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Cnucok cokpameHui
3-OH-rnyrapoBas KucjioTa - 3-TuIPOKCUTITyTapoBasi KMUCJIOTa
GA - rmyTapoBas KuciaoTa
GCDH - depment rayrapun-KoA neruaporenasa
Good clinical practice (GCP) - Hajesxaniasi KIIMHUYECKas MpaKTHKa
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TepMI/leI H OIIpeacJacHUsA
«IHUe(PATUTONONOOHBII KPU3» WM «MeTa00IHYeCKHH KPH3»- KPUTHUYECKOE, YIpo’Karollee
’KHU3HU COCTOSIHHME, CIPOBOLIMPOBAHHOE HEOJAronpusTHbBIMU (pakTopaMu, 0O0ycClIaBIMBAIOIIUMU
YCUJICHUE IIPOLECCOB KJIETOYHOro KaraboiM3Ma U MpOSIBISIONIEECS YTHETEHHEM CO3HAaHHUS J10

COIOpa ¥ KOMBI B pe3yJIbTaTe Pa3BUBAIOLIETOCS OTeKa M HAOyXaHUs MO3ra.



1. Kparkas undopmanus

1.1 Onpeneaenue

I'mytapoBas auuaypus tun 1 (HemoctarouHocTs rryTapui-KoA neruaporeHassl, riryrapoBas
anuaeMuss TUIl 1) - ayTOCOMHO-pELleCCUBHOE 3a00jieBaHUEe, OO0YCIOBICHHOE MYTAallMsIMH B TEHE,
kogupytomeM (epment riayrapuwi-KoA nerumaporenasy (GCDH). Jlepuuur ganHoro ¢gepmeHTa
IIPUBOJUT K HAKOIUICHUIO B OMOJIOTMUECKHX KHUAKOCTAX U TKaHAX IiryrapoBoi u 3-OH-riyrapoBoit
(3-ruAPOKCU-TIYTApOBOI), KUCJIOT OKa3bIBAIOIINX HEHPOTOKCUYECKOE EHCTBUE MPEUMYILIECTBEHHO
Ha [OJIKOPKOBBIE CTPYKTYphI TOJIOBHOTO MO3ra. JIMarHo3 riyTapoBoi auuaypuu TUM | He sBIseTCs
KJIMHAYECKUM, OH YCTaHABIMBACTCS MpU OOHAPYKEHHM ONpPEACJICHHBIX OMOXUMUYECKHX H/HIIH
MOJIEKYJIIPHO-T€HETUYECKUX U3MEHEHHM, BBISABIIIEMbIX Y MALUEHTOB C ONPEIEICHHON KIMHUYEeCKON
CUMIITOMAaTUKOW WJIM Ha JOKJIMHUYECKOM CTaauM IpU MPOBEJEHUM MAaCCOBOIO CKPUHMHIA

HOBOpOXIEHHbIX [1,2,5].

1.2 DTHoJIOrMg M IATOreHe3

I'en GCDH xkaptupoBan Ha xpomocome 19p13.2. K nactosmemy Bpemenu B rene GCDH
onucano 6osnee 200 pa3aMyHBIX MyTalMi, OJHOW U3 caMbIX PaclpoCTpaHEHHBIX siBisgercss R402W,
BcTpevatomascs ¢ vactotod 12 - 40% B crtpanax 3amanHoil EBpomnbl. Hekoropsle Mmyranumn
XapaKkTepHbI Ul ONPEJEJIEHHBIX 3THHYECKUX Ipynn M u3oisaToB: myrtanuu P248L u E365K B
Typuun, myranuu IVS 1 +5G>T u A421V B o6munax amuieit [2,5,15].

®epment rayrapun-KoA-neruaporenasa (GCDH) yuactByeT B MeTabosin3Me aMUHOKUCIIOT
nu3uHa, TuaposausuHa, Tpuntodgana. GCDH nokanu3oBaHa B MaTpUKCE MHUTOXOHIPUH U
npejacraBisier coboir romotetpamep. Kaxkmas cyObenumuuna »Toro Oenka coctouT u3 438
aMHHOKHUCJIOT, N-TepMUHAJIBbHBIA 0CTAaTOK (44 aMUHOKHCIIOTBI) YJAJIAETCs 110CJIe TPAaHCIIOPTUPOBKU
¢epmenta B MutoxoHaputo. GCDH katanu3upyeT 2 mociie0oBaTeIbHBIX PEaKLUU MpEeBpaleHUs
riytapuil-KoA B kpotoHuin-KoA (peakuum aeruaporeHMpoBaHUs U JeKapOOKcuiaupoBaHus). B
pe3ynbTaTe OJOKMPOBAHMS TaHHON (EPMEHTHOM peakluH MPOUCXOAUT HAKOTUICHHE TIyTapoOBOW U

3-OH-rnyrapoBoi KHCIOT B OMOJIOTMYECKHX KUAKOCTIX U TKaHsaX (puc.l) [1,2].
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THUII: ME€Ta0oJInYeCKre OJIOKU BBIACJICHBI TOTyObIM I[BETOM, MATOJOTUYECKHE META0OTUTHI
BbIJIEJIEHBI ABOMHOM pamMKOH

MyTaHTHBIH ~ (EepMEHT OTHOCHTCA K Tpynmne  (IIaBONpPOTEUHOBBIX  JACTUIPOreHa3
MUTOXOHAPUATILHOTO MATPUKCA, YYaCTBYIOUIMX B IEPEHOCE JJIEKTPOHOB K YOMXMHOHY uepe3
AIEKTPOH-TIEPEHOCA U (JIaBONPOTEHH B AbIXATEIBLHOMN e MUTOXOHIPUH.

Mexanu3mbl pazButuss '’A 1 10 koHIa He wu3ydeHsl. [IpeummyliecTBeHHOE MOpaKeHHUE
CTPUAPHON CUCTEMBI CBSI3BIBAIOT C U30MPATEIIBHOW TOKCUYHOCTBIO IIYTAPOBOW KHCIOTHI W/WIIU €¢

MPOU3BOAHBIX. Takke TriayTapoBasi KHUCJIOTa M €€ MEeTa0OJIUThl HMHIHOUPYIOT JeKapOoKcuiazy



IJIyTaMUHOBOW KHCJIOTHI ((pepmeHT, ydacTByrommii B Mmerabonuzme ['AMK), uro BbI3bIBaET
CHIDKEHUE KOHIIEHTpPAllMU 3TOr0 TOPMO3HOro Helpomenuatopa. Y 06oabpHbIX ¢ ['A 1 BbIIBIEHO
3HAYUTEJIbHOE CHM)KEHME JeKapOOKCHIIa3HOM aKTHMBHOCTU B JIOOHBIX OTAENAX KOpbl TI'OJOBHOTO
MO3ra, XBOCTATBIX s/ipaxX U CKOpJylne U cHukeHue koHueHtpauuu 'AMK B nepebpocnuHaibHOR
xuakoctu (LHCXK). Opnako naHHBIE OMOXMMHUYECKHE HAapyLIEHUs MOIYT ObITh BTOPUYHBIMHU U
BO3HUKATh BeieacTBUE noBpexaeHuit ' AMK—spruueckux HelpoHOB Mo3ra.

MexaHn3Mbl IaTOT€He3a OCTPBIX «IHUEPATUTONOA00HBIX» KPU30B OKOHYATEIbHO HE SCHBI.
Cunraror, yto rinyrapoas u 3-OH-riiyrapoBas KHUCJIOTBI, UMEIOLIME CTPYKTYPHOE CXOJICTBO C
IJIyTaMaToM, B3aUMOEHCTBYIOT ¢ N-MeTUI-acapTaTHBIMKM peLEenTOpaMH, Uil KOTOPBIX INIyTamar
SBJIIETCSI €CTECTBEHHBIM AKTHUBAaTOPOM, YTO BBI3BIBAET UpPE3MEpHOE HakoIuleHue HoHoB Ca2+ B
[IOCTCUHANTUYECKUX HEWpOHaX W MNPUBOJUT K rubenu kiIetok. JIpyruM BO3MOKHBIM
HEHUPOTOKCUYECKUM (DAKTOPOM CUMTAIOT HAKOIUIEHHWE MPOMEXYTOYHOro MeTadoiauTa oOMeHa
TpunrogaHa U JU3MHA — KBUHOJIMHOBOW KHMCIOTHL. B Hacrosiee Bpemsi, 10 KOHIIA HE paclo3HaHa
IPUYHMHA JIOOHO-BUCOYHOM aTpodHu W/UiH THIIOIUIa3HU U CYOAypaabHBIX KpoBoM3nustHuid ipu ['Al.
Cunraercsi, 4yto BO Bpems »sMmOpuoreHesa 3-OH-rimyrapoBas KuciaoTa MOXKET HapyllaTbh
(opMUpOBaHUE CTEHOK COCYJIOB, B IIEPBYIO O4YEpEIb — COCYJOB TI'OJOBHOI'O MO3ra, NMPUBOIS K
MOBBIIICHUIO UX TPOHUIIAEMOCTH ¥ BO3SHUKHOBEHHUIO KPOBOM3IUSHUM [2,14].

IIpu ayroncum y Bcex nanueHTOB ¢ ['Al BBIABISIOT BBIPAKEHHYIO CYOKOPTHKAIbHYIO U
KOPTHUKAJIbHYIO aTpPO(UI0 FOJOBHOIO MO3ra, aTpo(pUUECKyI0 BEHTpHUKYJIoMeranuio. B 6onbiinHcTBe
CJIy4aeB BU3YAIU3UPYIOTCS HEKPOTHUECKHE U3MEHEHMSI B 00JIaCTH CKOPJIYIIbI M TOJIOBKH XBOCTATOIO
aapa. Pexxe nmopaxaroTcs 3puTesIbHbIE TPAKThl, MO30JIMCTOE TEJO, BHYTPEHHAS Kalcyna, r1yOooKue
oTAenbl O€noro BellecTBa MO3XKedka, CTBOJIA Mo3ra. Y psja HAUMeHTOB OOHApYXUBAalOT
«ry0uaryio» JereHepanuio 0eJjoro BeUIeCTBa, IPEUMYILUECTBEHHO B IEPUBEHTPUKYJISPHBIX
00JacTsaX, peke B Tajamyce, 0JIeTHOM IIape U CTBOJIE TOJIOBHOTO Mo3ra [2,14].

VY 060jbIIMHCTBA MALMEHTOB NPU AYTOICUU IE€YEHU BBUIIBIAETCS KUPOBask MHPMIbTpALUs
KJIETOK I€YEeHH, IPOKCUMAIbHBIX KaHAJIBLEB OYEK U MUOKAPAHOLUTOB, YTO MOXKET OBbITh CBA3aHO C

Hecnenupuuecko MUTOXOHIpUAIbHON auchyHkuueit [2,14].

1.3 DnuaeMuoJI0rus

I'myraposas amunypus tun 1 (I'Al) oTHOCUTCS K YMCIy PEIKUX HACJEICTBEHHbIX 00Je3HEeH
oOMeHa BemecTB. YacTora 3a0osieBaHus B cTpaHax 3amanHoil EBponbl cocTtaBnser B cpennem 1:50

000 >xuBBIX HOBOPOKIEHHBIX. BbicOokas yactoTa BcTpeuaemMocTd ['Al oTmeueHa cpeaud OOLIMH
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amumieii B Amepuke, Kanane u I[lencunsBanuu - 1:300. K HacTosmieMy BpeMeHH B JHMTEpaType

nMerotcs onucanus 6osee 400 ciydae sToro 3adoneBanus [1,2,5].

1.4 Koguposauue no MKBE-10

E72.3 - Hapymienus oOMeHa Tu3MHA U THAPOKCUIIM3HUHA

1.5 Knaccupukanus

[lo kIMHMYECKOMY TEUYEHMIO KJIACCUPUIMPYIOT JABa OCHOBHBIX mnoxaruna [Al: ¢

OCTPBIM/<«IHIE(HATUTOTIOJOOHBIM» U TIOJIOCTPBIM/IOOPOKAYECTBEHHBIM TEYCHHEM [2].

1.6.I1pnemMepsnl GOpMYJIHPOBKH IHATHO3A

o TInymaposas ayudypus mun |
o Inymaposas ayudemus mun |
o Hapywenus obmena nusuna u 2uOpOKCUIUIUHA
o I'momapukayudypus, 2u0pOKCUNUSUHEMUS, 2UNEPAUSUHEMUS
2. /IluarHocTuxka
Jluaenocmuka ocnHosana Ha OQHHLIX AHAMHE3Ad POOOCIO6HOU, AHAMHE3A 3a001e8aHUsl,
KAUHUYECKUX CUMRIMOMAX, pe3ylbmamax 1abopamophvlx W WHCTPYMEHTAJIbHBIX HCCIIEJOBAHUMN,

naHHbIX MoJiekyisipHoit (JJHK) nuarnoctuku.

2.1 ’Kaa00bI 1 aHAMHE3

I'A 1 0bviuno debromupyem 6 panHem 0emckom eozpacme - om 3 00 36 mecsyes, ¢ NUKOM
manugecmayuu om 6 0o 18 mecayes. B 75% cayuaes nabmooaemcs «3Hue@darumonooooHbwlily»
séapuanm 3abonesanus. Y 75-80% 6onvuvix makpoyeghanus modicem Obimb nNePEvIM CUMHIIMOMOM
OONe3HU, KOMOPAs OMMeUAemcs ¢ POHCOeHUs UL PA3BUBAEMCsl 8 nepable Mecaybl dcuzHu. Hepeoko,
«nposoyupylowumuy dakmopamu manugecmayuu 3a001e6aHUA  AGIAIOMCA  UEPENHO-MO3208as
mpasema, Xupypeuieckue eMeuamenscmed, uHexyuy un sakyurayus. B 6onvuuncmee ciyuaes,
3aboneéanue Hauunaemcsi ocmpo, cnycma 24-72 uyaca om 8030elicmsus «nposoyupyIoue20»
gaxmopa. Ilpu pazsumuu «3HYeparumonod0o6H020» Kpusa NPaKkmuyecku 6ce 601vbHble NOCMYNAIOm
C JHcanobamu Ha BHE3anHO PA38UBUVIOCS JTUXOPAOKY, HACmble CPbI2UBAHUS UTU HEYKPOMUMYIO

peomy, Kuwequzepaccmpoﬁcmea, nujienmudecKue npucmynaosl.
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YV 25 % OonvHbix 603MOJICHbL 3A0€pIHCKA NCUXOMOMOPHO20 PA38UMUsi ¢ NOCMENeHHOl
ympamoui panee npuoOpemeHHbIX HABbIKOS, NPUCOCOUHEHUEM SUNEPKUHe308, Ymo Xapakmepusyem

bosnee 00bpokauecmeenHoe meuerue 3a001e6aHUSL.

2.2 ®usuKaJbLHOe 00c/IeJ0BaAHNE

Maxkpoyeghanus moodwcem 6vimv nepeviM CUMNMOMOM 0OONE3HU, KOMOpAs OMMeYyaemcs C
POHCOCHUS UL PA3BUBAETNCS 8 NEPBbLE MECAYbL HCUSHIL.

Ilpu pazeumuu «dHYedharumono0o6Ho20» Kpusa 4acmo npoucxooum yeHemeHue Co3HAHUs
00 conopa u KoMbvl, 6 pe3yibmame pd3eUEArWec0cs OmeKa U HAOYXaHus Mo32d, HepeoKo
npuU6ooae20 K 1emalbHOMy UCX00y 8 nepsvie cymxu 3abonesanusn. Cnycms HecKoJIbKO OHell ulu
Hedelb NOcle Kpuza MOo2ym OmMMe4amuvCs pasiudHble munvl cunepkune3os (opogayuanvhvie,
Xopeugopmuvie, xopeoamemouoHvle, Oarrucmuyeckue), ou@@ysnas uiu  OOHOCMOPOHHAA
MbliledHas OUCMOHUS, KOMOPAs 4acmo COYemaemcs cO CRACmMudHocmyio. 3abonesanue HOCUM
B0THOOOPA3HYIL XAPAKMep: NOCIe NEePeHeCeHHbIX «IHYehAIumonoO00OHbIXY KpU308 NpouUcxooum
MeOlleHHoe, HO He NOJHOe B0CCHAHOBICHUe He8pOI02UHecKUX HapyweHnull. B nocnedyiowem y
nayueHmos ¢ 2pyoviM  OUCTNOHUYECKUM CUHOPOMOM  4ACmo  (POpMupyromcs  8moputiHbvle
OCNOJCHEeHUs, MaKue Kak 2Unompous, XpOHUYecKull acnupayuoHHulli CUHOPOM, HOOBLIBUXU
CyCcmagos u 8ulpaxiceHuwvlli 6onesoli cunopom [6,12].

B 25% cnyuaes 3a6onesanue umeem nooocmpoe, 0obpoxkaiecmeernoe meyenue. Ha nepsom
200y JHCU3HU Oemu HAOI0OAIOMCSL € 3A0EPHCKOU NCUXOMOMOPHO2O pPA3GUMUs, d 8 OdlbHelueM
APOUCX00Um NOCMEeNneHHas ympama pauvee HPUOOPEmMeHHbIX HABLIKOS, U NPUCOeOUHAIOMCS
PpasnuyHvle 8Udbl cunepKuHe308. Jlucmonuyeckue 2unepKuHesvl npueooam K HApyuleHuro Xxoobowl,
nucvma u peuegvlx Qynxyutl. Muozue 601vbHbIe OrumenvbHOe 6peMs HAOTOOAIOMCA ) HEBPOI0208 CO
CRACMUKO-2UNepKUHemu4ecKol Gopmoi 0emckozo yepebpaibHo2o napamudd. Jpyeumu 4acmoimu
CUMRMOMAMU AGNAIOMC NPOPY3HOe NomoomoeneHue, 3MU300bl HEMOMUBUPOBAHHOU TUXOPAOKU,
InuIenmuyecKue npucmynbl.

Cpeou ogpmanbmonocuyeckux CUMNMOMO8 HEPeoKO OOHAPYIHCUBAIOM KDPOBOUSIUSAHUA 8
cemuamxy, Kamapaxmy, oghmanibmonapes, Kocoenasue u NUMeHmMHyI0 0e2eHepayuio cemuamsu. Y
HEeKOmMOpbIX — NAYUEHMO8  HAOMO0Amcsa  amakmuyeckue  paccmpoucmed, OueHb  peoKo
8CMpeyaromcs MUOKIOHUU U mpemop. Y 601buuHcmea nayuenmos uHme ieKm He cmpaoaem uu

Habaooarmes geckue KOZHUMUBHbIE HApYyUuleHus. Y neneuenvix 6onvuwvix CMepmeﬂbezd ucxoo
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Hacmynaem 6 meyenue nepeoco 0eCcAMUIeMUs HCU3HU Ha oHe MAAHCeN020 MemaboIUYecKo20 Kpu3d
unu 8 pesynomame passumus Petie-nodobnoeo cunopoma.

Y paoa 6oavnvix ¢ T'Al na nepgom 200y owcusnu 6 10-30% cayuaes 6o3Hukarom
cyO0ypanvHble KpOBOU3NUAHUA, KAK NPABUNO, NOCIe NEePeHeCeHHOU JNe2KOl UepenHO-MO0320801l
mpagmul. [layuenmul ¢ cyOOypanbHbiMU 2eMAmoMamu /Ui OUmemMnopaibHblMu apaxHouoa bHbLMU
Kucmamy 8 couemaumuu ¢ Mmakpoyegpanuer u OUCNOHUAMU OOJAHCHbL ObIMb OMNPAGIEHbl 8
2eHemuueckyto rabopamoputo ons uckmovenus I'Al. JJuaenos enymaposoii ayudypuu mun I oondicen
Obimb  00A3aMeNbHO UCKTII0YUEH 1A00PAMOPHbIMU MemooamMu Y NAYUeHmos ¢ Npeonoiazaemvlm
CUHOPOMOM «mpACKU MaadeHnya» («shake syndromey) [2,9].

Knunuueckuit  ouaenoz ['Al  moocem Ovimb  3ano00ospeH y NAYueHmos,

umernuux

Makpoyeghanuio, IKCMpanupamuoHvle HApyuieHuss ¢ 0e0lomom 8 paHHeMm OemcKoM 8ospacme U

XxapaxmepHvle Heupopaouoocuieckue uzmeHenus [8]. B mabauye npedcmasnenvl Kpumepuu,

nozeoasaouue npeononoxcums I'Al (mabn. 1).

Tabnuma 1 - KinHHKO-IMAarHOCTUYECKHWE KPUTEPUM, TO3BOJSIIOIIME 3aMoA03PUTh TIIyTapOBYIO

aruayputo tun 1 [16].

BepositHOCTB Huskasn YMepeHHas Bricokas
JMarHosa
Knununueckue | -Makponedainus; -Peite-nono0Onele snn3onpl | -Octpast 3HLEeDanonaTus
KpUTEpUn -BricTynaromue (ocTpas MmeTabonuyeckas | -IPOrpecCUpyroLne
J00HBIE OYTPHI; sHUE(anonaTus) SKCTpanupamuIHble
-Hapymenus -3HLEe(DaTUTONOJOOHBIE HapylEeHUs
BCKapMJIMBAaHUs 3MU30/1bl, -opoannanbHble
-3agepxka -TUIEPKUHETHYECKast JTUCKUHE3UU
JIBUTaTEJIbHOTO ¢dbopma eTcKoro
pa3BUTHS uepedpaIbHOTO Mmapaanya.
-[1€pUOINYECKAs] ATAKCUs
Cemelinbli CuHIpOM «BHE3AIHOU Hanuuue B cembe 601bHOTO
aHaMHe3 CMEpPTHU MIIAZICHILIa» WU C MOJTBEPKIECHHBIM
He otsiromen CMEpTENbHBIA UCXOJ OT nuario3om ['A tum 1,
HEKYMHUPYEMbIX CYI0pOT B | HaJMYHUE CMEPTEIILHOTO
CeMbe HCXO0/1a B CEMbE OT OCTPOI0
CUMMETPUYHOI0 HEKpO3a
0a3aJIbHBIX I'AHIJINEB
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Hefipopanuo- | -arpodusi/runomnasust | -Cy0aypanbHbie -JIo6HO-BHCOYHAs aTpodus
JIOTHYEeCKHe | JIOOHBIX OT/IEJIOB CKOTIJICHUS TOJIOBHOTO MO3Ta,
KpUTEpHUU -3aJ1epKKa -aTpo¢ust/TUNoIIa3usl -M30JIMPOBAaHHbIE
MUEJIUHHU3ALNT BHCOYHBIX OT/EJIOB CUMMETPUYHBIE HEKPO3bI
-BEHTPUKYJIOMET NN -neiiko3HuedatonaTus 0a3aJIbHBIX T'AHIJINEB
-pacupeHue (MOIPOCTKH, B3POCIIBIC) (6neaHOTO 1IApA U
cybapaxHOUIATBHBIX -U30JIMPOBAaHHOE XBOCTATBHIX sIEp)
MIPOCTPAHCTB nopaxxeHue 0JieTHOro
nrapa

2.3 JIabopaTopHas JHATHOCTHKA

OcHoguvimu Memoodamu noomeepaicoarowei ouasnocmuxu I'Al sensomes buoxumuyeckue u

HeupopaouoiocuiecKue Memoovl UCC1e008aAHUSL.

Pexomennyetcst onpezesieHue B OMOJOIMUECKUX KUAKOCTAX (KPOBb, MOYA) OPraHMYECKUX
KMCJIOT M  aUMJIKapHUTUHOB  (IVIyTapWIKapHUTHHA) METOAOM  TaHJIEMHOM  Macc-
CHEKTPOMETpHH [2,7] 1 Wi XpoMaToMacc criekTpomeTpuu [4,14].

(Cuaa pexomengauuu C; ypoBeHb YOeIUTEJbLHOCTH I0Ka3aTebeTB 1)

Kommentapun: C nomomibto TanaemHoi wmacc crnektpometpun (TMC) onpenenstor
KOHUEeHTpaiuu riyrapuwikapautiHa (C5DC) B msATHaX BbICYIIEHHOM KpoBu. [Ipu nanHOM
3a00JI€eBaHUM KOHIIEHTpAIUK IiTyTapoBol, 3-OH-riayTapoBoil KMCIOT U IIyTapUIKapHUTHHA
MOBBILIAIOTCS B JIECATKH pa3 MO CPABHEHUIO C HOPMOH.

VY HekoTOopbIX manueHToB ¢ ['Al KOHLEHTpanus IJIyTapoBOW KHUCJIOTHI B MOYE€ M KPOBU
MOJKET OBITh B IIpe/iejaX HOPMBbI, B TAKMX CIIy4asX AMArHOCTUYECKH 3HAYUMBIM MapKepOM
SBJIACTCSl TOBBIIEHUE KOHUEHTpauuu 3-OH-riryrapoBoif KHCIIOTBI, 4YTO U TO3BOJISET

yctaHoBUTh nuarHo3 'Al [2,4,7,14,19,20].

Pexomennyetcst omnpeneneHue akTuBHOCTH rityTapui-KoA aeruaporeHassl (B JeHKOLUTAX U
¢ubpobnacrax xkoxu) [2,5,14,20].

(Cuaa pexomenganuu C; ypoBeHb yOeIUTeJbHOCTH 0Ka3aTebeTB 1)

Pexomennyercs monekynspHas JIHK guarnoctuka (BwisiBiienue mytanuii B reHe GCDH)
[7,14,17,20].

(Cuaa pexomengauuu C; ypoBeHb YOeIUTEJBLHOCTH 0Ka3aTeibeTB 1)
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KommenTtapun: Onpeoenenue akmusnocmu gepmenma u JJHK ouacnocmuxa Heobxooumbl
Kak 011 eepughuxayuu OuazcHo3a, maxk u 018 MeOUKO-2eHEeMUYecKo20 KOHCYIbMUPOBAHUS

cemeti, nociedyouel npeHamaibHoUu OUA2HOCMUKU.

PexomeHnnyeTcst MOHUTOPUPOBAHKUE YPOBHSI OPraHMUECKUX KUCIOT B KpoBU U Moue [1,2,7,17,
19,20].

(Cuaa pexomenganuu C; ypoBeHb yOeIUTeJbLHOCTH 0Ka3aTebeTB 1)

Kommentapuu: Toxcuueckoe noepesxcoeHue 20J108HO20 MO32a 6C1e0CMBUe BblCOKUX
KoHyenmpayuti  enymaposou u 3-OH-enymapoeou kuciom Oeiraem  HeoOX0OUMbIM
pecynsapHoe  npogeoeHue  UCCAe008AHUA  COOEPIHCAHUS  OAHHBIX — Memaboiumos 6
buonoeuueckux cpeoax. CHudceHue KoHyeHmpayuu enymaposou u 3-OH-enymaposoii
Kuciom 6 Moue HabOaooaemcs Yy NAYUEHMO8, HAXOOAWUXCA HA — cneyuguueckou
HU3K00OENIK0B8OU Jueme, a makxice npu mepanuu pubophiasuHom y 00nbHbIX ¢ pubOPIa8uUH-
yygcmeumenvHvimu Gopmamu. OOHAKO KOHYEHMpayuu OAHHBIX KUCTIOM 8 CblBOPOMKe KPOBU

u I{CIK na nevenuu ne chudcaromcsi 00 Hopmbl.

2.4 UHCTPYMEHTAJILHAA JUATHOCTHUKA

PekomenmyeTcsi  MCMONB30BaTh  HEHMPOPANAMONOTHUECKHME  METOJbl:  KOMIIbIOTEpHas
tomorpadus (KT), MaruutHo-pe3onancHas tomorpadus (MPT) [7,11,13,19,20].

(Cuaa pexomenganuu C; ypoBeHb yOeIUTeJbLHOCTH 0Ka3aTebeTB 1)

Kommentapun: Haubonee uacmvimu Helipopaouonoeuveckumu npusnaxamu npu 1Al
ABNAIOMCA. JTOOHO-MEeMeHHAs 2UNONAA3UA/ampous, SeHMpPUKYIOMe2anus, Cyo0ypalbHbvle
2emMamombl, 3a0epHcKa MUSTUHUIAYUY/OeMUSTUHUZAYUS U HEKPO3 0A3abHbIX aH2nues. Dmu
UBMEHeHUs1 MO2Ym 6CMpedamsbcsi KAk U30IUPOBAHHO, MAK U 6 JI00OM couemaHuu.
XapaxmepHoui Hevipopaduonocuueckou ocobennocmvio I'A 1 sengemcs cummempuunoe
pacuupenue cuibeUesslx wenel ¢ opmuposanuem «3¢pekma HaOKyuleHHO20 A610Ka» U
«Kpblibes nemyueti mvluiy, komopas ecmpeyaemcs y 95%. V Oonvwuncmea ne neuenvix
nayuenmos GulAGNeHO pacuiupenue  cybapaxnouoaibHuIX NPOCMPAHCMSE  Oadce Ha
APecuUMnmMoMamu4eckoll cmaouu 3a001e6anus, Komopvle He Npemepnesarom HUKAKUX
usmeHenuil npu npogedenuu kKowmponvhwvlx MPT 2onoenoco moszza u couemaromcs c

HOpMaJZbHOIZ I’I’IOJZIMLIHOIZ KOpbl 20106HO20 M0O32A U HOPMATIbHO pA36UMbIMU USCUTIUHAMU.
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YV 6onvwuncmea nayuenmos cyboypanvHvie 2ucpombvl/eeMamomyl, 4acmo pacnonaearomes
ounamepanvHo, pedxce - uMerOm 0OHOCMOPOHHIOIO ToKaauzayuro. Onucevieaiom obpazosaHue
OUMeMNOPANbHBIX APAXHOUOANLHBIX UL CYOINEHOUMAPHBIX KUCT, PeOKO 8CMpedaemcs ux
00HOCMOpOHHAA  NoKauzayus. HM3menenus 6enoco  eewjecmeéd  20106HO20 — MO32d
ecmpeyaromces y mHoeux 6oavHvix ¢ I'A 1 u ywacmo couemaromcs ¢ HeKpO30M OA3ATbHLIX
eanenues. Ilopaosicenue 6enozo ewecmea, KaK NPAsUIo, CUMMeMpPUYHOEe, NPEUMYUECTNBEHHO
8 NEPUBCHMPUKYIAPHBIX 30HAX 8 00IACTU NEePeOHUX U 3A0OHUX PO208 DOKOBbLX HCeYO0UKO8 U
6 obnacmu  CeMUOBANLHO2O  YeHmpd, 6 HEKOMOPLIX  CAVHASX — OOHAPY*HCUBAIOM
Odemuenunuzayuro cyokopmukanohvix U-6onokon. Ocmaemcsi He ACHbIM, ABIAIOMCA U
OaHHble obaacmu o04azamu  OeMUeTUHUZAYUU UTU SUNOMUETUHUIAYUY. Y HeKomopwix
OONbHBIX  OnUCaHo  nopadicenue  mozonucmozo mena [13, 16]. XapaxmepHvle

Hetipopaouonocuueckue usmenerus npu I'A 1 npusedenvt 6 [punosxcenuu I'l.

2.5 NHasg 1MarHoCcTHKA

e PexkoMeHayIOTCS KOHCY/IbTALUU CHELMATUCTOB (0 NOKa3aHUSIM) FeHETHKa, OPTaIbMOJIOra,
HEBPOIIATOJIOra,  JUETOJIora, KapauoJiora, Joromnena-iedexrosnora, HelWpoopTonena
NalyeHTaM ¢ [ayTapoBoil amuaypuedt tun [, umeromuM  HapymeHus (QyHKIMH
COOTBETCTBYIOIIIMX OPTaHOB U cucteM [1,2,7].

(Cuaa pexomenganuu C; ypoBeHb yOeIUTeJbLHOCTH A0Ka3aTebeTB 1)

2.6. InddepenumaibHasg IHATHOCTHKA

e Bce onucanHble BbllE KIMHUYECKHE, JJAOOPATOpHbIE U HEHPOpPaIMOJOTHUYEeCKHe NPU3HAKU
3a00JIeBaHUsI HE CUMUTAKOTCS MATOTHOMOHUYHBIMM, MPU UX HAIWYMM 3a00JIeBaHUE CJEIYET
3anmono3puth. IloaTBepxkmaercs ['A 1 myrem ¢QepMeHTATHBHOrO aHajaM3a W/WIN
OOHapy>XeHHEM JIByX KIHWHUYECKM 3HAYUMBIX (IATOrEHHBIX) MyTaluil, IpU 3TOM
PEKOMEHyeTCs MOJIb30BATHCS UMEIOIIUMUCS 0a3aMu JaHHBIX, Hanpumep, OMIM [20, 23].
(Cuaa pexomenganuu C; ypoBeHb yOeIUTeJbHOCTH 0Ka3aTebeTB 1)

3. Jleuenue
Cmpameeus neyenus HanpagieHa Ha KOppeKyuro MemadoIudecKux HapyueHutl KOMIIeKCoM
MEponpuamuil:  KOHCEPBAMUBHLIMU — Memooamu  (namo2eHemu4ecKasl OJuemomepanus,

JIEGOKAPHUMUH, — puboghrasun),  Xupypeuueckumu  memooamy  (ledeHue  GHympuUYepenHuix
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KPOBOUSNUAHULU U KOCMHBIX Oedhopmayuti), peadurumayuoHHulMu memooamu. Jlewenue 00axcHO
Obimb Hauamo 6cem OONbHBLIM C BbIAGNIEHHLIM OO0CHOBEPHLIM NOBbIUEHUEM YPOBHS 2yMaposoll
Kuciomol 8 Moue 00 noayuenus pesyromamos JHK ouacnocmuxu [I'Al. [na neuenus
«IHYeparnumonoo0obH020»  Kpu3a 8 MeNCOVHAPOOHble CMAHOApMbl — BKIIOYEHbl  Memoobl
unmeHcugHot mepanuu. Takdce npoeOOUMCs CUMNIMOMAMUYECKAS MEPanusi ¢ MujamenbHbim
nooOoOpoM  NIeKapCMEeHHbIX Npenapamos, HANPAGIeHHbIX HA  KOPPEKYUio  He8pOI0SUYECKUX

HapyuweHuu.

3.1 KoucepBaTuBHOeE JIeYeHHE

e PekoMeHayeTcsl mMaToreHeTHYECKas JUETOTEpaNus C HWCKIOYCHHEM BBICOKOOEIKOBBIX
IPOAYKTOB, OOrarblXx JIM3MHOM M TpUNTO(AHOM, O0O0s3aTEIbHBIM HCIOJIb30BaHUEM
CHEIMAIU3UPOBAHHBIX TPOJYKTOB HAa OCHOBE CMECEH aMHHOKHUCIIOT 0€3 YKa3aHHBIX
MMaTOreHEeTUYSCKU 3HAYUMbBIX aMuHOKkucHor [1,3,7,18,1,20].

(Cuaa pexomengauuu B; ypoBeHb yoenuteabHOCTH q0Ka3aTebeTB 1)

Kommentapum: /uemuueckue pekomenoayuu nooouparomes nayuenmam uHOUSUOYAIbHO.
Jluemomepanus npu 3aboneeanuu Hanpagnena HA CHUICEHUe NOCMYNIAEHUS JTU3UHA,
mpunmocgana, Komopwvie AGNAIOMCA OCHOBHLIMU NPeOuleCM8eHHUKAMU HeUpOMOKCUYECKUX
memaboaumos - enymaposou u 3-OH-enymapoeoii kuciom. JauHvle aMUHOKUCIOMbL
cooepacamest 8 60LUIOM KoIudecmee 8 OelKax HCUGOMHO20 NPOUCX0dHCOeHUs (pbloe, msce,
MOJIOYHBIX NPOOYKMax u op.). B cpeonem cooepowcanue 6 nux ausuna cocmaeniem 6 - 9% u
mpunmoghana 0,6-2%. B pacmumenvhvix dice npodykmax (osowu, pykmul) cooepicanue
VKA3AHHbIX AMUHOKUCTIOM MUHUMATBHO.

Ilpu I'A 1 npumensitom 06a eapuanma ie4eOHO20 NUMAHUSL: NePEblll - Ouema C HU3KUM
cooepacanuemM JAUUHA U UCNONb308AHUEM CNEYUATUSUPOBAHHO20 NPOOYKMA, KOMOpblil
A613emcs 6oaee npeonoymumeibHbIM, 0COOEHHO 0/ Oemell pAHHe20, MAAOUuLe20 U CPeOHe20
603pacma, max Kax npu Hem CReyualusuposauHulli npooykm (mabn. 2) KomMneHcupyem

deuyum benxa, BMopol BaAPUAHM - QUema ¢ HUZKUM COOepAaCcaHuem oobwezo bexa

Tabampna 2 - Croeuuanu3upoBaHHbIE MPOAYKThl HAa OCHOBE AaMMHOKHCIOT 0€3 Ju3uHAa W
Tpunrogana*
HaumenoBanue benok Kup, Yraesonsl, DHepreTu Bo3zpact
IIPOJIyKTa (3kB.) T r r yeckas IIPUMEHEHUS
LIEHHOCTh, KKaJI
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«Hytpuren 14 14 23 504 472 ot 0 g0 1
-trp,- lys» roja
«Hytpuren 20 20 18 50,8 445 crapie 1
-trp,- lys» roja
«Hytpuren 40 40 13 32,2 406 crapie 1
--trp,- lys» roja
«Hytpuresn 70 70 0 5,8 303 ctapuie 1
-trp,- lys» roja
MTVI Anamix 13,1 23 498 466 or0 o1
GAl roja
XLYS, TRY 79 - 4 332 crapie 1
I'nyapunion roga

*-MpOAYKTHI 3aperucTpupoBanbl Ha Tepputopuu Poccuiickoit denepannn

Ilpumenenue  6mopozo  eapuanma  Ouemvl  NOBbIUAEM  PUCK  ATUMEHMAPHOU
HeO00CMAamoyHOCMU He3AMEeHUMbBIX AMUHOKUCTIOM MAKUX KAK MPUnmMogham, umo Modicem npugecmu
K passumuio  pasiuuHblX — HAPYWEHUU: HNOGbIUWEHHOU  8030YO0UMOCMU, HAPYWEHUI0  CHA,
HEMOMUBUPOBAHHBIM — KOEOAHUAM — memnepamypul, neaiazpe (8 pe3yiomame  CHUMCEHUS.
00pazoéanus HUKOMUHOBOU KUCIOMbL), NOIMOMY OQHHBIL 6apUAHM ModJicem Oblmb NpUMeHeH
MOALKO Yy nayuenmog cmapuieco e6ospacma. Munumanvuo Odonycmumvlie HOmMpeOHOCHU
NAmo2eHemuyecku 3HAYUMbIX AMUHOKUCTIOM 8 RNUmauuu oemell pA3IU4HO20  603pacma
npedcmasnensvt 6 madauye 3 [1,2,18].

Tabéanna 3 - OpueHTHPOBOYHA MOTPEOHOCTH B JIM3UMHE U TpunTodaHe y OOJBHBIX TIIyTapOBOU

anuaypuedt tum 1 B 3aBUCHMOCTH OT BO3pacTa

Bo3zpact 6051bHBIX CytouHas noTpeOHOCTh B AaMUHOKHCIIOTaX
MT/KT Macchl Tea
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 —4 rona 55-65 8-12

4 — 7 ner 45-55 7-11
7—11 net 35-45 4-10
Hesymiku 11- 15 ner 30-40 4-6
HeBymiku 15- 18 ner 20-30 3-5
HOnomm 11- 15 ner 30-40 4-6
FOHonm 15- 18 ner 35-45 6-8
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Iayuenmul MaadeHyecko2o 603pacma MO2Ym HAXOOUMbCA HA SPYOHOM BCKAPMAUBAHUMU.
I'pyonoe monoko 6 OaHHOM cydae 6yoem A81AMbCs OCHOBHBIM UCMOYHUKOM HAMYPATbHO20 DelKd 8
couemanuu co CneyuarusUpoBaHHOU CMeCcbio AMUHOKUCTION, COOMEEemcmeyowel 603pacmy
pebenxa. Komuuwecmeo nuzuma 6 epyonom monoxe uzgecmuo u cocmasnsem 86 me na 100 ma.
Huemomepanus ¢ HUBKUM COOEPIUCAHUEM TUSUHA U MPURMOPAHA OOIIHCHA CMPO20 COONI00AMbCA Y
nayuenmos 0o 6 iem.

Ecmu  nocne  wecmunemneco  o3pacma Yy NAyUeHmo8  He  BO3HUKAIOM
«onyeharnumonoOobnvley  Kpu3vl, 603MOJCHO UCHOIb306AHUE HUKOOENKO80U Ouembl 0e3
CReyuanu3upo8aHHo20 NPOOyKma, 0OHAKO 8 IMOM Cyyae HeoOX00UM KOHMPOIb 3 HYMPUMUEHLIM
cmamycom pebeHKa, uymobOvl 606peMs NpeoomepaAmums pasgumue 06eIK080-IHepP2emuUUecKoll
HeoocmamoyHocmu U Oeuyumuelx cocmosnul. Cneyuanuzuposanuas ouema mpedyem
MOHUMOPUH2A 34 YPOBHEM AMUHOKUCIOM U UX Memaboiumos 6 niazme Kposu U Moue,
OUOXUMUYECKUX MAPKEPOB HYMPUMUBHO20 cmamyca (00wutli 6eloK, npomeuxnozpamma u op.),
OUHAMUYECKO20 HAOMOOEHUsL 30 PUUYECKUM PA3eumuem U HympumueHolM Cmamycom nayuenmad, d
Makice NepuooUteckoli KOppekyuu 1e4eOH020 payuoHa ¢ pacyemom e20 XUMUHecKo20 COCmAsd.
Ilpu pacueme HU3KO0ENIKOBOU OUEMbl CO CHUMCEHHBIM COOEPIHCAHUEM NU3UHA U Mpunmogana
Heo0X00UMO NOMHUMb, YMO JUSUH U MPUNMODAH COOEPHCAMCI NPAKMUYECKU 80 8CeX NPOOYKMAX.

B npunooicenuu I'2 npedcmasnenvl mabauysl, 8 KOMOPHIX COOEPHCAMCA MEHCOYHAPOOHDbLE U
pocculickue peKoMeHOayuu no CymouHblM HOPMAM nompebieHus 6enxka u OaHHwvle o CpeoHeMy
COOEPAHCAHUIO TUSUHA 8 HEKOMOPBIX HAMYPATbHBIX NPOOYKMAX.

Meouxamenmo3snas mepanus.

e PexomeHyeTcs MOXKU3HEHHO IAaTOI€HETHYECKas Tepanus JIeBOKapHUTUHOM (L- xapHUTHR)
[1,2,7,16,19,20].
(Cuaa pexomengauuu B; ypoBeHb yoenuteabHOCTH q0Ka3aTebeTB 1)
KomMeHTapuu: L- xapuumumn cesasvieaem aymapogylo Kuciomy u obecneuusaem ee
6bl6eOeHUe U3 Op2aHusMa 6 Guoe 2Iymapuikaprumuua. Y Oo1vuuncmea HeneueHvlx
nayuenmos ¢ I'A 1 konyenmpayus obuje2o u c60600H020 KAPHUMUHA 6 NAA3ME U CbIBOPOMKE
kpoeu nuzkas. Hauanvnas 0osa L- kapnumuna cocmagnsiem 100 me/ke/cymku, ona modwcem

Ovimb cHudicena 0o 50 me/ke/cymku y demetl cmapute 6 iem.

e PexomeHnayercs 1o nmokasaHusiM jeuenue pudodaasunom [7, 10, 20].
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(Cuaa pexomenganuu C; ypoBeHb yOeIUTeJbLHOCTH 0Ka3aTebeTB 1)

Kommentapun: Pubograsun-yyecmeumenvras gopma I'Al ecmpeuaemcsa Kpaiine peoxo.
Oonaxko y nayuenmos ¢ 0arHHoU Gopmot 3a60.1e6aHUs NPU HAZHAYEHUU pubOPIasuHa 6 0o3e
100-200 me 6 cymku ommeuaemcs yayduleHue COCMOAHUSA 8 GUOE YMEHbUleHUs CMmeneHu
BbIPAINCEHHOCMU ~ HEBPONO2UYEeCKUX — HapyuwieHuu. Ilpu  yiyyweHuu KIuHUYecKkoz2o U
Memaboiuyeckozo cmamycog y 00IbHO20 pebeHKa npu HazHaweHuu pubodrasuna
Heo0X00UMO NPOOOINCUMb €20 NPUMEHEHUe, NPU OMCYMCMEUU MAKOBbIX NPEnapam OO0IHCeH
ObIMb OMMEHEHN.

B Ilpunosicenuu I3 cymmupoeansvi OCHOBHblE MepONpuamus, KOmopuvle 0073aMmeNbHO

00.19/CHbL OBbIMb BLINOJIHEHbL NOCAe NoOmeepaHcoeHus ouazrnoda I 'Al

3.2 Xupvpruyeckoe Je4eHue

e PekoMeHayeTcs MO TOKa3aHWAM XUPYPTrUUECKOe JIedeHHE CyOIypalibHBIX THIPOM W
apaxHOUAAIBHBIX KUCT [7,19,20].
(Cuaa pexomengauuu C; ypoBeHb yOeIUTeJbLHOCTH 0Ka3aTebeTB 1)
KommenTapuu: Pewenue o yerecoobpasHocmu npoedeHus HeupoxupypeuiecKoo
emMeuamenbcmsea (6eHmMpUKyI0nepumoHeaIbHoe WyHmuposanue u 36aKyayusi cyo0ypaibHbix
CKONNEeHUUl 6 MO32e Npu npozpeccupyioujeri Makpoyepaiuu) npuHuMaemcs 6 KadcooM
KOHKDEMHOM CJIyuae KOHCUNUYMOM epadeu cneyuanucmos. Hetipoxupypeuueckas mepanus
APaAxHOUOANbHLIX KUCm U  CYOOYpaIbHbiX cemamom Yy nayuenmoe ¢ 1Al  Oonxcna

npPoBOOUMbCS KPAUHE 0OCMOPONICHO NOO HADIIOOeHUEeM 0emCKo20 Heupoxupypea.

e PexomeHayeTcs MO MOKAa3aHUSAM XUPYPTUYECKOE JISUeHHE KOCTHBIX Jedopmaliuil (TsoKelbie
KOHTPaKTYyphl, BBIBUX Oeapa u np.) [2,7].
(Cuaa pexomengauuu C; ypoBeHb yOeIUTeJbLHOCTH A0Ka3aTebeTB II)
Kommentapuu: Pewenue o yenecoobpasHocmu nposedeHuss Heupoopmoneouteckoeo
BMeUamenbCmea NPUHUMAEMC 68 KAXCOOM KOHKPEMHOM CIyuae KOHCUTUYMOM @pauell

cneyuaiucmoe.

3.3 JleyeHnune B Nepuoa MeTadoIn4ecKoro Kpus3a

Heobxooumo nomuums, umo ocmpwiti «9HYe@DaIumono00OHbILY KPU3 MOXNCEM PA3BUMbCSL

npu robom uH@eKL;MOHHOM 36160]1@6’6”!1/{14, 6AKYUHAYUU UJIU XUpypcUdvecKux emeuwiamenbCcmeadx 6
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OCHOB6HOM 6 eospacme 00 wecmu Jaem. Hacmopaofcueaiow;uMu cumnnomamu,

ceu()emeﬂbcmeyiou;wwu 0 paseumuu aeKOMI’leHCCll/;uu no OCHOBHOMY) 3a001e6AHUIO  AGTAIOMCSL!

no8mMopHvle  pPEOMbl, Ouapes, HegpoJocUYecKUe pacCmpoucmea  (MblUeyHds 2UnOmoHus/

PUSUOHOCMb, NOBbIUEHHAS 8030)0UMOCMb, MbIUEUHASE OUCMOHUS, YeHemeHue CO3Hanus). Y oemeti

cmapwe 6 J1em puck paseumus OCMPbIX HEEPOJOUYECKUX HAPDYWIEHUU 60 6pemMs KpU308

CRUsCcaemcs, 4mo C64A3aHO0 C noevblieHuem moaepanmiocmu mosead K KONIeOAHUAM KUCTOMHO-

Welo4H02c0 COCMOAHUA U 6030€UCMBUI0 MOKCUUECKUX MemadoIUumos.

PexomeHnmyeTcst B mepuoj MeTa0OJUYECKOTO KpH3a WHTCHCHBHAS Tepamusi, KOPPEKIHs

MaTOreHEeTUYECKOM AUETOTepaNK U 103 KapHuTuHa [7,19,20].

(Cuaa pexomengauuu B; ypoBeHb yoenuteabHOCTH q0Ka3aTebeTB 1)

KommenTapum: Heomnoowcnas — mepanus — 001CHA — HAYUHAMbCA — HEMEONEHHO U

NPOOOIAHCAMBCSL BeCb Nepuod GeOpuIbHOU IUXOPAOKU, NOCIe BAKYUHAYUU, 00 U NOCJe

XUpypauiecko2o emMeulamenbcmea 6 gozpacme 00 6 nem.

OCHOBHbIMU ~ NPUHYUNAMU JIeYeHUs 60 6peMA  «IHYedarumonoooOHbIXy COCMOAHUL

AGNAIOMCA

O 8occmaHosnenue Kamaboauyeckoeo cmamyca, nymem HA3HAYeHUs
8bICOKOIHEP2EeMUYECKOU UHPY3UOHHOU mepanuu (2110K03d 6 COYeMAaHUul ¢ UHCYIUHOM),

O ocpanuvenue 00OPA308AHUSA OP2AHUYECKUX KUCTIOM, NYMeM CHUNCEHUs NOCHYNJIeHUs
Oenka HamypanbHulX NPOOYKMOE U NOJHOE UX UCKIIOYeHUe, NO BGO3MOJICHOCMU 6
meuenue 24-72 uacoe ucnob3yiom moabKo CReyuaru3uposantvle NpoOyKmol HA OCHOGE
cmecel AMUHOKUCTIOM,

O ycunenue 0emOKCUKAYUOHHBIX MEXAHUIMOE OP2AHUSMA U NpedomsepaujeHue 8MmopuiHo2o
ucmoujenuss coOCMEEeHHO20 NYi1ad KAPHUMUHA, Nymem OONOJHUMENbHO20 66edenusi L-
KApHUMUHA,

O  60CCMAHO6B/IERUE KUCTIOMHO-OCHOBHO20 pABHOBECUA OpcARUIMA.

PexomennyeTcst UWHTEHCHBHas MH(Y3MOHHas Tepamuss B CTallMOHape B MEPUOJ]
MeTabosimyeckoro kpusa [7,19,20].

(Cuaa pexomMeHIan MU A; YPOBeHb YOeIUTEJbLHOCTH J0Ka3aTebeTB 1)

KommenTapum: Humencusuyro mepanuio HeobXo0umo HAYUHAMb HE3AMEOIUMENbHO 60

spems 3a0071e6aHUll, NPOMEKAOWUX C DeOPUNbHOU IUXOPAOKOU, NOocie 6aKyuHayuu u
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Xupypeuueckux emeuiamenbcms. Pannee Hauano uHmMeHCUBHO20 JeYeHUs NO380Js1em
npeodomspamums  paseumue MmaANCeablxX HeBpOIOSUYEeCKUX HApYWeHUll y 60IbUUHCMEd
nayuenmos ¢ 2aymaposou ayuoypueil 1 muna.

0
Ilpu nossnenuu y 6016H020 NOBMOPHLIX p8om, nogviutenuss memnepamypol 38,5 C u 6onee,
He8pONI02UYEeCKUX pAcCmpoOUcmE NOKA3AHA CPOYHAA 20CNUMATU3AYUA 6 CMAYUOHAD.
OcHosHble NPpUHYUNLL UHMEHCUBHOU Mepanuu 8 YCI08UAX CMAYUOHAPA NpeoCmasieHsl 8

mabauye 4.

Tabanua 4 - OcHOBHbIE IPUHIUIIBI TEPAMU B YCIOBHUAX cTaroHapa [7,19,20]

A. BoccTaHoBiieHUE 3HEPreTHueCcKod NoTpeOHOCTH

Kanopun IToBeimenue sHepreruyeckoit norpedHocTH 10 120% 0T BO3pacTHONH HOPMBI

120% (pacuet 0-6 7-12 mecsiieB 1-3 rona 4-6net

JMETHI Ha Mecse

KKaJI/Kr/z[er,)1 B
98-128 | 96-109 98-109 96-98

b. BHyTpuBeHHas nH(y3uoHHas Tepanus

Jexcrposza™ 20% | 15-20 r/kr/nens

Kupsr 20% HauansHast go3a 1-2 r/kr/nens, eciii BO3MOYKHO, IOBBIIIEHHE J036I 10 2-3
I/KT/IeHb

Koppekuus DNEKTPOJIUTHI KPOBH HEOOXOAMMO TOAIEP)KUBATh HA BEPXHEHN TPaHUIIE

AIIEKTPOJIUTHBIX | HOPMAaJIbHBIX 3HAUCHUN

HapyleHUun

WNucynuno [Tpu TpaH3UTOPHOM THNEPTIUKeMIH Bbime 150 MI/11 W/uiu ritoKo3ypun

Tepanus HOIKJIIOYAIOT MHCYIMH  — crapToBast n03a 0,05 ME uncynuHa/kr/4ac
(KOHTPOIMPOBATH YPOBEHB KaJIUsl B KPOBH)

L-xapHuTuH 100-200 mr/kr/neHn

PuGodnasun 150 Mr/nenn

C. IlotpeOHOCTb B Oeike

HarypanbHblit [TosnHoE nckMoYeHue 6esika MakCUMalbHO Ha 24-48 yacoB, B JajbHEHILIEM C

0eJ10k IIOCTENEHHBIM BBEJIEHHEM B TeueHue 3-4 nHeil. Eciu peGeHOK HaxoauTces Ha
HU3K0-0€JIKOBOM aAueTe 6e3 npuemMa aMUHOKHUCIOTHBIX CMECEH, OCYIIECTBISIOT
IIOCTENIEHHOE BBEJICHNE Oelika B TeueHue 1-2 qHei.

AMUHOKHUCIIOTHBIE | AMUHOKHUCIIOTHBIE CMECH Ha3HAYAIOT Per 0S WM Yepe3 Ha30TacTpaIbHbIA 30H

cmecu (0e3 B no3e 0,8-1,3 r/kr/nenn

JIM3MHA)

J1. ®apmakorepanus

XKapomonwkato- | Ipu nossimenne Temmepatypsl Boiiie 38,5C — ubynpoden™™ B qo3e 10-15

1[Ue CPEJICTBA MI/KT/ICHB

Antunbakrepuanp- | HazHagaroT B 3aBUCMMOCTH OT MPEAINOIaraéMoro naToreHHoro areHra B

Hasl Tepanus BO3PACTHBIX J03aX

IpotuBopBOTHBIE | Metokmonpamua ™ B qo3e 0,1 mr/kr (He 6osiee 3 BBeIeHHIT B CYTKH)

cpeacTBa
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Heruaparanuon- | Eciu quypes menee, uem 3-4 MII/Kr/neHb, Ha3HAYalOT GypocemMua’™ ™™ B J103€

Hasl Tepanus 0,5-1,0 mr/kr (He 6ojee ueM, 3-4 UHBEKIUHU B JICHb) (CIICAUTH 3a
JIEKTPOJIUTHBIMU HAPYLIEHUSIMHU B KPOBH)

bukap6onar IIpu BeIpaXEHHOM anKI03€

HaTpUs

AHTHATIUIIETITH- ITpu cymoporax HazHa4arOT peHoOGapoutan™ ™ win GeHUTOMH ™ B BO3PACTHBIX

yecKas Tepanus 103ax

E. KoHTpob )Kn3HEHHO-BaXXHBIX (QYHKIUHN 1 1a00paTOPHBIX NOKa3aTesei

Kusnenno- YacToTa cepieyHbIX COKPAIEHNI, YaCTOTa AbIXaTeJIbHbIX JBHKCHUN, KOHTPOJIb

BaKHbIE QYHKIMM | apTEpUAILHOTO JaBJICHUs, TEMIIEpaTypbl, quypesa. [Ipu yruereHuu co3HaHus-
OLICHKA YPOBHS CO3HaHus 1o mkase ['nasro.

Kpossb I'roko3a kpoBH, MOKa3aTeNIM KUCIOTHO-OCHOBHOTO PABHOBECHS, KAJIBLIUH,
docdop, o0t aHanM3 KpOBU, KpeaTUHUH, MOoueBrUHA, C pEaKTUBHBIN OCJIOK,
AMHUHOKHCIIOTHI KPOBH, KAPHUTUHOBBIN CTaTyc, kKpeaTuH(pocPoKknHaza,
JIAIIa3a/aMuIa3a, Marduim.

Moua KeronoBele Tena, pH Moun, opraHnyeckue KUCJI0ThI

'-BO BpeMsi «QHLE(PATUTONOJOOHBIX» KPU30B HEOOXOAMMO YBEIMYMBATh MOCTYIICHUE SHEPTUH 0
120% oT HOpMaIbHOI 3HEPTETUYECKON MOTPEOHOCTH B CYTKH, C L€JIBIO NMPEAYNPEKIACHUS PA3BUTHS
HEBPOJIOTHUECKUX HapyIICHHWH, BO BpPEMS OCTPBIX COCTOSHUN »JHEpreTHdyeckas IMOTPeOHOCTh
Bo3pactaeT Ha 30-40% o1 Gpu3noI0THYECKONH HOPMBI;

.y nammentoB ¢ ['Al mpu JMXOpajKe ONACHO NPHUMEHEHHE MApaleTaMoia, B CBS3H C
JONOJHUTEIFHOTO HCTOIIEHHEM 3araca IJIyTaTHOHA B OpraHU3Me, SBIIIOIIErOCS €CTeCTBEHHBIM
AHTHOKCHJIAHTOM.

e PekomenayeTcsi o0s3aTenbHOE HAOMIOACHHME HEBPOIATOJOTa IS  OICHKH  TSDKECTH
HEBPOJIOTMUECKHUX HAPYIICHUH M UX MOCceayrolei koppekuuu [2,7,16,19,20].
(Cuaa pexomengauuu C; ypoBeHb yOeIUTeJbHOCTH 0Ka3aTebeTB 1)
Kommentapuu: Yacmeimu negponocuieckumu Hapyule HUAMU A8AI0MCA:
O 9KCcmpanupamuoHvle Hapyuienus (bonee yem 6 95% ciayuaes, pazeuearomcs nocie
nepeHecesHHo20 0CMpo20 MOKCUKO-MEeMAb0IUYeCKO20 KpU3a);
o onunenmuyueckue npucmynol (4-40%);
o cyboypanvhvie kposousauanus (10-30%);

O B8blCOKAs 6epOANHOCMb paA36Umusl deycmopommx aanHOMOCUZbelX Kucm.

e PekomeHnayeTcs papMakoTepanus SKCTpaMpaMUIHbIX HAPYIICHUH TpernapaTaMy U3 TPYIIIbI
OcH301MazenHoB [2,16].
(Cuaa pexomenganuu C; ypoBeHb yOeIUTeJbLHOCTH A0Ka3aTebeTB 1)
Kommentapum: Ilpenapamamu nepeoii ouepedu O KOppeKyuu MulUleyHOU OUCMOHUU

aensemes baxnoger’™™ u  npenapamer uz epynnei  Oenzoouasenunos (Ouazenam’™,
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knoHazenam’*™), HanpaenenHvle Ha KOPPEKYUIO 2eHePaIU30 6aAHHbIX U POKALbHBIX OUCTNOHUIL.
Hosa npenapamog noobuparomes UHOUBUOYATbHO CO2NACHO OOWENPUHAMBIM CIMAHOAPMAM
mepanuu HeepolocUdecKUx Hapyuenuti. Mlnmpamexkanvrnoe npumenenue 6axnogena moxcem
ObIMb UCNONL308AHO NPU BLIPANCEHHBIX OUCTMOHUAX U CNACMUYHOCTIU.

Ilpenapamom eémopoti ouepedu npu 8bIPaANCEHHOM OUCTIOHUYECKOM CUHOPOME CUUMAEmCsl

*, Komopuli Hasnauaemcs oemsam 6 eospacme cmapuie 5

npenapam Tpuzekcugenuoun™
nem. Ilpumenenue aHmMuxonuHepeUudecKux npenapamos ciedyem oSpaHuduéams 6 Cea3U C

PUCKOM NOABIERUS UTU ycyey@zenuu KOCHUNMUBHbIX U NCUXUYUECKUX HapymeHuL?.

Pexomennyetcst 60oTynuHOTEpanus o nokaszanusm [7,16,20].

(Cuaa pexomengauuu C; ypoBeHb yOeIUTeJbLHOCTH I0Ka3aTebeTB 1)

KommeTtapuu: AnbmepHamuguvim memooom jeyeHus maxceavlx OoKaabHblX OUCTNOHUL U
cnacmuunocmu sensemcesi bomynomoxkcun A™*. Oonaxo, ee credyem npumensmv cmpo2o
1O NOKA3AHUAM U C OCMOPOICHOCIBIO, MAK KAK NPU ONUMETbHOM NPUMEHEHUU 803MONHCHO

Gopmuposarnue masxicenou aymoumMmyHHOU PeaKyuu.

PekoMeHayeTcss ~ M30MparesibHO MO  [OKa3aHWSAM  Ha3HAUYEeHHE  aMaHTaJuHa ™"
(TPULMKJIMYECKUM aJaMaHTacaMiH) B BO3PACTHBIX O3UPOBKax [2,20].

(Cuaa pexomenganuu C; ypoBeHb yOeIUTeJbLHOCTH 0Ka3aTebeTB 1)

PeKOMeHI[yeTCSI Tepanus OSHUJICIITUICCKUX IMPHUCTYIIOB C HWHAWBUAYAJIbHBIM HOI[60pOM

MIPOTUBOCYAOPOKHBIX Mpenaparos [7,16,19,20].

(Cunaa pexomenganuu C; ypoBeHb yOeIUTeJbLHOCTH 0Ka3aTebeTB 1)

KommenTapuu: Dnunenmuueckue npucmynsl 603HUKAOM Y HEOOIbUI020 HUCTA NAYUCHMOS

60 6peMsa Ul NOCle NePeHeCeHHbIX «IHYePAIUumonoOOOHbIXY Kpuzos, mocym Ovimb

OOHOKpAMHBIMU U He NOGMOPAMbCA 8 OanbHeliueM. B pade ciyyaes 3a snunenmuyeckue

NPUCMynsvl 6padu owubOYHO NpuHUMarom 2epydvie cunepkunesvl. Ilpu uaruuuu cyoopoe
IHC, 6K IHC, 6K

HC,6K
npenapamamu 8vl00pa AeNAOMcA: enobapoumarn” ", enumoun™ ", kapoamazenum ",

HC, 6K
monupamam u ﬂaMompu()chuH.

He pekomennyeTcs Ha3HauaTh NpenapaThl CojIei BaabIpoeBON KUCIOTHI [2,7,16,20].

(Cuaa pexomenganuu C; ypoBeHb yOeIUTeJbLHOCTH 0Ka3aTebeTB 1)
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KomMeHnTapum: ganvnpoamsl 6b1600amcs u3 opeanusma 6 6uoe 8anibnpoUIKApHUMUHA, Ymo
ucmowaem peseps c80000HO20 KAPHUMUHA U YeHemaem pabomy ObIXameavbHol yenu

MUMOXOHOPUU.

4. Peaounauranusa

e PexkoMeHayIOTCS CaHATOPHO-KYPOPTHOE JICYCHHE U PEaOMIMTAIMOHHBICE MEPOIPHUATHSI B
cllydae pa3BUTHS HEBPOJIOTMYECKMX HAPYIICHUH [0 THUIY JIETCKOro IiepedpaabHOro
napajud, IOpPaXXCHHs 3PHUTEIbHOIO aHaJIM3aTopa, MEPONPUSTHS, HalpaBJICHHbIC Ha
yIAy4YICHHE KOTHUTUBHBIX M PEUEBBIX (DYHKIUH, TICUXOJIOTO-TIEArOorn4ecKasi KOPPEKIIHs.

5. IllpoduinakTuka u TUCIAHCEPHOE HADII0IeHUE

Ipoghunakmuyeckue Mepvl 6KIOUAIOM  MEOUKO-CEHEMUYECKOe KOHCYIbMUpOBaHue U
NPeHamanbHylo OUASHOCMUKY, KOMOPAs NPOBOOUMCS. C NOMOWBIO MOJIEKYIAPHO-2EeHEMUYECKO20
ucce008anus 6UONMama XOpuUoHa ¢ 8blABIeHUEM Mymayuu coomsemcmeyrouje2o 2ena [2,15].

Heonamanouwiii ckpunune 6 Poccutickou @edepayuu He npo8oOUmcs.

Iayuenmam ¢ enymaposeoii ayuoypueti mun I uacmo nonadarom 6 omoenenue namoso2uu
demeii panHe20 603paAcma, He8pPON0CUHeCKoe, UHGEKYUOHHOe OmOeNeHUs Ul PeanuMayuro 6
COCMOAHUU IHYeDAIUMON000OH020 Kpu3a (nepeutHozo uiu nosmoprozo). llpooonxcumenvHocmo
20CNUMANU3AYUY 3A8UCUM OM CKOPOCMU  Bepudurayuy OuacHo3d, KOppeKyuu mMemaboiudecKux
HapyweHuii nymem NpoGeOeHUsi UHMEHCUGHOU mepanuu U HaA4aia Hnamo2eHemuyecKol
ouemomepanuu, a mMaxdxice Om CPOKO8 NOABNEHUS NOJOACUMENbHOU OUHAMUKU CO CHOPOHDbL
YeHmpanbHOU HEPEHOU CUCmembl U OpyeUx op2anos, CKOPOCMU B0CCMAHOGNCHUS OUOXUMUYECKUX
nokazameinetl u 6 cpeOnem cocmaensiem 21 oeno.

Ilocne evinucku us cmayuonapa pebenok 00JICeH HAXOOUMbCS HA dmane amoOyiamopHo-
NOMUKTUHUYECKO20 — HAOI0OeHUus y  neouampda, Hesponamonozda, 2ceHemuxda, 00JbHble ¢
CUMNIMOMAMUYECKOU dNUlencuel Hyxcoaiomes 6 HabmodeHuu snunenmonoza. Koucynemayuu
opyeux cneyuaaucmos (ogpmanvmonoe, opmoneo, epad JIPK u op.) Haznauaromes no noKa3aHusM.

Eoicemecauno  neobxooumo  nmposooums  KOppekyuro — 1e4ebHo20 — NUMAaHus U
cumnmomamuyeckol mepanuu. Y nayuenmos, cobmooaowux cneyuguueckyro ouemomepanuro ¢
yenvlio npoPUIAKMUKY HeOO0CMAMOYHOCMU NUMAHUS HEe0OX00UMO Onpeoesamy KOHYEHMPayuro

AMUHOKUCIOM 6 KpoeUu, 6 mOM 4ucie u mpunm0¢aHa.



25

Bcem borvnvim nokazarno onpe()eﬂeﬂue YPOGBHA Cc80000H020 Kaprumuha u ayujikapHumuHoes

6 njaasme Kpoeu uiu 6 nianHe 6bzcyweHHOﬁ Kpoeu MemooomM mMaHoeMHouU macc-cnekmpomempuu

(TMC) ona eviagnenus 6MopudHOl KaApHUMUHOBOU Hedocmamoyunocmu. Heobxooumo ommemumey,

umo ypo6eHb AYUJIKAPHUMUHROE8 MOdHCem nosobliuamsbCil npu HaA3HaveHuu L—KapHumuHa.

Tlokazano nposederue HeupopaouoIoUdeckoco Ucciedosanus 201061020 mosea (MPT/KT)

npu ycmaHoeJ1eHuu OI/ICZZHOBCZ, a makKoitce nocjie nepeReCcerrnoco «9Hueqba/zumon0()o6ﬂozo» Kpusa.

Bcem 6onvonbim Heobxo0um pe2ynsaphbiil KOHmMpOabL 0buje2o anaiusa Kposu, OUOXUMUYECKO20

amamza Kposu C ucciedoeanuem YpPOBHsI albOyMUHa,

TpaHcaMuHa3 (Tabnuua 5).

Tabnuna 5 - BUOXUMHUYECKHI 1 MHCTPYMEHTAIbHbBIM MOHUTO]

Kanblusg, ¢ocdopa,

punr [19].

TICYCHOYHBIX

YacToTa uccienoBanuii (Bo3pacT)

buoxumuyeckue napameTpsl Obocuosanne
pameTp Ha3HAYeHUU 0-12 Crapme 6
1-6 et
MecAIeB et
AMUHOKHCIIOTHI (T1a3mMa Onenka o611ero Kaxnpie Kaxnpie 3 | Kaxpie 6
KpOBH) AMHUHOKHUCJIOTHOTO 1-2 Mecsua -12
craryca Mecsia MecAI1eB

VYpoeHs Tpunrodana [IpenoTBpauieHue HaznavaroT nauuenrtam,

PE3KOI0 CHHKEHUS
TpunrogaHa B KPOBU

HaXOSIIUMCS Ha JUETE CMECSIMU
AMUHOKHCJIOT, JIMIIEHHbIX
TpunrodaHa v JU3uHa IpU
BO3HUKHOBEHHUH NPOOIIEM C

MU TAHUEM.

YpoBeHb KapHUTHHA [Ipodpunaxtrka Kaxnpie Kaxnapie 3 | Kaxaple 6-

(B I1a3Me WJIM CHIBOPOTKE BTOPUYHOTO UCTOIEHUS 1-2 Mecsla 12

KpOBH) KapHUTUHOBOTO MyJa, Mecsia MecAIIeB
KOHTPOJIb OCJIOKHEHUI

OO6mumii anamu3 KpoBH + [1naHOBBIN KOHTPOJIb Kaxnpie 6 | Kaxnpere 6 | Kaxanie 6

FEMOCHUHIPOM MECSILIEB MECSILEB -12

MecAIeB

AnbOyMUH KpOBU [IpenotBpamienue HasnauaroT nampienTam, MMEIOmuM
PE3KOTO CHIDKEHHUs Oeska | mpoOsieMbl C MUTaHUEM

Kanpumii u pocdop kposu [Tpodunaktrka Kaxnpie 3 | Kaxnpie 6 | Kaxasie
0CTEO0TIOpO3a, Mecsua MECSILEB 12
TyOynonaruu MECSIIEB

AcnaprtatamuHoTpancgepasa | [ImaHOBBIN KOHTPOJIb, Kaxnpie 3 | Kaxnpie 6 | Kaxasie

AnannHamuHOTpacdepasa MpoQUITaKTUKA Mecsia MecAI1eB 12
MeTab0IMYeCcKOU MecAIeB

I'amma- JleKOMIIEHC ALK
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LIYTAMMJITPAHCIENTHAA3A

Heitpopaauonoruueckoe
HCCJIEJIOBAHNE TOJIOBHOTO
mo3ra (MPT/KT)

KoHTpos1b CTpyKTYpHBIX
U3MEHEHUH T'0JIOBHOTO
Mo3ra

IIpu ycTaHOBIEHUM 1MArHO3a, a
TaKKe 10CJIe IEPEHECEHHOT0
«3HIE(HATUTOTIOA0OHOTO» KpU3a

Edcecoono nayuenmam 00adchvl npoxooums yenyoaeHHylo OUCNAHCEPUAYUIO 8 YCI0GUAX

OHeBHO20 CMAayuoHapa (0aumenbHOCms 2ocnumanuzayuu He meuee 10 cymok), 20e makdice

OCYWecmeiAomcs Heobxo0uMmble pea6uﬂumauu0HHbze meponpusimusl.

Pooumenu oonacnol bbime 00yuenvt npaguiam opeanuzayuy mepanuu 8 MelCnpUcmynHulii

nepuoo u 8 nepuoo yepo3vl MemaboIu1ecko2o kpusa. Y pooumeneil pebenka u npu pebeuxe sceaod

0019iCHA OblMb NAMAMKA C YKA3aHUeEM HEOMIO0INHCHBIX Meponpuﬂmud 6 nepuod HAa4uHarouwecoc:A

Memabonuyeckozo kpuza (maobauya 6).

Tabnuna 6 - MeponpusTus, HanpaBJIeHHbIE HA IPEIOTBPALICHUE PA3BUTHSI TIOBTOPHBIX

«@HUe(amMTono00HbIX» Kpu30B[7,20].

Meponpusitus

CopaeprxkaHue MEepOIpHUS TS U METOIbI MX PeaTH3aI[uu

OO0pazoBanue 1 o0yueHue
poauTteneit

POI[I/ITCJ'II/I JOJI’KHBI 6I)ITI) OCBCJIOMJICHBI O KIIMHUYCCKOM TCUCHUU
3a00JIEBaHUS U €ro 0CJI0KHEeHUIX. OHM JOIKHBI OBITH YETKO
WH(OPMHUPOBAHBI O TAKTUKE TEPAITMUA BO BPEMS Pa3BHBAIOIICTOCS
«3HIEe(}aTUTONOJO0OHOIO» KpH3a.

JleueOHO-pOCBETUTETHCKAS
pabora

Heob6xonumo obecnieunTs B 00513aTEIHHOM MOPSIIKE
MH/IMBUYaJIbHBIM IPOTOKOJIOM OCHOBHON MeTabO0IN4eCcKOi U
MHTEHCUBHON MH(Y3UMOHHON Tepanuyu poauTeNeid, Bpauei qeTcKon
MOJIMKJIMHUKY 110 MECTY JKUTEIbCTBA MalMeHTa. Poautenu 10mKHbI
OBITh 0OECTIEUeHBI JINTEPATYPOH 110 KIMHUYECKON KapTUHE U
nedenuto 'Al. B neueOHOM NpOTOKOJIE JOJIKEH OBITh YKa3aH
HoMep Tene(oHa Jeqallero Bpaya, ¢ KOTOPbIM MOKHO CBS3aThCs B
11000€ He0OX0AMMOE /ISl TALMEHTa BpeMsl.

DKCTpEeHHAs MEIULIMHCKAs
IIOMOILb HA IOMY

Popurteny 1omKHBI UMETh BCE HEOOXOIMMBIE JIEKAPCTBEHHbIE
CpeJICTBa JJIsl HayaJla MHTEHCUBHOM Tepanuu Ha JOMY.

ObecneueHue
MIPEEMCTBEHHOCTH B JICUCHUH
(meTckas MOJIMKIMHUKA,
palioHHBIE OOJILHUIIBI,
MeTab0IMYECKUI LIEHTD)

Bpauu 1eTckux NONUKINHUK/PaiiOHHBIX OOJBHHIL IO MECTY
KUTEJICTBA MALIMEHTA, JOJKHbI ObITh TOCTABJIEHBI B U3BECTHOCTH O
nanuenTtax ¢ ['Al, 1 MHCTPYKTUPOBaHBI IO TAKTUKE JICYCHUS.
WHauBuayanbHbIM IPOTOKOJI MO JICYEHHIO NMAIUEHTA JOJDKEH ObITh
OTOCJIaH B NOJIMKJIMHUKY/CTAMOHAP TIO MECTY )KUTEIbCTBA
OO0JIBHOTO HE3aMEUIMTEIILHO TI0CIIE YCTAHOBJIEHUS AMArHO3a.
WHTeHCHBHOE JIedeHre JOHKHO ObITh HA4aTo JI0 NepeBoja
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00JIbHOTO B CHELMATU3UPOBAHHBIA META00INYECKUM LIEHTp,
XOPOLIO BIAACIOIMUH JICUEHUEM JaHHOW NATOJIOTHH.

MeauuuHCKas ITIOMOIIb B
BBIXOJHbBIE, ITPAa3AHUYHbIC
JIHU 1 OTITYCKHOW MepUoj

IIpu Bble3e pebeHKa Ha OTIbIX (B PETMOHBI BAAJIH OT JIOMA),
HE00X0JUMO OTIIPaBUTh 10 MECTY IpeObIBaHMsI 00JIBHOTO peOeHKa
IIPOTOKOJI MHAUBH1yaabHOTO JICUEHHs, HOMED Tele(oHa JIeyallero
Bpaya.

MeauuuHCKast TIOMOIIbL BO
BpeMsI UH(PEKITMOHHBIX
3a00JIeBaHUil

[1pu BO3HUKHOBEHNHU MH(EKIIUOHHBIX 3a001€BaHUN U MTOBBIILICHUU
TemrepaTyphl Ten1a 10 38,5°C poauTenH NaHeHTa Kak MOJKHO
CKOpEC, NOJIKHBI TOCTABUTh B U3BECTHOCTDL O CIIYUHMBLICMCH
Jeyalero Bpava.

MequuuHcKkas oMolIlb pu
IIJIAHOBBIX XUPYPrUUECKUX
BMEILIATEILCTBAX

IIpy n1aHOBOM XMPYpPrU4ECKOM BMELIATENILCTBE Bpauu XUPYPry,
aHEeCTE3HOJIOI'M JOJDKHBI ObITh HH()OPMHUPOBAHBI O KIMHUYECKOM
TEYEHUH 3a00JI€BaHusl, JIeUal1il Bpad JOJDKEH OTIIPABUTH B
XUPYPrUUYECKUM CTallMOHAP ITPOTOKOJI IIOCIIEONEPALUOHHOTO
BeJeHUs nanueHTa. OCHOBHBIMHU PEKOMEHIALUSIMU SIBIISIOTCS
n30erarthb roj0JaHus, Ha3Ha4eHHUe PacTBOPOB IIFOKO3bI U JABOMHOM
J103bI KApHUTHHA

6. HOHOJ’IHI/ITGJ’ILH&H I/lH(l)OpMaIIHH, BJIUAIOIIAA HA TCYCHHUE H UCXO0Q

3a200J1€eBaHUA

Ecnu ouemomepanus u npumenenue L-kapnumuna nauamo 6 nepuoo Ho8opOHCOeHHOCMU 00

paseumus KIUHUYECKOU cumnmomamuku, mo y bonbuuHCMea nayuenmoe 3abonesanue npomekaem

beccumMnmomHo. Hpu HapyweHuu pekomeﬂdauuﬁ Nno HEOMJIOHCHOMY J1€YEHUIO MemabonuyecKkux

Kpu306 sabonesanue umeem HeOIAZONPUAMHBII NPOSHO3 C PA3GUMUEM CMPYKMYPHBIX U3MEHEeHUl

20JI06HOC0 MO32Ad U npozpeccupyiow;eﬁ H€6’p0ﬂ02u"l€CK01/7 CUMNMOMAMUKU.

KpMTepnn Ka4yeCcTBA OLlEeHKH MeJUIUHCKOM IMOMOIIM

Ne| Kpurepun kauyecTBa

Cunaa YpoBenb
peKoMeHJauuii | yOeaAuTeJbHOCTH
JA0KA3aTeIbCTB

1 | BeinonHeHo onpesiesieHue YpOBHS aMUHOKHUCIIOT U B II

OpPraHUYECKUX KUCIIOT B CBIBOPOTKE KPOBU U
[1aTOJIOTUYECKUX META0OIUTOB MOUE METOIOM
TaHJEMHOM MacC-CIIEKTPOMETPUHU IIPU IIEPBUYHOM
JIMArHOCTUKE U Jasiee He pexe | pasza B roa.
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BbrlnosHeHa MarHUTHO-pe30HAHCHAs! TOMOTpadus B II
W/WIIA KOMITBIOTepHas ToMorpadusi Mpy MepBUIHOM
JIMArHOCTUKE U Jasiee He pexe 1 pasza B roa.

BrinonHena MoJeKyIspHas JUarHOCTUKA MyTalui B A I
reie GCDH npu nepBU4HOM THarHoCTUKe

[IpoBenena nuetotepanus ¢ OrpaHUYEHUEM JIM3UHA, B II
Tpuntogaxa

IIpoBencHa Tepanuss KapHUTUHOM B BBICOKHX J103aX B 1
Brinonnena rocnuranusanys B CTalMOHAP B CBA3H C A I

BBICOKMM PUCKOM MJIM HAYaBIIUMCS METa00JINYECKUM
KpH30M

BeolnosiHeHb! peabMinTallMOHHbIE MEPOTIPUSTHUS HE B II
pexe 1 pa3za B roa
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Ipuioxkenne Al. CoctaB pabGoyeil rpynibl

Bapanos A.A. — akanemuk PAH, npodeccop, n.M.H., nouetHslit [Ipencenarens Vcnonkoma
Coro3a nequarpoB Poccun.

HamazoBa-bapanosa JI.C. — akanemuk PAH, npod., n.m.H., [Ipeacenarens Mcnonkoma
Coro3a nequarpoB Poccun.

BopoBuk T.J. — 1.M.H., npod., unen Mcnonkoma Coro3a neauarpos Poccun.

Bymyesa T.B. — 1.M.H., unen Coro3a neauarpoB Poccun.

I'mo6a O.B. - k.M.H., unien Coro3a neauatpoB Poccun.

Kypxosa H.B. — k.M.H., uneH Coro3a nenuatpoB Poccun.

3axapoBa E.1IO. — n.m.H., pod., wien Poccuiickoro o01ecTsa MEIUIIMHCKUX TEHETUKOB
3BonkoBa H.I'. - k.m.H., wien Coro3a neguatpoB Poccun

Ky3zenkoBa JI.M. - 1.M.H., npod., wien Ucnonkoma Coro3a neauatpoB Poccun.

. Kynes C.M. - n.m.H., npod., uneH-kopp. PAH, unen npasnenus Poccuiickoro o6iectsa

MEIUIUHCKUX TeHETUKOB

Muxaiinopa C.B. — 1.m.H., 1ien Pocculickoro o0uiecTsa MeJUIIMHCKHUX T€HETUKOB
Huxonaesa E.A. - 1.M.H., ipo@., wieH Poccuiickoro o01ecTBa MeAUIUHCKUX FEHETUKOB
Hogsuxos II.B. - 1.M.H., npo@., yieH Poccuiickoro o61mecTBa MEIMIMHCKUX T€HETUKOB
IIymkoB A.A. - k.0.H., wieHn Coro3a neauarpos Poccun.

CasocrbsinoB K.B. - x.0.H., wien Coro3a neguatpoB Poccum.

KoH}HKT HHTEpecoB OTCYTCTBYET.



Ipuioxkenune A2. MeTogoJiorusi pa3padoTku KIMHUYECKUX PeKOMEHIALM I

LeneBasi aynuTopusi JTaHHBIX KIHHUYECKUX PEKOMEHIAMii:

. neauaTpsl (kox criermanbHocTd 31.08.19);

. Bpayu o01Iel ceMeiHOM MpakTHUKU (ceMeitHas MeaurHa) (ko cneruaibHocTi 31.08.54);

. reHeTuku (konx criermanbHocTy 31.08.30);

. nueToJioru (koa crnenuanbHocT 31.08.34);

. HeBpoJiory (ko cnenuanbHocTu 31.08.42);

. MEJUIMHCKHE MCUXoJioru (Ko cnenuanbHocTa 19.00.04);

. nedekrosoru (kon crnenuaabHocT 44.03.03);

. CTyAEeHTbI MeuIMHCKUX BY30B, HHTEpHBI, OpANHATOPHI;

Ta6auua 11 — YpoBHU yOenuTEILHOCTH JOKA3aTEIbCTB

YpoBenb
yOeIUTeIbHOCTH

HcToUyHNK T10KA3aTEJILCTB

(D)

[IpocnieKkTHBHBIE pAaHIOMU3UPOBAHHBIE KOHTPOJIUPYEMBIE UCCIICIOBAHUS
JlocTaTouHOE KOJIMYECTBO HCCIEAOBAHUN C JOCTAaTOYHON MOIIHOCTHIO, C
ydacThueM OOJIBIIOr0 KOJUYECTBa MAIMEHTOB U TOJy4Y€HHEM OO0JbIIOro
KOJIMYECTBA JAaHHBIX

Kpynnblie mera-aHanu3bl

Kak MuHHMYM OJHO XOpOUIO OpPraHW30BAHHOE PAHIOMHU3HPOBAHHOE
KOHTPOJIUPYEMOE UCCIICIOBAHUE

PenpesenraruBHas BbIOOpKa MAIllUEHTOB

11(2)

[IpocniexkTuBHBIE € paHAOMH3alMEd WiIM 0e€3  HUCCIENOBaHUS C
OI’paHI/ILICHHI)IM KOJINYECTBOM JAaHHBIX

Heckoibpko ucciiefoBaHui ¢ HEOOIBIINM KOJNYECTBOM ITallMEHTOB
Xopo1Io OpraHM30BaHHOE MPOCIIEKTUBHOE UCCIIEA0BAHNE KOTOPTHI
Mera-aHan3sl OrpaHUYEHBI, HO POBEACHBI HA XOPOLIEM YPOBHE
PeSy.HI)TaTI)I HC HpCSCHTaTI/IBHI)I B OTHOLLICHUUN HCHCBOﬁ HOHYJIHHI/II/I
XO0po1I0 OpraHM30BaHHbBIC UCCIICIOBAHUS «CIIYYai-KOHTPOJIbY»

11 (3)

HepannomusupoBaHHble KOHTPOIUPYEMBIE UCCIIEAOBAHUS

UccnenoBanus ¢ HEIOCTATOYHBIM KOHTPOJIEM

PannomusupoBaHHbIe KIMHUYECKHE MCCIEIOBaHUA C Kak MUHUMYM |
3HAYUTEJILHOMN Wi Kak MUHUMYM 3 HE3HAYNUTEIbHBIMU
METOAO0JOTUYECKUMHU OIUOKaMU

PeTtpocniekTuBHbBIE WIIM HAOIIOAATEIbHBIE UCCIICIOBAHUS

Cepust KIIMHUYECKUX HAOJIOICHU I

[IpoTuBOpeuynBbIE  JaHHBIE, HE  TO3BOJSIOIIHE chopMHUpOBaTh
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OKOHYAaTCJIbHYIO pEKOMCHAAII IO

IV 4) MHeHue  JKchepTa/laHHble U3

oT4yecTa 3KCHCpTHOfI KOMUCCHUH,
OKCIICPHUMCHTAJIBHO MMOATBCPKACHHBIC U TCOPECTUICCKHA 000CHOBaHHEIE

Taoanna 12 — Cuita pekomeHaanumn

Cuna
. | Onucanue Pacumngposka

peKOMeHIaIuii
Pexomennanusa ocHoBaHa Ha
BBICOKOM YPOBHE JI0Ka3aTeJIbHOCTH
(kak MuHUMYM 1 yGeautenbHast Meron/Tepanus epBoi JTMHUY;

A ny6nukanus 1 ypoBHs 1100 B COYETaHUU CO CTAHJAPTHOM
JI0OKA3aTeJIbHOCTH, IIOKA3BbIBAOIAs METOAMKOI/Tepanuei
3HAYUTEJIbHOE IPEBOCXO/ICTBO
T10JIb3bI HAJl PUCKOM)

PexomeHpanus ocHoOBaHa Ha cpeHeM | MeToj/Tepanus BTOPOi JIMHUU;
YPOBHE JJOKa3aTeJIbHOCTH (KaK 1100 Mnpu OTKasze,
MUHUMYM | yOenuTenbHas IIPOTUBONOKA3aHUU, UIIN

B ny6nukanus I ypoBHs HeA(PEKTUBHOCTU CTAaHJAPTHOU
JI0Ka3aTeJIbHOCTH, IOKa3bIBAIOLIas METOAMKH/TEPAITUH.
3HAYUTEJIbHOE IPEBOCXO/ICTBO PekomeHnnyeTcst MOHUTOpHpPOBaHUE
TMOJIb3bI HAJl PUCKOM) MOOOYHBIX SIBJICHUI
Pexomennanus ocHoBaHa Ha ciiaboM | HeT Bo3paxkeHui NpoTHB 1TaHHOTO
YPOBHE JJOKa3aTeJIbHOCTH (HO KaK METO/a/Tepanuy WiId HeT
MUHUMYM | yOenuTenbHas BO3P@)XEHUI NPOTUB PO IOJHKEHUS
nyonukarnus I1I ypoBHs JTAHHOTO METO/1a/TepaIruu

C JI0Ka3aTeJIbHOCTH, IOKa3bIBAIOLIAs PexkomennoBaHo mpu oTKase,
3HAYUTEJIbHOE IPEBOCXO/ICTBO IIPOTUBONOKA3aHUU, UIIN
I10JIb3bI HAJl PUCKOM) UU HeA(PEKTUBHOCTU CTAaHJAPTHOU
HeT yOeIUTENbHBIX JAHHBIX HU O METOAMKH/TEPAIUH, TIPU YCIIOBHH
I10JIb3€, HU O PUCKE) OTCYTCTBHUS ITOOOYHBIX IPPEKTOB
OTtcyTcTBHE YOEIUTENIBHBIX
ny6mukanuii I, I wnu 111 ypoBHs
JI0Ka3aTeJIbHOCTH, OKA3bIBAOIINX
3HAYUTEJIbHOE IPEBOCXO/ICTBO

D I10JIb3bI HAJl PUCKOM, JTMOO0 He pekomennoBano
yoenutenpHble nyonukammu I, 11 unu
III ypoBHA 10Ka3aTeIbHOCTH,

[I0KA3bIBaIOIE 3HAUUTEIBHOE
IIPEBOCXOCTBO PUCKA HaJ| OJIb30H
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AKTyaau3anusi JaHHbIX KIHHUYECKHX PeKOMeHIauuii OyaeT NpoBOIMTHLCH He peike, YeM OHH
pa3 B Tpu roaa. Ilpunsitue pemenuss 00 OOHOBJEeHUHM OydeT NPUHATO HA OCHOBAHUM
NpeaJiosKeHUil, MpeIcTaBJIeHHbIX MeIMIUHCKMMHI NpPodeccuoHaJIbHBIMH HEKOMMeEPYEeCKUMHU
OPraHU3alUAMM € YYETOM pPe3yabTATOB KOMILIEKCHOH OLIEHKHU JIEKAPCTBEHHBIX MpenaparTos,

MeIULMHCKUX H3/1eJINi, a TAKIKe Pe3y/JIbTaTOB KIMHNYECKOH anpodanum.
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Ipuioxkenne A3. CBA3aHHbIE JOKYMEHTbI

IIpukaz Munsapasconpazsutus PO Ne 185 or 22.03.2006 roma «O MaccoBoM
o0cJeJ0BaHUN HOBOPOXKIEHHBIX JIeTEH Ha HacJIeICTBEHHbIE 3a00JI€BaHUA»,

[Ipuka3z MuHucTepcTBa 31paBOOXpaHeHHs U colMaabHOro pa3Butus PO ot 16 ampens 2012
r. N 366H "OO0 yrBepxaenuu [lopsinika okazaHust neAMaTpu4ecKo moMomu"

[Ipukaz MunucrepctBa 3apaBooxpaHeHuss P® «O6 yrBepxaenuun [lopsaka oka3aHus
MEAUIMHCKOW MOMOIIM OOJBHBIM C BPOXAEHHBIMM U (WIHM) HAcIeACTBEHHBIMU
3a0oneBaHusIMU» OT 15 HOs0pst 2012 1. N 917h).

[Toctanosnenue IIpaBurensctBa Poccuiickoit @enepanuu ot 9 anpeist 2015 romga Ne333 "O06
yrBepxaeHun IlpaBun  ¢GopMupoBaHus mepedHs CHELUATM3UPOBAHHBIX MPOJYKTOB

JIe4eOHOro MUTAHUA U I1eTEU-UHBATHI0B".



IIpunoxenne b. AIropuT™M BeJleHUSI MALMEHTA
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Hpunoxenue B. Uudopmauus 11 maumeHra

I'mytapoBas anuaypus Tun | — HacnecTBeHHOE 3a0o0JieBaHUE, 00YCIIOBICHHOE MyTallUsIMU B
rede, koaupytomeMm ¢epment rayrapuia-KoA perunporenasy (GCDH). [eduuur manHoro
(dbepMeHTa NPUBOIUT K HAKOIUICHUIO B OMOJOTHYECKUX JKUIKOCTIX M TKaHIX riayrapoBoi u 3-OH-
IJIyTapoBOi  (3-rUIPOKCU-TIYTapoOBOil), KHUCJIOT OKa3blBaIOIUX HEMPOTOKCHYECKOEe JeHCTBHUE.
OCHOBHBIMM ~ KJIMHUYECKMMH  CHMIITOMaMM  3a00JIEBaHUS  SIBJIOTCS  MPOTPECCUPYIOLIHE
JKCTpanupaMuHble HapyieHus. ['”Al oTHOCUTCS K TOM IpyIine HacleICTBEHHbIX 3a00JIeBaHUH, IS
KOTOPBIX pa3pabOTaHbl METOJ(bl META00IMYECKON KOPPEKLUH, OAHAKO 3(PPEKTUBHOCTD JICYEHUS BO
MHOTOM  3aBUCHUT OT CpPOKOB YCTAHOBJIGHHS IPaBUJIBHOIO JMarHo3a U Ha3HAYCHUs
[IaTOr€HETUYECKOM TEPaIHH.

[lo3nuas nuarHoctuka I'Al, HecBOeBpeMEHHass M HEKOPPEKTHas Tepanus IMPUBOIAT K
TSOKEJIBIM U HEOOpaTUMBIM JIBUTaTEJIbHBIM HApyIICHUSIM, a B HEKOTOPBIX CiIydasX, - K rudenu
pebeHka.

s 'Al paspaboTaHbl METOJIbl MOJIEKYJISIPHO-T€HETUYECKONW JUArHOCTUKU, YTO MO3BOJISET
IIPOBO/IMTH MPEHATAIbHYIO TUAarHOCTUKY B CEMbSIX C OTATOILIEHHBIM aHaMHE30M.

B Poccuiickoii @enepanuy JUarHOCTUKA OCYLIECTBIIIETCS IIyTEM CEJIEKTUBHOTO CKPUHHUHIA
IIPY HAJMYUH NIEPBBIX CUMIITOMOB 3a00JieBaHusl. HeoHaTanbHbIN CKPMHUHT HE IPOBOJUTCS.

Crparerust jeyeHus! HalpapJieHa Ha KOPPEKIMI0 MEeTab0IMYECKUX HAapyIIEHUH KOMIIJIEKCOM
MEpPOIPUATUNA: KOHCEPBATUBHBIMU METOJaMH (IATOTEHETHYECKas AHUeTOTepanus, JEBOKAPHUTUH,
pubodaaBrH), XUPYPrHYECCKUMH METOJAMH IPU HEOOXOJAMMOCTH (JICUCHUE BHYTPHUUYEPEITHBIX
KPOBOU3IUSHUHN U KOCTHBIX JleopMaliuii), peaduiuTalluOHHBIMU METOJaMU.

[InaHoBas maroreHeTHyecKas Tepanus 3HAUYUTEIBHO CHI)KAET PUCK WX BO3HUKHOBEHMS,
OZIHAKO HE NPEJOTBPAIAECT UX Pa3BUTUA. « DHyedanumonooodHviey unu memaboauyeckue Kpusol
0OBIYHO Pa3BUBAIOTCS B PaHHEM BO3pacTe, NPEUMYLIECTBEHHO 10 LIECTH JET. 3anosoanoe leyeHue
Memaboniuyecko2o Kpuza umeem cepvesHvie nocieocmeus. IlodToMy BaXKHO 3HATh, UTO
MeTaboIMYecKas: JEeKOMIIEHCAUsI MOKET BO3HUKHYTb BO BpeMs HH(EKIMOHHBIX 3a00JI€BaHMUH,
BaKIMHALMU, ONEPATUBHBIX BMELIATEIbCTB. TPEBOKHBIMU CUMITOMAaMHU B TaKUX CIIydasX MOTYT
ObITh: PpBOTA, JAMapesi, IOBBbIILIEHUE TEMIepaTypbl, HapacTaHUE WJIM [OABIEHUE HOBBIX
HEBPOJIOTMYECKUX HAPYIIEHU.

HNuTencuBHas TCpanudad Ha 1OMY
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[Ipu Hamuuuu y O60JBHOIO ¢ IIyTapoBOW aumaypueit tun | peOpunbHON JTUXOpaaKu HUXE

38,5°C 1 OTCYTCTBHM TaKMX CHMITOMOB KaK, PBOTA, OTKa3 OT €/Ibl H PA3IHUHBIX HEBPOJIOIHUECCKUX

HapylIeHUH T[I0Ka3aHO TMPOJODKEHHE OCHOBHOM METa0O0JMYEeCKOW Tepanud M MaKCUMallbHOE

OTpaHUYEHME MOCTYIUICHUs HaTypalabHOTrO OeliKa ¢ muiei Ha cpok 10 12 vacoB. B nmanHbIil nepuosn

HEOOXO0IMM OCMOTp Bpada Kax/ple 2 yaca ¢ OLEHKOW yPOBHS CO3HAHUs, HEBPOJOTHYECKOTO CTaTyca

U KOHTposia Temneparypbl. [Ipu cTaOMIBHOM COCTOSIHMM TMAalMEHTa Ha TMPOTKEHUM BCETO

Ha6JII-OIlaCMOFO nepuoaa npoaoJLKarT INIAHOBYHO MeTa6OJ'II/I‘IeCKy10 TCPAIrO U MMOCTCIICHHO BBOJAT

HaTypaJIbHBIN O€JIOK /10 pa3pelieHHOM HopMbI B TeueHue 24-48 yacos (Tabnuua 1).

Ta6anua 1 - OcHoBHbIe puHIMIEI Tepanuu Ha qomy ( Kolker S. et al. 2007)

A. YrieBoabl MasnbTonekcTpuH

Bozpact % Kxan/100mn O06beM )XUIKOCTH (MIT) B IEHb Yepe3 POT

0-1 10 40 MuH. 150 mur/kr

1-2 15 60 120 mu/kr

2-6 20 80 1200-1500

Crapue 6 WuTeHcuBHas Tepanus MpoaosKaeTcs B TOM e 00beMe, uTo U B Bo3pacte 0-6
JIeT, BO3MO>KHA MHMBUyalIbHAs aJanTaius o0beMa U 103bl.

B. benok

Bbenok HaTypanbHBIX [Tonnas otmeHa 6enka oT 24 1o 48 yacoB, Janee ¢ MOCTENEHHBIM

MPOIYKTOB MOBBIIIEHUEM JI0O HEOOXOAMMOT0 KOJIMYECTBA O€JIKa B CYyTKH

Crnennanu3upoBaHHbIE Crnenuanu3upoBaHHbIE CMECH AMUHOKHUCIIOT Ha3HAYAIOT COTJIAaCHO

CMECHU aMHUHOKMHCIIOT

pa3paboTaHHBIM CTaHIApTaM JieueHus 3a00JieBaHus (Tabuuia 2)

C. dapmakoTepanus

L-Kapuutun

[ToBeimenue 10361 L kapHUTHHA B 1Ba pa3a: 200 Mr/mMr/cyTku yepes
poT

Kapononumxkaromue
cpeacTBa

Tpy MOBBIIEHHH TeMIIEpaTyphl Tena cbime 38,5°C moka3aHo
Ha3HAuYCHHE KAPOMOHMKAIOLIUX CPEJICTB, B TOM YHCIe, HOynpodeH, B
noze 10-15 mr/kr/cyTku, MakCUMaIbHOE Ha3HAUYEHHE MpenapaTa 10 3-
4 pa3 B CyTKH U He OoJiee yeM 30 MI/Kr/CyTKH.
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Ipuio:xkenne I'l. Heiipopaaunoaornueckue nsmenenust (MPT) rosioBHoro mosra

y nauueHToB ¢ I'A Tunl.

.009:01 NO C 2003/09-18 16:37:35
5.5

+29

Pucynox A. DddekT «HaaKymeHHOro 10J0Kay WIH «KPbUIbEB JIETY4ei MBI [2].



M 11 M 3056

Pucynok B . CyOaypasibHbIe remaTtomsl [2].
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IIpusoxkenue I'2. PekomeHayeMble HOPpMbI IOTpedJIeHUs1 Oesika M CpeaHee
co/iepKkaHue JU3MHA B Pa3JIMYHBIX NMUIIEBBIX NPOAYKTAX (CIIpaBOYHAs

uHopManms sl COCTABJIEHMS JieueOHOro pauuoHa nanuentam ¢ I'A tun I)

Ta6auua 1 - PekomenayemMbie HOpMbI TOTpeOIeHUs OejKa sl 30POBBIX JETEH pa3IndHOTO
Bo3pacrta [1,3,18,22]

Bozpact RDA CIIA' BO3’ EBpocoro3’ Poccust”
(r/xr/cyTkmn) | (T/Kr/CyTKH) (r/xr/CyTKM)

0-6 mec 2,2 1,38 - 2,2 (r/kr/cyTKH)

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

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

2-3 rona - - - 42 r/cyt

1-3 roga 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

Manbunku 11-14 et 1,0 0,79 1,0 75 r/cyT

Manpunkul4-18 aer 0,9 0,69 09 87 r/cyt

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

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

Tab6auna 2 - Cpennee conep)kaHue JM3MHA B OeJKax pa3auyHbIX NpoaykToB [18,20].

IIponykThl Copnep:xaHue IU3MHA Jluzun/6enox
(% oT obmero Oenka) (Mr/r Genka)
Pri6a 9 90
Msico 1 MsICHBIE IPOJIYKThI 8 80
I'pynHoe MosioKO 8 80
KopoBbe M0JIOKO ¥ MOJIOUHBIE TPOAYKTHI 7 70
Sitna 6 60
Kaprodenn 6 60
Cost 1 coeBble IPOAYKTHI 6 60
Opexu 2-8,5 20-85
OpyKThI 2-6,5 40-65
Osomu 4-6,5 20-65
X11e0 1 3epHOBBIE IPOAYKTHI 2-4 20-40
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Hpuioxkenne I'3. Kommieke 00s13aTe/IbHBIX MePONPUATHIA, KOTOPbIE T0JKHbI

ObITh MPOBCACHLI MANUCHTY MOCJIC YCTAHOBJICHUA THATrHO3a I'Al

Bo3zpact 60nbpHBIX neTei
0-6 7-12 1-3rona | 4-6 ner | Crapiue 6 et
MECSIIIEB | MecCALEB
Jluemomepanus

N3berarp
Ype3MEpHOTO
MOCTYTUICHUS

JIn3un Oenka HaTypaIbHBIX 100 90 80-60 60-50 | Genxa.

MPOJYKTOB MI/KI/CYT YnoTpeOsiTh
MIPOYKTHI C
HU3KAM
coJep KaHHeM
JU3UHA
(Dewey et al
1996)

Tpunrtodan 6esika HaTypaJIbHBIX 20 17 17-13 13 13

MPOIYKTOB MI/KI/CYT

Bbenok HatypanbHblii (T/KT/CyT) 1,4-1,3 1,5-1,3 1,4-1,3 1,3-1.1 1,3-1,1

benok 3a cuet CIT* (r/kr/cyT) 1,3-0,8 1,0-0,8 0,8 0.8 08

benoxk (o6mtwmii) (T/Kr/cyT) 2,7-2,1 2,5-2,1 2,2-2,1 2,1-1,9 2,1-1,9

DOHepreTUyecKas IIeHHOCTh 115-80 95-80 95-80 90-78 90-78

(kKaJ/Kr/cyT)

MuxkponytpueHTsI (%) >100 >100 >100 >100 >100

OcHoenaa memadonuyueckas mepanus
KapHUTHH MI/KT/CyT 100 100 100 | 50-100 | 30-50

* cnenuaau3upOBaHHBINA MPOAYKT HA OCHOBE aMUHOKHUCIIOT 0€3 JIn31MHa U TpunTodaHa.
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Ipuioxkenne I'4. PacmmdpoBka npumMedyaHu i
...~ — JIEKapCTBEHHBIH Tpenapar, BXxoaamuii B [lepeueHnb KU3HEHHO HEOOXOAMMBIX U BaKHEMIINX
JIEKApCTBEHHBIX TMpenapaToB i MeauinuHckoro mnpumenenus Ha 2016 rox (Pacmopsiokenue
[TpaBurensctBa PO ot 26.12.2015 N 2724-p)
..."  — JlexapcTBEHHBIM mpemapar, BXOAAIMKA B IlepedyeHb JIEKAPCTBEHHBIX IIPENApaTroB s
MEAMIMHCKOTO NPUMEHEHMs, B TOM 4YHCJE JIEKAPCTBEHHBIX IPEnapaToB i MEAULHUHCKOTO

IPUMEHEHUs, HAa3HAuYaeMbIX [0 PEIIEHUIO0 BpaueOHBIX KOMHUCCHM MEIMLMHCKUX OpraHu3alui

(Pacnopsxenue IIpaButensctBa PO o1 26.12.2015 N 2724-p)



