

YA

Pacmmmgposka

1

CucremMaTnieckue 0630pLI HCCIIEIOBAHUM C KOHTPOJIEM pe(l)epeHCHLIM METOJAOM HIIN
CHUCTEMaTHYECKUU 063013 PaHAOMU3HUPOBAHHBIX  KIIMHUYCCKHUX HCCIIeJOBaHUI
IMPUMCHCHUCM MCTa-aHAJIN3a

OTtnenpHBIE MCCIENOBAHUS C KOHTPOJEM pPE(PEpEeHCHBIM METOJO0M WM OTJENbHbIE
PaHIOMU3UPOBAHHbIE KIMHUYECKHUE MCCIEIO0BAaHUS U CHCTEMaTH4YeCKHe 0030phl
HCCIIEIOBaHUM T1000r0 qu3aiiHa, 3a UCKIIOUEHUEM PaHJI0MU3HPOBAHHBIX KIMHUYECKUX
UCCIIEIOBAaHM, C IPUMEHEHUEM METa-aHaJIn3a

HccnegoBanus 0e3 MOCJICAOBATCIIBHOTO KOHTPOJIA pe(l)epeHCHBIM METOAOM HIIN
ucciacagoBanusa C pe(i)epeHCHLIM METOAOM, HEC MABJIAIOIIUMCA HC3aBUCUMBIM OT
HceiIeayemMoro Meroja Hjin HCPAHAOMHU3SUPOBAHHBIC CPABHUTCIBHBIC UCCIICAOBAHUSA, B
TOM YHUCJIC KOT'OPTHBIC UCCIICAOBAHUA

HeCpaBHI/ITeJ'II)HI)Ie HCCIICO0BAaHNUA, OITMCAHNE KIIMHUYECKOT'O CiIydas

Hmeercs nuimp 000CHOBaHNE MEXaHU3Ma HGfICTBPI?I HJIM MHCHUE SKCIICPTOB
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Tabauua 2. [llkana oeHky ypoBHEH 10cTOBEepHOCTH nokaszarenbet (Y IJ1)mns meTomnoB
PO UIAKTUKH, JICUECHUS U peadruTauu (MpoQuiIakTHIeCKuX, JeUeOHBIX, pEaOMITUTAIIMOHHBIX

BMEULIATEIbCTB)

YA Pacundposka

1 Cuctemarnueckuii 0030p PKU ¢ npumeHenneM Meta-aHanmn3za

2 | Otnensubie PKM u cucremarnueckue 0030pbl MCCIEAOBAHMM JII0OOTO Ju3aiiHa, 3a
uckimouenneM PKU, ¢ npuMmeHnennem merta-aHanusa

[98)

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

4 HeCpaBHI/ITeJIBHBIe HCCIICOO0BaHUs, OMMUCAHUC KIIMHUYCCKOr'o Ciiy4dasa HJIM CCPUHU CIIy4dacB,
HCCICa0BaHUA «CJ'Iy‘I&fI-KOHTpOJ'IB»

5 WNmeetcst mumb OOOCHOBAaHUE MEXaHW3Ma JEHCTBHUS BMENIATENHCTBA (JOKIMHUYECKUE
MCCJICJTOBAHMSI) WJIM MHEHHUE YKCIIEPTOB

Ta6auuna 3. [Ikana ouenku ypoBHel yoenutensHocTH pekoMeHaanuii(yY YP) ans meto1oB
npoQUIaKTUKK,  JAUArHOCTUKM,  JieyeHUss U peabumurtaiuu  (IpouiIaKTHYECKHX,
JTUAarHOCTUYECKUX, JICUEOHBIX, pEaOMINTAIIMOHHBIX BMEIIATEIHCTB)

YYP Pacuiugposka

A CunpHas pexkoMeHganus (Bce paccMaTpuBaeMmble KpuTepuu 3(H(HEKTUBHOCTH
(Mcxoapl) SABISIOTCS BAXKHBIMH, BCE HCCIECIOBAHUS HMMEIOT BBICOKOE WU
yIOBJIETBOPUTEIFHOE  METOJIOJIOTUYECKOE  KAaueCTBO, HUX  BBIBOABI IO
MHTEPECYIOMINM MCXO0JIaM SIBIISTFOTCS] COTIIACOBAHHBIMH )
B YcnoBHas pekoMmeHaanus (He BCe paccMaTpuBaeMble KpuTepuu 3¢(HEKTUBHOCTH
(MCX0pl) SBIAIOTCS BaXKHBIMH, HE BCE HCCIIEJIOBAHUS HMEIOT BBICOKOE WIIU
yIIOBJIETBOPUTEIHFHOE METOAOJIOTMYEeCKOe KayeCcTBO W/WIM HMX BBIBOJBI I10
MHTEPECYIOMINM MCX0JIaM HE SIBJISIFOTCS COTJIACOBAHHBIMHU )
C Crnabast pekoMeHanus (OTCYTCTBUE JTOKA3aTeJILCTB HAJUICKAIIEr0 KayecTBa (Bce
paccmarpuBaeMbie KpuTepuu 3PQPEKTUBHOCTH (UCXOJbI) SBISIOTCS HEBAKHBIMHU,
BCE MCCIIEJIOBAHUS HMEIOT HI3KOE METO/I0JIOTHYECKOe KaueCTBO M UX BBIBOJBI 110
WHTEPECYIOMINM UCX0JIaM He SIBJISTFOTCSI COTJIACOBAHHBIMHU )

ITopsinok 00HOB/ICHHS KIMHUYECKHX PEKOMEHIAIHIA.

MexaHnu3sm  OOHOBJIEHMS ~ KJIMHUYECKMX  PEKOMEHJAlUN  MIpeaycMaTpuBaeT X
CUCTCMATHUUYCCKYIO aKTyaJIn3allui0 — HE PEIKE YCM OJJHMH pa3 B TpH roaa, a TakKxe Ipu MOosABJICHUA
HOBBIX JAaHHBIX C IO3HMLMM JOKA3aTEIbHOM MENUIUHBI 110 BOIPOCAM IHArHOCTHKH, JICYCHUS,
OpopWIAKTUKA UM peaOMIMTalMM KOHKPETHBIX 3a00JieBaHMM, HaJIU4YUU OOOCHOBAHHBIX

JIOTIOTHEeHU/3aMeuaHuil Kk panee yrBepxka€HHbIM KP, HO He yaie 1 pa3a B 6 Mecs1eB.
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Ipunoxenne A3. CipaBo4Hbie MaTepHAJIbI, BKIKYas COOTBETCTBHE

NOKAa3aHuM K NMPUMEHEHNI0O " HpOTHBOHOKaSaHHﬁ, croco0oB NMPUMEHCHUA U

10.

11.

103 JIEKAPCTBEHHBIX MPeNnapaToB, HHCTPYKIUH N0 NMPUMeHEHUI0

JJEKAPCTBCHHOI'0 NIperiapara

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

[TocranoBnenue IlpaButensctBa P® ot 30 urons 1994 r. N 890 "O rocymapcTBeHHOM
HOJICP)KKE Pa3BUTHS MEAULMHCKONW MPOMBIIIJIEHHOCTH M YJIY4IIEHUU oOecredeHus
HACEJICHUA U YUPEXKACHUN 3[paBOOXPaHEHU JIEKAPCTBEHHBIMU CPEACTBAMU U U3JCIIUSAMHU
MEIULMHCKOr0 Ha3HaueHHs" (C U3MEHEHUIMU U JJONOJHEHUSIMH )

Ilopsimox oka3aHMs MEIUMIMHCKOM IOMOLIM OOJNBHBIM C BPOXKIACHHBIMH M (WIN)
HacnencTBeHHbIMU 3a00neBanusaMu (IIpukaz M3 PO ot 15.11.2012 roxga N 917#).
[TocranoBnenue IlpaButenbctBa Ned03 ot 26.04 2012r "O mnopsake BeaeHUs
@DenepallbHOrO  perucrpa Jul, CTPAaJalOUIMX  YrpOXKalOIIMMH W XPOHUYECKHU
IPOrPECCUPYIOIIMMU  PEAKUMH  OppaHHBIMM  3a00JIEBaHUSAMH, NPUBOAALIMMU K
COKDALICHUIO IPOJOJDKUTEIBHOCTH >KM3HM TPAXKIAaH WIM UX HHBAIMIHOCTH M €ro
PErHOHAIILHOIO CerMeHTa".

Kputepuu ouenku kadecrBa meaunuHckoi nomomu (Ilpukas M3 P® ot 10 mas 2017 r.
Ne 2031 «O0 yTBep»KICHHH KPUTEPHUEB OIICHKH Ka4eCTBA MEIUITMTHCKOM ITOMOIITH )».
[Tpuxa3z MunucrepcrBa 3apaBooxpanenus Poccuiickoit @enepanuu ot 15 nexadps 2014
r. N 8341 "O06 yrBepkaeHnrn YHHUDUIUPOBAHHBIX (POPM MEIMIIMHCKON JTOKYyMEHTAIWH,
HCIOJIb3YEMBIX B MEIULIMHCKUX OPraHU3ALMSIX, OKA3bIBAIOIINX MEIUIIMHCKYIO [IOMOIIb B
aMOYJIaTOPHBIX YCIIOBUSX, U OPSAJKOB IO UX 3allOJTHEHUIO".

[Ipuka3z MunucrepcTBa 31paBooxpanenus Poccuiickoit denepanun ot 20 nexadbps 2012
r. N 11778 "O0 yrBepXAeHUM MNOpAIKAa JAa4yd HHPOPMHUPOBAHHOTO JOOPOBOJIBHOIO
coryacus Ha MEIMIIMHCKOE BMEIIATEIbCTBO M OTKa3a OT MEAUIIMHCKOTO BMEIIATEIbCTBA B
OTHOIICHWH  OMNpEACNEHHBIX  BHAOB  MEAMIMHCKMX  BMEUIATENbCTB,  (QopM
MH(GOPMHUPOBAHHOTO JOOPOBOJIBHOI'O COTTIACHS Ha MEUIIMHCKOE BMEIIATEIbCTBO U (hOpM
OTKa3a OT MEAUIIMHCKOTO BMEIIATeNbCTBA" .

IIpuka3z Munucrepcrsa 31paBooxpanenus Poceniickoit @enepanuu ot 14 suBaps 2019 r.
N 4un "OO yTBepXKAECHHU TOps/IKa Ha3HAUYEHUs JIEKapCTBEHHBIX IIpenaparoB, (Gpopm
peLenTypHbIX OJIAHKOB Ha JICKapCTBEHHBIE MTpenaparhl, Hopsiika opOpMIICHHS yKa3aHHbBIX
OJIaHKOB, UX y4yeTa U XpaHeHUs"

IIpuka3z MunucrepcrBa 3apaBooxpanenus Poccuiickoit ®denepannn ot 16 mas 2019 r. N
3021 "O06 ytBepxkaeHuu [lopsiaka mpoxox1eHHsI HECOBEPLIEHHOJIETHUMH AUCTIAHCEPHOT O
HaOII0ZCHUs, B TOM YHCIIe B IepuoJ oOydeHHMs W BOCIHTaHHMS B 0Opa30BaTENIbHBIX
opraHuzanusx "

Pacniopsxenue IpasutensctBa PO ot 31 gexabps 2018 r. Ne 3053-p "O6 yrBepx)aeHUH
nepeyHel MeANIMHCKUX U3, UMIUTAHTUPYEMBIX B OPIaHU3M YeJIOBEeKa MPU OKa3aHUH
MEAUIIMHCKONW MOMOIIM B paMKaxX MpOrpaMMbl TOCYJapCTBEHHBIX TapaHTUi OecIIaTHOrO
OKa3aHUsl TpaxkJaHaM MEJUIMHCKOM TIOMOIIM W OTIYCKaeMbIX IO pelentaMm Ha
MEAUIMHCKUE U3/IETUS TIPY MIPEI0CTaBIeHUU Ha0opa COUaIbHBIX YCIyr"

[Ipuka3 MunucrepctBa 3apaBooxpanenuss PO or 6 utons 2013 r. N 354un "O nopsinke
MIPOBEJICHUS] NATOJIOr0AaHATOMUUYECKUX BCKPBITUH" (3apeructpupoBaH MHHHCTEPCTBOM
rocturu Poccuiickoit @enepanun 16 nexadps 2013 r., peructparmonssiii N 30612).
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HNudopmanus o iekapcTBeHHBIX cpeacTBax: https://grls.rosminzdrav.ru/

OcHOBHbIEe HOPMATHBHO-NIPABOBbIE AKTHI, PeryJIMpYyIolIHe 0KA3aHue

NaJJIHATUBHOMH MeINIUHCKON IMMOMOIIH

1.

®enepanbubiii 3akoH "O BHeceHMM M3MeHeHud B dDenepanbHbiii 3akoH "OO OCHOBax
OoXpaHbl 370poBbsi Tpaxaan B Poccuiickoit ®epepauunu" mno BOMpocaM OKa3aHUS
naJuImaTUBHOM MeaunuHCcKoM momomu" oT 06.03.2019 Ne 18-D3.

[Tpuka3z MunszapaBa Poccun Ne 345H, Muntpyna Poccun ot 31.05.2019 Ne 372n «O0
YTBEPXKJICHUHM TIOJIOKEHUSI 00 OpraHu3allMM OKa3aHWs MNaUIMATUBHOM MEAUIIMHCKON
MTOMOIIIH, BKJIIOYAs MOPSAAO0K B3aUMOJICHCTBUS METUIIMHCKUX OpraHU3allMid, OpraHu3aIui
COIIMATILHOTO OOCIY)KMBAaHUS U OOIIECTBEHHBIX OOBEIMHEHUH, MHBIX HEKOMMEPUYECKUX
OpraHu3aIi, OCYIIECTBIISIFOIIUX CBOIO JICSITEIIBHOCTD B c(pepe OXpaHbl 30POBHSI».
[Tpuxa3z Munzapasa Poccun Ne 348n ot 31 masa 2019 roga «O0 yTBepKIE€HUU MEPEUHS
MEIUIIMHCKUX W3JEINN, NpeIHa3HAYCHHBIX JUIs IOAJIEPXKAHUS OPraHOB M CHCTEM
OpraHu3Ma 4eJoBeKa, MPEA0CTaBIIIEMbIX JIJIs UCIIOIB30BaHUS HA IOMY».

[Tpuxa3z Munznpasa Poccun Ne 5051 ot 10 urona 2019 rona «O6 yrBepxkaenun [lopsaka
nepeadyd OT MEIUIIMHCKOW OpraHM3alliy TMAalUeHTy (€ro 3aKOHHOMY MpPEeICTaBUTENIO)
MEAMIMHCKUX U3JIENHUA, MpeIHa3HAaYeHHBIX JUIs MOAJep:KaHusd (YHKIUH OpPraHoB U
CHCTEM OpraHH3Ma YeJI0OBeKa, JIJIsl UCIOJIb30BAHUS Ha JOMY MTPU OKA3aHUH MAJJTHATUBHOU
MEIUIMHCKOMN ITOMOILIM.

[Tpuka3z M3 P® Ne 831 ot 3 oktsi0ps 2019 roga «O0 yTBep>KICHHWU BEIOMCTBEHHOU
1eJeBOM mporpamMmbl  «Pa3BUTHE CHUCTEMbI OKa3aHHWS MaUIMATHBHOW MEIMITUMHCKON
ITOMOIIII.

Hpoqne HOPMATHUBHO-IIPABOBbIC JOKYMCHTbLI, C Y4Y€TOM KOTOPbLIX pa3p360TaHbl
KIHHHYECKHEC PEKOMEHAAIUN

6.

7.

10.

11.

12.

MexnynapoaHas kinaccudukaiusi Ooje3Hel, TpaBM W COCTOSHUM, BIIUSIONMIUX Ha
3nopoBbe (MKB — 10);

[Tpuxaz M3 P® ot 20 nexabpst 2012r. Ne 1183 «OO0 yTBep)kKJI€HUU HOMEHKIATYPHI
JOJDKHOCTEH METUIIMHCKUX paOOTHUKOB M (papMalieBTUUECKUX paOOTHUKOBY.

[Tpuxa3z M3 PO ot 23 uronsg 2010 r. Ne 5411. Enunblii KBanu(QUKAIMOHHBIN CIIPaBOYHUK
JIOJDKHOCTEH pyKOBOJUTENEH, CIeUaIMCTOB U ClyXKaluX, paszaen KeanudpukanoHHbe
XapaKTepUCTHKU JOJKHOCTEH paOOTHUKOB B cpepe 3]paBOOXpaHEHHUS.

®epnepanbHblil 3ak0H 0T 25.12.2018 Ne 489 489-D3 «O BHeceHnH U3MEHEHH B cTaThio 40
®enepanbHoro 3akoHa "OO0 00s3aTeNTbHOM MEIMIIMHCKOM CTpaxoBaHHWU B Poccuiickoit
Oeneparun" u denepanbhblii 3akoH "OO0 OCHOBaX OXpaHbl 3/0pOBbS TpaXJIaH B
Poccuiickoit @denepanuun” mo BorpocaM KIMHUYECKUX PEKOMEHIAINI.

[Tpuka3 MunszapaBa Poccun Ne 103n ot 28.02.2019 1. «O6 yTBepkIeHUH MOpsAKa U
CPOKOB pa3pabOoTKH KIMHUYECKUX PEKOMEHAAlUN, UX TepecMoTpa, THIOBOH (HOpMBI
KJIMHUYECKHX pPEKOMEHJAlMi M TpeOOBaHMH K HMX CTPYKTYpe, COCTaBy M Hay4yHOU
000CHOBAaHHOCTH, BKJIFOUa€MOH B KIIMHUYECKUE PEKOMEHAAINH HH(OPMALIUN».

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

ITpuka3z MunucTepcTBa TpyAa U coluaibHOM 3amuThl PO ot 27 aBrycra 2019 r. n 5851
"O xknaccupUKaUUAX M KPUTEPHUSX, HCHOIB3YEMBIX IPU OCYIIECTBIEHUU MEAUKO-
COLMAJIBHOM 3KCIIEPTU3bI TPaKJIaH (erepaabHbIMU TOCYIapCTBEHHBIMU YUPEKICHUIMU
MEJUKO-COIIUAIBbHON SKCIEPTH3HI';
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13.

14.

15.

IIpukas MuHuCTEpCTBA 3APAaBOOXPAHEHHMS U COLUMAIBHOIO pa3ButHus Pocculiickon
Qenepanin «O  MOpsJIKE NPUMEHEHHUS JIEKApCTBEHHBIX CPEACTB Yy OOJBHBIX IO
JKU3HEHHBIM MoKa3zaHusam» ot 9 aBrycra 2005 r. Ne 494

Undopmanmonnoe mnucbMo MunznpaBa Poccun 10 BO3MOXHOCTH — 3aKYIKH
JICKapCTBEHHOTO npermapara 1o TOPrOBOMY HAaUMEHOBAHUIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-
informatsionnoe-pismo-po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-
torgovomu-naimenovaniyu);

[lepeueHs crienUaIM3uPOBAHHBIX MPOAYKTOB JIEYCOHOTO MUTAHUS NS JIETCH-MHBAIHIOB
Ha 2020 rox, Paciopsixenue [IpaBurensctBa Poccutickoit deneparuu ot 11 nekadbps 2019
rona Ne 2984-p
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Hpuiaoxenue B. Undopmauus 14 namueHra

Yro Takoe riayrapoBasi anuaypus tum 1?

I'myrapoBast amumypuss tun 1 (I’Al) — HacnmeacTBeHHOE 3a00JieBaHHME, CBS3aHHOE C
MyTallUsIMHA B TEHE, KOTOPBIH OTBe4aeT 3a paboTy depmenrta rimyrapmi-KoA aeruaporeHassl
(GCDH). Dot (hepmMeHT HEOOXOMM, YTOOBI MTPOUCXOIUI PABUIBHBIA METa0OIN3M OEJIKOB B
opranusMe. Eciau ¢pepMeHT He paboTaeT Uil aKTUBHOCTH €r0 CHM)KEHA, TO B KJIETKAaX, a TAKXKe B
KPOBH M MOYe HakarumBaercs  rayrapoBas U 3-OH-ramyrapoBas (3-ruapokcu-riyrapoBasi)
KHCJIOTBI, KOTOPBIE OKa3bIBAIOIIKX IOBPEXKIAOIEe AEHCTBUE HA BCE TKaHU, HO MPEXIE BCETO Ha
KJIETKA HEPBHOM CUCTEMBI.

Kaxk nposiBiasiercs riryrapoasi auuaypus tum 1?

['AlmposiBnsiercss 00bI4HO B Bo3pacTe OT 3 a0 36 mecsneB. B GonblinHCTBE CiiydaeB
IEepBblE CHUMITOMBI 3a00JIeBaHUS Pa3BUBAIOTCA OCTPO, B BHJAE TaK Ha3bIBAEMOI'O
SHIIE(ATUTOMOAOOHOTO WM  METa0OMMYECKOT0 Kpu3a (OKH3HEYTPOXKArollee COCTOSHHE,
HPOSIBIISIONIEECS B BU/I€ U3MEHEHUS YPOBHS CO3HAHUS, PBOTHI, Cy10por). DHLe(haInTO0100HbIH
KpU3 MOXKET pa3BUThCS Ha (poHe TeueHUs HMHQPEKIUMOHHOro 3a00JIeBaHUs, XUPYPrUYECKOIro
BMEIIATENILCTBA,  JUINTEIILHOTO  TOJOJAHMSA, 4Ype3MepHOW  (U3NYECKOH  aKTHBHOCTH.
[MocnencTBusiMu  SHIEPATUTONONOOHOTO KpU3a MOTYT OBITh HEBPOJIOTHYECKHE HaAPYIICHHUS
(yTpata npuOOpEeTEeHHBIX paHee ABUIaTENIbHBIX HABBIKOB, HEKOHTPOJUPYEMbIEC ABM)KEHUS B
KOHEYHOCTSIX — FMIIEPKUHE3BI U JIp.)

Ectb u apyroii BapuaHT 3a00j1€BaHUS- MOJOCTPHI- NpU HEM MeTaboJIMYecKue KpH3bl
KpaiiHe pelkd, U OoJie3Hb HAIIOMUHAET MO MPOSBIEHUSAM AETCKHUI 1iepedpanbHbi napaand. Y
peOeHKa B TEepBbIE TOJbl KU3HU PA3BUBAIOTCS HENPOU3BOJBHBIE JABM)KEHUS- JHCTOHHH,
runepkuHessl.  Yame  BOBIEKAIOTCA  KOHEYHOCTHM, HO  3aT€M  TMIEPKUHE3Bl  MOTYT
pacIpoCTPaHATHCS U Ha HIEH0, A3bIK, TYJOBUIIIE. JIeTH HCTIBITHIBAIOT TPYAHOCTH C XOb00IA.

Wurtennext npu 'A 1 xak npaBuio He CTpalaeT, OJHAKO €CJIM MeTabOoIMYeCKUe KpU3bl
MOBTOPSIFOTCS  4acTo, TO 3TO MPUBOAUT K TSKENBIM HApyIIEHUSM TOJIOBHOTO MoO3ra u
VHBAJINN3ALAN NAIUEHTOB.

Kak ycranaBamnBaercst 1Mar1o3 riiyTapoBoii anuaypuu tamn 1?

Bpaun Ha OocHOBaHMM KJIMHHUYECKUX CHMIITOMOB MOTYT 3allOA03pUTh 00Je€3Hb. 3aTeM
MPOBOASATCS JTaOOpaTopHbIE TECThl M HMHCTPYMEHTaJbHOE uccienoBaHue. llpu mnosiBieHun
CHUMIITOMOB OOJIE3HM Bpau Ha3HAuyaeT TIOBEACHUE JIAOOPATOPHBIX MCCIETOBAHUN- METOJIOM
TaHJAEMHON MacC-CIIEKTPOMETPUHU B IATHE BBICYIIEHHON KPOBHU OINPEAEIAIOT KOHLEHTPALUIO
arunkapHuTuHOB. [Ipu ['A1 HaOmromaercss MOBBIMIEHHE KOHIEHTPALMM TIIyTapUIKapHUTHHA

(C5DC) n y MHOTHX MallMEHTOB CHUKEHHE KOHIIEHTpanuu cBobomHoro kapuutuHa (CO). Ilpu
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ONpPEETICHUN OPTaHUYECKUX KHCJIOT MOYH BBISBISIOT MOBBIIIEHUE KOHIIEHTPALUH TIIyTaApOBON
KHUCJIOTHI U HEKOTOPBIX €€ IPOU3BOIHBIX.

HeonaTtanbHplli CKpUHUHT IPOBOJUTCS TOJIBKO B HECKOJIBKUX peruoHax PO.

Jst A1 pa3paGoTaHbl METOJIBI MOJICKYJIAPHO-TEHETHUYECKOM JTMAarHOCTUKH: BBHISBIICHUE
NaTOreHHBIX BapuaHTOB B reHe GCDH, OTBETCTBEHHOM 3a pa3BUTHE JIAHHOTO 3a00JIeBaHUA.
Baxxno mpoBecTu Takoe Ucciae10BaHue, OCKOJIbKY HIMEHHO HA OCHOBAHWY I€HETUYECKHUX JTaHHBIX
BO3MO>KHO IIPOBEACHUH ITPEHATAIbHON U IPEUMIUIAHTALlMOHHON JUArHOCTUKH B CEMbE

Kak Hacaeayercs riyrapoBasi auuaypus tum 1?

I'Al orHocHTCS K HacleICTBEHHBIM 3a00JieBaHUSAM M MepeAaeTcs M0 ayTOCOMHO-
pELeCCUBHOMY THITYy. DTO 3HAYHT, YTO OOJIE3Hb HPOSBIAETCS TOJIBKO B TOM CilydYae, eciid 00a
pPOIUTEINS ABISAIOTCA HOCUTEISIMU OOJIE3HU U, XOTS CaMH OHU He OO0JIEI0T, NepejatoT peOeHKY J1Ba
MOpPaXCHHBIX T'eHa. DBONBIIMHCTBO ceMel, rae ecTh pedeHOK ¢ ATHM 3a0olieBaHUEM, He
CTAJIKUBAJIUCH PaHbIle ¢ MOJ00HOM nMpolieMoit. PUCK MOBTOPHOTO pOXKACHUS OOJIBHOTO peOeHKa
B CEMbe, I7I€ YK€ €CTh OOJIBHBIC IETH, COCTABISET 25% Ha KKyl OEPEeMEHHOCTb.

Bpatbs u cecTpbl 601bHOTO peOeHKa, MOTYT OBITH OOJIBHBIMU, 1aXK€E €CITH Y HUX Ha MOMEHT
JTUArHOCTHKHU 4YIEHOB CEMbU HE OBLJIO CUMNITOMOB. B gaHHOM ciiydyae HEOOXOAMMO MPOBECTU
JTUArHOCTHKY, YTOOBI KaK MOKHO PaHbIIIe HAuaTh TEPANUIO U U30eKaTh OCIOKHEHUI. Takke OHU
MOTYT OBITh HOCHUTEIISIMHU, KaK X POAUTENH. UTO KacaeTcst JPyrux 4ICHOB CEMbH, TO UM BaXKHO
COOOILUTh, YTO OHM MOTYT OBITh HOCUTEISIMU. DTO 3HAUUT, YTO M Yy HUX €CTh PUCK POXKICHUS
pebeHKa ¢ JaHHBIM 3a00JIEBAaHUEM.

Bce cembu ¢ T'Al  nomkHBl  00s3aT€IbHO  HPOMTH  MEAMKO-TEHETHUYECKOE
KOHCYJIbTUPOBAaHUE M MOJYYUTh MOJHYIO HH(OpMalnMiO OT  Bpaya-TeHETHKa O  pHUCKE
MOBTOPHOTO TPOSIBJICHUS JAHHOTO 3a00JIEBaHUS B CEMbE, OOCYAMTH CO CHELMATUCTOM BCE
BOINPOCHI, CBsI3aHHBbIE C HacjenoBaHMeM 3aboneBaHus. B Poccunm Mmenuko-reHeTnyeckue
KOHCYJIbTAllMM pabOoTaIOT B Ka’KJIOM pPErHoHe.

Kak sieyaT manueHToOB ¢ IJ1yTapoBoi auuaypuei tum 1?

['A1 oTHOCHTCA K TOM TpyIIEe HACAEACTBEHHBIX 3a00JIEBaHUM, /1151 KOTOPBIX pa3pabOTaHbI
METO/IbI MeTabO0INYeCKO KOPPEKIMH, OHAKO 3(h(HEKTUBHOCTD JICYEHUSI BO MHOTOM 3aBUCHT OT
CPOKOB YCTAaHOBJIEHMsSI NPAaBWJIBHOTO JAMAarHo3a M HAa3HAYEHUs IaTOT€HETHYECKOM TEepaInu.
Bmecre ¢ BpauoM HEoOXOAMMO Mepej] HayaJlloM Tepanuu oOCYAUTHh BCE BO3MOKHBIE PHCKH,
no0ouHble 3((PEKTH U TJIaBHOE — 0XKHJIaHUS OT JiedeHHs. BaXkHO MOHMMATh, YTO AUETOTEpaIus
HE T03BOJIUT BBUICYHTH 3a00JE€BaHHE, HO JAaCT BO3MOXKHOCTh MaKCHUMAaJbHO CHHM3HUTb PHUCKU

Pa3BUTHSA TAXKCIIBIX OCJIO)KHEHUH.
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[Taimentam ¢ 'Al Ha3Ha4yalOT COENUAIM3UPOBAHHYIO AHETY C OTPAHUYCHHEM OCIIKOBBIX
MPOJYKTOB M HCIIOJIb30BAHUEM CIICIIMAIM3UPOBAHHBIX cMmeced. Kpome Toro, pebeHok Oyner
HYXJIaTbCd B IIOCTOAHHOM MPUCME BBICOKOJO3HOI'O JICBOKAPHUTHUHA. KOTOpBIfI IIOMOracTt
BBIBEICHUIO TOKCHYHBIX METAaOOJMTOB M BOCIOJHSET BTOPUYHBIA HEJOCTATOK KapHUTHHA B
KJIETKaX.

OcCHOBHBIC eI JUCTOTCPpAIIuu:

° HopmanesHoe ¢pu3ndeckoe 1 HHTEIUIEKTYyaIbHOE pa3BUTHE.
° [TpubaBka B Bece U pOCTE, B COOTBETCTBUE C BO3PACTOM.
° [Ipenynpexnenue KaTabOONMUYECKUX  CUTyallUd, KOTOpbIE MOTYT MpPHUBECTH K

METa0OIMUECKUM KpU3aM
Ecmu y pebenka HEeT MpPU3HAKOB METaOOIMYECKOTO KpW3a WM MH()EKIMOHHOTO 3a00JeBaHUs
Je4YeHHEe MPOBOJAT B CTaHIAPTHOM, MOAJCPKHMBAIOLIEM PEKUME, IIPU KOTOPOM IMOTpediieHHe
JM3UHA C MULIEH CTPOro KOHTPOJIUPYETCs, U PeOCHOK MOTy4aeT CIelUaIn3UPOBAHHYIO JIEYEOHYIO
cMech (0e3 Iu3MHA, ¢ HU3KUM COJIepKaHueM TpunTogaHa), 4ToObl 00ECHeUUTh JTIOCTATOYHOE
KOJIMYECTBO OeJIKa JJIsi pOCTa M Pa3BUTHSL.

Kak jeyat mauueHToB ¢ riiyrapoBoi anuaypueii Tun 1 B nepunoa MmeTado1u4ecKkoro
Kpu3a?
MeTtabonuuecKkuii Kpu3 - KPUTHYECKOE, YIPOXKAIOIIEe JKU3HU COCTOSHHE, CIIPOBOIMPOBAHHOE
HEOIaronpusATHEIMA ~ (aKTOpaMu, OOYCIIABIMBAIOIIUMH YCWJICHHBIH pacman OelKoB U
npuBoOdlIee K 00pa30BaHUIO TOKCUYHBIX METAOOIHUTOB.

Yto MmoxkeT CIIpOBOLIMPOBATH MeTa00INYeCKUI KpH3:

° JUINTEIIBHOE TOJIO/IaHuE
) uHpexus
° TsDKenast pu3nueckas 1 YMOLMOHANIbHAS Harpy3Ka

[TepBble CUMIITOMBI METa0OINYECKOTO KPH3a: MOBBIIICHHAS COHIIUBOCTh, N3MEHEHHE MOBEJICHMS,
pa3paXKUTEeNbHOCTh, CHIKEHHE anmneTrutra. YacTto Kpu3 MNpoBOLUPYET HHQEKLHs, M03TOMY
IIEPBbIE MPOSBICHUS MOTYT HAaYMHATHCS JIMXOPAAKOW, TOIIHOTOW, Iuapeed, pBOTOM. Moxker
HaOJI01aThCsl CHIDKEHHE caxapa B KpoBU. Eciu cBOeBpeMEHHO He HayaTh JieueHHe y peOeHKa
MOJKET MOSIBUTHCSI OZBILIKA, CYAOPOTH M KOMA.

B kakux cJiy4asix Hy’KHO HeMeJJIEHHO 00paTUTHCHA 32 MeIUIMHCKOM MOMOIIbIO?
VXynuieHne cocTossHUS OOBIMHO HAOMIOJAeTcsl B TOT MOMEHT, KOrJa OpraHu3My HE XBaTaer
sHepruu. VM oH HauMHAaeT ee NCKaTh BCEMH BO3MOXHBIMH CIIOCO0aMHM, OJMH U3 IyTeH — 3TO pacnaj
COOCTBEHHBIX TKaHel (katabonu3m). Jlomyckarh 3TOro HU B KoeM ciydae Henb3s. 1 nepsoe, uto

MbI JOJIZKHBI COCJIaTh, 9TO HOHp06OBaTB BOCIIOJIHUTB SHCPTHUIO 3a CUCT I'TFOKO3bI. I[aﬁTe pe6eHI<y
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YTJIEBOJBI, 3TO MOXKET OBITh (PYKTOBBIA COK, CIagkwii 4ail. B cimydae, ecnmu temmeparypa

npesbimaet 38,5C, peOeHOK 0TKa3bIBACTCA OT €/1bl, OTMEYAETCS] pPBOTA U/MIIM TIOBEACHNE peOCHKa

OTJIIMYAETCA OT OOBIYHOTO, HEOOXOJMMa CPOYHAs TOCITUTAIN3AIMS B CTAIIHOHAP

HeoOxonumMo B cpoYHOM MOPSIJIKE TOCIIUTAIN3UPOBATh peOCHKA B KIMHUKY JJIs1 oOecreueHue

npuemMa OOJIBIIOTO KOJIMYECTBA KaJOpHil, yYMEHBIIEHHE WM HWCKIoYeHue Oenka A

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

Tepanui. Meraboindeckue Kpu3bl - OYeHb OMAcHbl. FIMEHHO B ATOT MEpUOJ MOTYT Pa3BUTHCS

HeoOpaTUMBbIE MOBPEXKIEHHUS TOJIOBHOTO MO3Ta.

BaxxHo, 4ToOBI pOAMTENN OCBOMJIM HABBIKM pacueTa IUEeThl U Bce OJM3KHE, MPOXKHUBAIOIINE C

peOEHKOM 3HAJIM O MPU3HAKAX META0OIUYECKOTO KpHr3a.

Kaxkoii Hy?KHO POBOAUTH MOHUTOPHHT /IJIsl MAIMEHTOB C IJIyTapoBoii anuaypuei Tun 1?
Jna nmanuentoB ¢ 'A1 HeoOXoauMbl peryisipHbie oOcienoBaHus. B tabnuie npuBeneH

MPUMEPHBI TepeYeHb U PErylsIpHOCTh HCCICAOBAHUN, HO B KaXJOM CiIy4ae BbI JOJKHBI

COTrJ1IaCOBBIBATH IIJIaH O6CJICI[OBaHI/I$I CO CBOMM JICHalllUM BpadoM.

Hccneoosanue Pecynapuocms uccnedosanus
Koppexyus ouemomepanuu (nposooam 1 p/mec na 1 200y scusnu, oanee 1 p/3
8pavu-2eHemuKy Ul 8padu-ouemoaou) Mec u no noxazaunusam 0o 3 nem, 1 p 6 mec nocne
3 nem
yavmpaszeykogoe uccredosanue (Y3H) 1 pas 6 200

0p2aH08 OPIOWHOL NOIOCMU

nposedeHue 3ieKmpoduyedaioepaduu 1 paz 6 200
(39rI)
npogedeHue OUOXUMULECKO20 aHAIU3A Kadxcovle 3 mecaya nayueHmam 00 200d,
Kposu Kaodicovle 6 mecsayes nayuenmam om I 2o0a 0o
6 1nem, Kadcovle 12 Mmecsaues nayueHmam
cmapuie 6 1em
00wl AHAIU3 KPOBU Kadicovle 6 mecayes nayuenmam 00 6
nem, Kadxcovle 6-12 mecsayes nayuenmam
cmapuie 6 n1em.
onpeoeieHue  Ypo8Hs  CBODOOHO20 Kadicovie 1-2 mecaya nayuenmam 00
KaApHUMUHA U AMUHOKUCTIOM 200a, kadcovie 3 - 6 mecsayes y Oemeti maaouie

6 nem, Kadicovle 6 -12 mecsayes nayuenmam

cmapuie 6 n1em.
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Kaxk manuentsi ¢ I'A1 noayuarr jgedyenue B Poccuiickoii @enepanuun?

I'A 1 oTHOCHTCS K YHCITy PEIKUX HACJIEICTBEHHBIX OOJNie3HEH 0OMEHA BEIIECTB M BXOIUT
B IIepeUeHb peAKkuX (ophaHHBIX) 3200JI€BaHUIA, JICYCHHE KOTOPBHIX MPOBOJIUTCS 3a CUET CPEACTB
peruoHasbHOTO O10/1KeTa . [locne ycraHoBieHre Auarno3a HeoOXOAMMO BKIIIOUEHHUE MAllMeHTa B
PErHOHANIBHBIN CErMEHT perucTpa Mo KU3HEYrpoKaIIIUM peakuM (oppaHHbBIM) 3a00JI€BaHUAM,
C LeNBI0 JalbHEelIero odecrneyeHnss HeoOXOAUMbIM JICUeOHBIM MUTAaHUEM H JIEKapCTBEHHBIMHU
npernapaTamMu. B pa3HBIX perHOHAax 3a BEJCHHE PETUCTPa OTBEYAIOT PAa3HBIC CICIHAIUCTBI, HO
yaiie BCero 3T0 BpauHu-reHETUKH, TO3TOMY IOCJI€ YCTaHOBJICHUS JUarHo3a 00s13aTeIbHO HY)KHO
00paTUThCS K perHOHAIbHOMY Bpauy T€HETHUKY.

Kak MoryT nomorarhb pojHble U 0,1u3kue?

He 3a0pIBailiTe — OT CeMbM TakKe 3aBUCUT Yycmex JjedeHus. HyxHo coOironarh
PEKOMEHIallMU, HU MPU KAKUX YCIOBHSIX HE JOIMYCKaTh «CPBIBOB» B AHETOTEPAIUHU, CIETYET
yAeNSATh BHUMaHHE peabuIUTAIlMU U IJIAaHOBBIM 0O0cCieqoBaHMsIM. Bce 4leHbl ceMbH JOMKHBI
3HaTh, 4TO PEOCHOK HYK/IAETCS B 0COOOM MUTAHUH U OJIM3KUE POJICTBEHHUKH JIOJKHBI OCBOUTH

HAaBBbIKH pacucTa JUCTHI.
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IIpunoxenune I'l-I'N. IIkanbl oneHKH, BONPOCHUKH W JAPyrue OLEHOYHbIE

HHCTPYMEHTBI

COCTOAHMUA

PEKOMECHIAAIUAX

nmamnuenrTa,

NMPUBECIACHHLIC

B KIHNHHYCCKHX

IIpunaoxenue I'l. KaMHUKO-TUATHOCTHYECKHE KPHUTEPHH, IO3BOJSIONINE 3aH0J03PUThH

LJIYTAPOBYIO anuaypuio Tam 1

[16]
BepositHOCTB Huskas YMepeHHas Beicokas
JIMarHosa
Kmnanueckue | -Makpouedans; -Peite-nono6ubIe -Octpas sH1E]aTOnaTUS
KpUTEPHUH -BoicTynaromue 3MM30/b! (OCTpast -IIPOrPeCCUpYIOLIHE
JT00HBIE OYTPHI; MeTabonuueckas JKCTpanupaMuHbIe
-Hapymenus sHIIe(aTonaTHs) HapyLICHUS
BCKapMJIMBaHUS -3HIEPATUTONOIO0HBIE -opoannanbHbIe
-3azepxka SMU30/1bl, JTUCKUHE3UN
JIBUT'aTEJIbHOTO -TUIIEPKUHETHYECKAs]
pa3BUTHS ¢dopma 1eTcKoro
1epedpaIbHOTO
napaiauya.
-[IEpUOINYECKasi aTAKCHS
CeMeNHBIN Cunapom «BHE3aITHOU Hannune B cembe
aHaMHe3 CMEPTHU MJIAJICHIA» WU 00JBHOTO C
He otsromen CMEpTEIbHBIN UCXO0]] OT HOJTBEPKICHHBIM
HEKYIUPYEMBIX cynopor | nuarHo3om ['A tum 1,
B CEMBE HaJINYUE CMEPTEIBHOTO
HCX0JIa B CEMbE OT
OCTPOrO0 CUMMETPHUYHOTO
HEKpo3a 0a3aIbHBIX
T'aHIJINEB
Heiipopanuo- | -arpodust/runonnazus | -CyoaypanbHbie -JIoObHO-BUCOUYHAs
JIOTHYECKUE | TOOHBIX OT/IENOB CKOIUICHUS atpous
KpHUTEpUU -3aJIepKKa -aTpous/TUNOIIIa3Us TOJIOBHOTO MO3ra,
MUEINHHU3ALUN BHCOYHBIX OT/IEJIOB -M30JIMPOBAHHBIE
-BEHTPUKYJIOMET I -JIeiKOdHIIepaionaThs CUMMETPUYHBIE HEKPO3bI
-paciupeHue (moapocTKH, B3pOCIIbIE) 0a3aJbHBIX FAHIJINEB
cy0apaxHOMIaTbHBIX -M30JIMPOBAHHOE (6nemHoOTO TIapa U
IIPOCTPAHCTB nopaxeHue 0JIeJTHOro XBOCTAThIX S7A€EP)

apa
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IIpunao:xenne I'2. Heiipopagnojgornyeckue wusMmenenuss (MPT) rojgoBHoro mosra vy

NAIMEHTOB ¢ [JIYTAPOBOi anuaypuei Tumn 1

2003,09-18 16:37:35

PI/IcyHOK 9(I)(I)CKT «HAAKYHIICHHOT'O SI0JI0Ka» UITH «KPBUILCB Hequeﬁ MbIIIN», HCKPO3LI B obiactu

0a3aNbHBIX TAaHTIHUEB [2]
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Pucynok . CybnypanbHbie reMaToMbl [2]

IIpunaoxenue I'3. Cnenuaan3upoBaHHble NPOAVKTHI HA OCHOBE AMMHOKHCJIOT 0€3 JIU3MHA |

T[!HHTOQaHa

HaumenoBanue benok Kup, | YrneBoapl, | DHepreTuyeckas Bo3spact
MPOAYKTa (PkB.) T r r LIEHHOCTbh, KKaJ TIPUMEHEHUS
CneuunanusupoBans | 14 23 50,4 472 or 0 mo 1
Bl TPOAYKT CYXOW roaa

Ui JTUETHYECKOTO
7e4eOHOTO THTAHHS
JeTel MepBoro roaa
JKU3HU, OOJIBHBIX
IIIyTapoOBOH
aluaypuen,
«Hytpuren 14

-trp,- lysy****

CrneunanusupoBans | 40 13 32,2 406 crapiie 1
Bl TIPOAYKT CYXOW roaa

Ui TUETHYECKOTO
J€4eOHOr0 NMUTAHUS

JeTen crapuie
OJTHOTO roja,
OOJIBHBIX
TJIyTapOBOM
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aluaypuen,
«Hytpuren 40
--trp,- lysy*##*

CriennanusupoBaHH
bl TIPOAYKT CYXOW
Ui JUETHYECKOIO
7e4eOHOr0 MUTAHUS
JieTen crapuie
OJTHOTO roja,
OOIBHBIX
[JIyTapoBOM
auuaypuen,
«Hytpuren 70

-trp,- lysy****

70

5,8

303

cTapiie
rojaa

Cneuuanu3upoBaHH
BII HPOAYKT
JETCKOTO
JHETUICCKOrO
JIe4eOHOI0 MUTAHUS
I A€TEd TEPBOro
roza »xwu3au ot 0 o
12 MECSIIICB B
KayeCcTBE OCHOBHOI'O
IMUTAHUS i B
KayecTBe
JIOTIOJTHUTEIILHOTO
MUTaHUS JJI9 ACTeH
mo 3 mer "GAIl
AnaMmukc
Wupant"****

13,1

23

49,8

466

or 0 1o
roja

CrennanusupoBaHH
BII MPOAYKT
JUETHUYECKOTO
J€4eOHOr0 NUTAHUS
"XLYS, TRY
I'myrapupon"****

79

332

cTapue
rozaa
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Hpuaoxenun I'4. OpueHTHPOBOYHAST NOTPEOHOCTH B JU3MHE M Tpuntrodamne y

NAIMEHTOB C IJIVTAPOBOH anmayvpued TUNI 1 B 3aBHCHMOCTH OT BO3PacTa

[21, 28]

Bospact 60npHBIX CyTtouHasi TOTPeOHOCTh B AaMHHOKHUCIIOTAX MI/KI' MAacChI TeJa
JInzun Tpunrodan

0 - 3 mec 80-100 10-20
3 - 6 mec 70-90 10-15
6 - 9 mec 60-80 10-12
9-12 mec 50-70 10-12
1—-4rona 55-65 8-12
4 -7 ner 45-55 7-11
7—11 ner 35-45 4-10
Hesymku 11- 15 ner 30-40 4-6
JeBymiku 15- 18 ner 20-30 3-5
FOnomwm 11- 15 ner 30-40 4-6
HOnomm 15- 18 ner 35-45 6-8
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IIpuniao:xenue I'S. PekoMenayeMble HOPMBI NOTPEOJEeHHUS 0eJIKAa M cpeaHee coaep:KaHue

JHU3HHA B PA3JMYHBIX NHUIIEBBIX NMPOJAVKTAX (CIPaBOYHAS I/IHQ)ODMaIII/Iﬂ AJIA COCTABJICHUSA

JIe4eOHOr0 PAIMOHA NMALMEHTAM C IJIYTAPOBOii amuaypuei Tum 1)

Tadauua 1 - PekomenyeMbie HOpMbI MOTPEOJICHHS OeKa JIJIs 3I0POBBIX JIeTeH Pa3InIHOTO
Bo3pacra [1,3,18,22]

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

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

6-12 mec 1,6 1,21 1,6 2,6-2,9 (T/Kr/CyTKH)

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 et 1,0 0,8 1,0 63 r/cyr

Manpunku 11-14 net 1,0 0,79 1,0 75 r/cyT

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

JleBouku 11-14 net 1,0 0,76 0,95 69 r/cyt

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

Tadauua 2 - Cpegnee conepkaHue JIM3WHA B O€JIKaxX pa3IMuHbIX MpoaykToB [18,20].

[IponykTsl ConepxaHue Tu3MHA JIn3un/Genox
(% ot obmiero Genka) (Mr/T Genka)

Pri0a 9 90
Msico ¥ MsICHBIE TPOYKTHI 8 80
I'pyanoe MOI0OKO 8 80
KopoBbe MOJIOKO 1 MOJIOYHBIE 7 70
IPOAYKTHI
Sita 6 60
Kaprodens 6 60
Cos 1 coeBbl€ TPOYKTHI 6 60
Opexu 2-8,5 20-85
OpyKTHI 2-6,5 40-65
OsBouwm 4-6,5 20-65
X11e6 1 3epHOBbIE IPOAYKTHI 2-4 20-40
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IIpunaoxenue I'6. Komniaekc 00513aTeJbLHBbIX MEpPONPHUSITHI, KOTOpPLIE NA0KHbI OBLITH

NPOBEJAEHbI MALMEHTY MOCJI€ YCTAHOBJEHUSA JIMATHO3A _LJIyTapoBas aipaypus Tum 1

[21]

BospacT 00NbHBIX JeTeit

0-6 7-12 I-3rona | 4-6 ner | Crapiue 6 jer
MECSIIIEB | MECSIICB
Juemomepanusn

Nz6eratpb
YpEe3MEPHOTO
HOCTYIUICHUS

JIn3uH Genka HaTypalIbHBIX 100 90 80-60 60-50 | Oenka.

MPOJTYKTOB MI/KI/CYT Yrorpeoasarsb
TPOIYKTHI C
HU3KUM
coJiepKaHueM
JM3UHA
(Deweyetal
1996)

Tpunrodan Genka HaTypaIbHBIX 20 17 17-13 13 13

MIPOJYKTOB MT/KT/CYT

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

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

benok (06mwuit) (r/xr/cyr) 2,7-2,1 2,5-2,1 2,2-2,1 2,1-1,9 2,1-1,9

DHepreTuyeckas LIEeHHOCTb 115-80 95-80 95-80 90-78 90-78

(xkan/kr/cyr)

MukporyTpuentst (%) 2100 | 2100 | 2100 | =100 >100

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

* CHGHH&HH3HPOB&HHLIﬁ MNPOAYKT HAa OCHOBC aMHUHOKHUCIIOT 0e3 M3uHA U TpI/IHTO(l)aHa.
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IIpuiao:xenue I'7. OcHOBHLIE NPUHIMIIBI TEPANHH B YCJIOBHAX CTAIIHOHAPA

[7,19,20, 28, 54]

A. BoccTtaHoB/IeHHE S HEPreTHYECKOi MOTPEeOHOCTH

Kanopun [ToBpimenne sHepreTuyeckoil morpednoct a0 120% oT Bo3pacTHOM
HOPMBI
120% (pacuer 0-6 7-12 mecsres 1-3 roma 4-671€T
JTUETHI Ha | MecCSIIeB
KKaJI/Kr//1eHb)! 08-128 96-109 98-109 96-98

b. BuytpuBenHas nn¢y3noHHas Tepanus

Jlexctposa’ 8-15 r/xr/cyT

Kuper  20%  (mo | HauanpHas mo3a 1-2 r/Kr/meHbp, €CliM BO3MOYKHO, MOBBIIICHHUE J03bI 0 2-3
TTOKA3aHMUSIM), IpH | T/KT/IeHB
OTCYTCTBUH
METa0OINYECKOrO
anua03a

Koppexkuus CorneBbie pacTBOPHI U/WJIA PACTBOPHI JIEKTPOJIUTOB
AIIEKTPOJIUTHBIX
HapyleHUN

WucynuHoTepanus [Tpu runepraukemuu Bbimie 10 MMOIB/I W/HIK TIIOKO3YPUH BO3MOXKHO

BBe/leHME IHCyIMHA 1 €ro aHajIoroB
(KOHTPOJIMPOBATH YPOBEHb KAJIHsI B KPOBH)
JleBokapHUTUH 150-200 mr/kr/cyTKH

C. ITorpebHOCTD B Oenke

HarypanbHblit [TonHoe uckiItoueHHe Oenka MakCHUMajbHO Ha 24-4aca, C MOCTENEHHBIM
0eroK BO3BpaTOM J0 MHUHMMaJIbHO 0€30I1aCHOr0 ypoBHS B TeueHue 48-72 4acos.
Ecnmu pebeHok HaxoquTcs Ha HU3KOOEIKOBOW jauere 0e3 mpuema
AMUHOKHUCJIOTHBIX CMECEH, OCYLECTBIISIIOT MTOCTEIIEHHOE BBEJCHUE OEKa B

teueHue 24 -48yacos.
AMUHOKHUCIIOTHBIE AMVUHOKHCIOTHBIE CMECH Ha3HAUAIOT PEr 0S WU Yepe3 Ha30racTpaibHbIN

cMmecH (0e3 TM3uHa)

301 B 03¢ 0,8-1,3 r/kr/nenn

J1. ®apmakortepanus

XKapononmxato- [Ipu mnoBblmieHMe TemmepaTypbl Bbime 38,5C — wubynpoden” u
ast Teparnus napareTamMoJr™* *B BO3pacTHOI 103€
AnTHOAKTEpUaNb- HazHayaroT B 3aBUCHMMOCTH OT IIPEAIOIAraéMOro MaTOr€HHOTO areHTa B
Has Tepanus BO3PACTHBIX J103aX
IIpoTBOPBOTHEIE #METOKJIONIPAMHUJ] = MM #OHJAHCETPOH* *B BO3PACTHOM TO3HPOBKE
cpeAcTBa
Jlernaparanuos- Ecnu nuypes MeHee, 4eM 3-4 MIJ/KI//ieHb, Ha3HadaloT (ypoceMuy B

Has Tepanus

BO3pacTHOM J03UpOBKe (He Oosee ueM, 3-4 MHBEKIMU B JIEHb) (CIEAUTH 3a
HJIEKTPOJIMTHBIMU HAPYIICHUSIMHU B KPOBH)

Hatpus B ciiyuae 1ekoMneHcupoBaHHOIO METAO0IMYECKOT 0 alli/103a, BO3MOXKHO
rugpokapOoHar Ha3zHayeHue Harpus runpokapbonara™*
BHYTPUBEHHO (110 koHTposieM pH u Na+ B kpoBH) WiIM IEPOPATIBHO.
AHTH3ITHIIENITH- ITpn cyaoporax BO3MOXHO Ha3HAYCHUS CTaHJApPTHOU

YCCKasd TCpanuna

AQHTUANWIENTUYECKOW Teparnuu B 3aBUCUMOCTH OT THIA CYJIOPOKHBIX
MIPUCTYTIOB C HKCIOJB30BAaHUEM TaKWUX IMpernapaToB Kak QeHobOapOuTamr™*
JeBeTupaneTam™*, JaMOTPHJIKUH, TonupamaT**, beHuTonH™**,
KapObamazenuH** u kjoHazemaM™* B Bo3pacTHbIX jgo3ax. H3aHauenue
IpenapaToB BaJIbIIPOEBOM KMCIOTHI™* HEXKENATENIbHO.

E. KoHTposb XM3HEHHO-BaXXHBIX PYHKIMH 1 1a0OpaTOPHBIX MOKa3aTesen
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JKuszgenHo- YacToTa cepaeuHbIX COKpAIEHHM, 4YacTOTa MbIXAaTEJIbHBIX JIBHKCHUH,

Ba)KHbIE (DYHKINH KOHTPOJIb apTEPUAIbHOIO JaBJICHUS, TEMIIEpaTypsbl, Auypesa. [Ipu yruerenuun
CO3HAHMs- OLICHKA YPOBHsI cO3HaHus 1o mkazie ['nasro.
Kposb YpoBeHnb rmoko3bl, pH U ra3sl KpoBH, 3JIEKTPOIMUTHI (KalIuid, HATpUH,

KaJIBIIM HOHU3UPOBAHHBIN, XJIOD).

B0 BpeMs 5HIEDATHTONONOOHBIX KPU30B HEOOXOIMMO YBEJIHUMBATH MOCTYILIEHHE
sHeprun 10 120% OT HOpManbHOW JHEPreTHUECKOW NOTPEOHOCTH B CYTKH, C IIEJIbIO
NPEAYNPEXKACHUST PA3BUTHS HEBPOJIOTHYECKUX HApPYyLICHUH, BO BpPEMs OCTPBIX COCTOSHUM

sHepreTuyeckas noTpedHocts Bozpactaer Ha 30-40% oT GU3HOIOTrHUECKON HOPMBIL;
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IIpuniaoxenue I'S. buoxumMuuyeckuii U HHCTPYMEHTAJBLHBLINI MOHHTOPHHI NAIHEHTOB C

LJAYTAPOBOM anmaypuen tun 1

[21]

UYacrtora uccienoBanuii (Bo3pacr)

broxuMuueckue mapaMeTpsl ?{ig;izziige OT0p01 1-6 net Crapue 6
roaa net
AMHMHOKHUCIIOTHI (B KPOBH) OreHka o01ero Kaxnpie Kaxnrie | Kaxxnrie
aMHUHOKHCJIOTHOTO 1-2 3-6 6-12
cTaTyca Mecsia Mecs1a MECSIIEB
YpoBeHb KAPHUTHHA [Mpodunakruka Kaxneie 2 | Kaxnasie | Kaxnanie
(B KpoBHM) BTOPUYHOI'O UCTOIICHUS Mecsna 3mecana | 6-12
KapHUTHUHOBOTO IyJIa, MecsIIEB
KOHTPOJIb OCJIOKHECHHH
OOmwmit aHaIU3 KPOBH + IInaHoBBIN KOHTPOJIB Kaxnpie 6 | Kaxnrie | Kaxnanie
bepputuH .Perymspnoe MeCSIIeB 6 6-12
HaOIIOIeHue, n30eramnTe MECSILIEB | MECALIEB
HMCTOILIEHHS 3a11aCOB
xKenes3a, GoIMeBOH
KHCJIOTHI WJIA KOOaJlaMHUHA

Anbp0OyMUH KpOBHU

HyrputuBHbIl cTaryc

Ecnu cymiecTByroT onaceHus o
MOBOJy CTaTyca MUTaHUS U Y
JeTel ¢ mpobieMaMu MUTaHUs

Kanpruit u pocdop kposu, CocTosHue KOCTHON Kaxneie 3 | Kaxnreie | Kaxnanie
mienouHas pocdarasza TKaHU * Mecsa 6 12

MECSIIEB | MECALIEB
AcnapraramuHoTpancdepaza | [1naHOBBIM KoHTponb, | Kaxnpie 3 | Kaxnpie | Kaxnsle
AnanuHamuHOTpacdepasa npouIIaKTUKA Mecdna 6 12
lamma- MeTaboIMuecKoi MECSIEB | MECALIEB
LJIyTaMUITpaHCIenTHAa3a JeKOMIIEHCAallUU

Helipopannonornyeckoe
UCCJIEOBAaHKUE FOJIOBHOTIO
mosra (MPT/KT)

KoHTpousb cTpyKTypHBIX
U3MEHEHUN TOJIOBHOTO
Mo3ra

IIpu ycraHOBIIEHNH qUarHosa, a
TaKXe MOCJIe EPEeHECEHHOT 0
SHIIEPANTUTONOJ00HOTOKPH3a,
MOSIBIICHUSI TPOrpeCCUpPYIOLIeH
HeBpOHOFI/I‘IeCKOI;'I CUMIITOMAaTHUKHU

* Ecnu mpemonaraeTcs HeIOCTaTOYHAS MUHEPAIU3aInsl KOCTEH, HEOOXO0TUMBI

JIOTIOTHUTEJIbHBIE TECTHI (HallpUMep, CTaTyc BUTaMHHA D, mapaTUpeonIHbIi TOPMOH,
PaMOJIOTrMUECKUE UCCIIEIOBAaHUS BO3pACcTa U MIIOTHOCTH KOCTEH).

67



Ipuniaoxenue I'9. Meponpusitus,

HAIIPaBJCHHbIC HAa INpPEeAOTBPAIICHHEC Pa3BUTHUA

NOBTOPHBIX dHIeDAJINTONOA00HBIX KPH30B

[7,20, 21]

Meponpustus

CoJieprkaHre MEpONPUSITUSL U METOJIbl UX peaTn3aluu

O6pazoBanue u oOy4YeHHE
poauTenen

Poaurenn 10mKHEI OBITH OCBEIOMIIEHBI O KIIMHUYECKOM TEYEHU U
3a00J1eBaHUs K €T0 OCIOKHEHUAX. OHM TOKHBI OBITh YETKO
WH(OPMHUPOBAHBI O TAKTUKE TEPAITUU BO BPEMs Pa3BUBAOIIETOCS
HHIIe()aTUTONOTOOHOTO KpHU3a.

JleueOHO-TTPOCBETUTEIIbCKAS
pabora

Heob6xoaumo obecnieunTsh B 0013aTEILHOM MOPSIKE
WHWBUIYAILHBIM MPOTOKOJIOM OCHOBHOM METa0OIUYEeCKON 1
WHTCHCUBHOW MH(Y3MOHHOU Tepanuu poJuTeseH, Bpaue
JIETCKOMW MOJIMKIMHUKHU 110 MECTY KUTEIHCTBA MAIlUCHTA.
Ponurenu mosmkHBI OBITH 00€CTIEUEHBI JINTEPATypOH 10
KJIMHUYECKON KapTuHe u iedenuto ['Al. B neueOHOM mpoTOKOIE
JOJIKEeH OBITh yKa3aH HOMep TenedoHa Jievalero Bpaua, ¢
KOTOPBIM MOHO CBSI3aThCsI B JIDOOE HEOOXOUMOE JIJIst
MalCHTA BpEeMS.

DKCTpeHHAasi MEAUITUHCKAS
MIOMOIIb Ha IOMY

POIII/ITGJH/I JOJIXKHBI UMCTH BCC HCO6XOI[I/IMI>IC JICKApPCTBCHHBIC
CpCaACTBa JIsI Ha4YaJIa HHTEHCUBHOMH TCpaIiu Ha IOMY.

Obecrnieuenue
MIPEEMCTBEHHOCTH B
JeueHHH (eTckas
ITOJIMKJIMHUKA, PAaOHHBIE
OOJILHMIIEL,
MeTabO0IMUECKUN LIEHTP)

Bpauu neTckux nomuKIMHUK/PalOHHBIX OOJIBHUIL IO MECTY
JKUTEILCTBA MAlUEHTA, JOJIKHBI ObITh TTOCTABJICHHI B
M3BECTHOCTH O NMauueHTax ¢ '’Al, 1 HHCTPYKTUPOBaHBI 1O
TaKTUKE JedeHuss. UHAUBUIyaIbHbBINA TPOTOKOJ MO JICYEHHUIO
MaueHTa JOJKEeH ObITh OTOCIAH B MOJUKJIMHUKY/CTAI[MOHAP 110
MECTY JKUTEJIbCTBA, HE3aMEUIMTEIIBHO IIOCIIE YCTaHOBJICHUS
nuarnosa. lHTeHcuBHOE JiedeHHe JOKHO OBITh HA4aTo 110
MepeBO/ia B CICIIMAIIM3UPOBAHHBIN META00TMYECKUH TIEHTD,
XOPOIIO BIAJCIOIINMI JICUEHUEM JaHHOW IaTOJIOTUH.

MenummHacKas TOMOIIb B
BBIXOJHBIE, IPa3JHUYHbIC
JTHA U OTITYCKHOM NIEpUOA

ITpu BbIe3NIe pebeHKa Ha OTABIX (B PETMOHBI BJAJIN OT JIOMa),
HE00XO0/IMMO OTIIPaBUTh IO MECTY MPeObIBaHUS OOJIBHOTO
peOeHKa MPOTOKOJI MHIMBHYyaIbHOI'O JICYEHUs, HOMEp Tene(oHa
JIeqaniero Bpayva.

MenumuHacKas TOMOIIbL BO
BpeMsI HHPEKITNOHHBIX
3a00JIeBaHUMI

[Tpyu BO3HMKHOBEHUH MH(EKIIMOHHBIX 3a00JI€BaHUM U
TOBBIIEHHH TeMIepaTyphl Tesa 10 38,5°C poauTeny nanuenTa
KaK MOXHO CKOp€€, JOKHBI [IOCTaBUTh B U3BECTHOCTD O
CIIy4MBILIEMCS JIEUAIIEro Bpaya.

MenuuuHcKas TOMOIb IIPU
IIJIJAHOBBIX XUPYPTAUYECKUX
BMEILIATEIbCTBAX

IIpu 1aHOBOM XUPYPIUUECKOM BMELIATENILCTBE Bpaul XUPYPIH,
AQHECTE3UOJIOTU JAOJKHBI ObITh HH(POPMHUPOBAHBI O KIMHUYECKOM
Te4eHUH 3a00JIeBaHMsL, JIeHaliil Bpad JOJDKEH OTIPAaBUThH B
XUPYPrUYECKUI CTalMOHAP MPOTOKOJI OCIEONEPALTMIOHHOTO
BeJIeHUs ManueHTa. OCHOBHBIMHM PEKOMEHIALUAMU SIBIISIOTCS:
n30erarb rojo/laHusl, Ha3HaAuYE€HUE PaCTBOPOB TIIIOKO3bI U
JIBOMHOM 03Bl KADHUTHHA
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