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Cnmcok cokpameHmi
3-OH-riyrapoBas KucioTa - 3-TUAPOKCUIITYTapOBast KUCIOTa
GA - rmyrapoBasi KHCIIOTa
GCDH - dpepment rimyrapuin-KoA aeruaporenasa
Good clinical practice (GCP) - Hajiexaias KIMHUYECKas! PAKTUKA
Good practice points (GPPs) - unaukatopsl 100poKaYyeCTBEHHOM NPAKTHKH
OMIM - ((Online Mendelian Inheritance in Man) unTepHet 6a3a 3a0oieBaHUi YeIOBEKa,
HaCJIeTyeMbIX IO 3aKoHaM MeHens.
T1W - T1 B3BemeHHOE N300paKEeHUE
T2W - T2 B3BemeHHOe n300pakeHne
I'Al - rnyrapoBas auunypus tan 1
['AMK - ramma-amMuHOMAcCIIIHast KUCI0Ta
KT - komnbroTepHas Tomorpadus
MPT - MarHUTHO-pe30HaHCHAs TOMOTpadus
C5DC — rmyrapuiakapHUTHH
TMC - TanzeMHast Macc CIEKTPOMETPHUSI

LCX - nepedbpocnuHanbHas )KUIKOCTh



TepMI/IHI)I H onpeacjJcHus
«JHUEe(PATUTONONO0HBIH KPU3» HWIH «MeTa00IHYeCKHH KPHU3»- KPUTUUYECKOE, YrpoXKarollee
XKHU3HU COCTOSIHME, CIIPOBOLMPOBAHHOE HEOJAronpusATHBIMU (hakropamu, 00ycCIaBIMBAIOLIUMU
YCUJIEHHE TIPOLIECCOB KJIETOYHOIO KaTaboiM3Ma U MPOSABISIOIIEECS YIHETEHHEM CO3HaHUS [0

COMOpa ¥ KOMBI B PE3YJIbTaTe Pa3BUBAIOILETOCS OTEKA U HAOYXaHHsI MO3Ta.



1. KpaTkas nngopmanus

1.1 Onpeneaenue

['nyrapoBas anuaypust Tun 1 (HemgoctaTouHOCTh NTyTapuii-KoA aeruaporeHasbl, riyTrapoBas
anuueMusi THII 1) - ayTOCOMHO-pEIleCCUBHOE 3a00JieBaHUE, OOYCIIOBIEHHOE MYTAllUsIMU B TCHE,
komupyromeMm (epment riayrapmi-KoA nerunporenady (GCDH). Hdedunut manHoro ¢depmeHTta
MPUBOUT K HAKOTUICHUIO B OMOJOTUYECKUX JKUIKOCTIX M TKaHsX riryrapoBor u 3-OH-riryrapoBoii
(3-ruapOKCH-TITYyTapOBOii ), KHCIIOT OKA3bIBAIOIINX HEHPOTOKCHYECKOE ICHCTBHE MPEUMYIIECTBEHHO
Ha TIOJIKOPKOBBIC CTPYKTYpPBI TOJIOBHOTO MO3ra. J{uarno3 riryrapoBoii anuaypuu Tum 1 He sBisieTcst
KIIMHUYECKUM, OH YCTAaHABJIMBACTCSA INPU OOHAPYKEHUHU ONPEICIICHHBIX OMOXMMHYCCKUX W/WIH
MOJICKYJISIPHO-TEHETHYSCKUX U3MEHEHUH, BBISBIIIEMBIX y MAIMEHTOB C OTPECIICHHON KIIMHUYECKOM
CUMIITOMATUKOM WJIM Ha JOKJIMHUYECKOW CTaJuu TMpPH MPOBEIACHUUM MAaCcCOBOTO CKPUHUHTA

HOBOPOKICHHBIX [1,2,5].

1.2 DTHOJOrUdA U IATOreHe3

I'en GCDH xaptupoBan Ha xpomocome 19pl13.2. K nacrosimemy Bpemenu B rene GCDH
onucano 6osiee 200 pa3nUUHBIX MYTalMi, OJJHON M3 CaMbIX paclpOCTpaHEHHBIX sBisgercs R402W,
BcTpeuaromasicss ¢ 4dactorod 12 - 40% B crpanax 3amagHod Espomnbl. Hekoropeie Myranuu
XapaKTEepHBl JUIsl ONPEJCIIEHHBIX ATHUYECKUX Tpymnn U u3onsroB: myrauuu P248L m E365K B
Typuuu, mytanuu IVS 1 +5G>T u A421V B obumHax amumei [2,5,15].

®epment rayrapun-KoA-neruaporenaza (GCDH) ydacTtByeT B MeTaboIu3Me aMUHOKHCIOT
JAu3uHA, TuAponusuHa, Tpunrtopana. GCDH nokanu3zoBaHa B MaTpUKCE MHTOXOHIPUH H
npezcTaBisier coboit romoterpamep. Kaxnmas cyObenumHuma storo Oenka cocTouT u3 438
aAMUHOKUCIJIOT, N-TepMUHAIBbHBIN OCTaTOK (44 aMUHOKHUCIIOTHI) yAaJseTCs MOCie TPaHCIOPTUPOBKH
depmenta B muroxonaputo. GCDH katanusupyer 2 mocieAoBaTeIbHBbIX PEaKIHMH MpeBpalieHus
riyrapui-KoA B kpotoHmin-KoA (peakuuu JeruaporeHHpOBaHUS U JAeKkapOoKcuiupoBaHus). B
pe3yibTare OJOKMPOBAaHUS JaHHOW (PEPMEHTHON peakIH MPOUCXOAUT HAKOIUIEHUE TIIyTapoBOi U

3-OH-ryTapoBoii KUCIIOT B OMOIOTHYECKUX JKUAKOCTAX U TKausx (puc.l) [1,2].
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Puc.1 - Cxema MmeTabonMuecKuX MPOIECCOB, MPUBOAIINX K PA3BUTHUIO IITyTapOBOM allUuypuu
THUI: MeTabonr4eckue OJOKU BBIJCICHBI TOTYyObIM I[BETOM, ATOJIOTUUECKHE METAOOTUTHI
BBIJICJIEHBI BOMHOM PaMKOM

MyTtaHTHBI ~ (EepMEHT OTHOCHTCS K Tpymme  (¢IaBONPOTEHHOBBIX  JETHIPOreHa3
MUTOXOHJIPHAIIBHOTO MaTPUKCa, Y4YaCTBYIOIIMX B TIEPEHOCE JJICKTPOHOB K YOUXWHOHY depe3
AJIEKTPOH-TIEPEHOCAITNH (hJIaBONPOTEHH B JIBIXaTEILHOMN €T MUTOXOHIPUM.

Mexanusmbl pazButusi ['A 1 g0 koHla He wu3ydeHbl. [IpenMyliecTBEHHOE MOpaKEeHUE
CTpUAPHOU CHUCTEMBI CBS3BIBAIOT C M30MPATENHHOM TOKCHUYHOCTHIO TIIYyTapOBOW KHUCIOTHI W/WIIH €€

Npou3BOAHBIX. Takxke TiyTapoBas KHCIOTa M €€ MeTabOJMThl WHTHOUPYIOT JAeKapOOKCHIIazy



IIyTaMUHOBOW KHUCJHOTHI (depMeHT, ydacTByrommii B Metabonusme ['AMK), 4TO BBI3BIBAET
CHIDKEHHE KOHIIEHTPALMM 3TOr0 TOPMO3HOro HeWpomeauatopa. Y 0oipHbIX ¢ ['A 1 BBIABIEHO
3HAYUTEIBHOE CHIKCHHE JEKAapOOKCHIIa3HON aKTHMBHOCTH B JIOOHBIX OTJENaX KOPBI T'OJOBHOTO
MO3ra, XBOCTaTbIX Spax U CKOpiyle U CHKeHue koHueHTpauuu I'’AMK B nepebpocnuHanbHON
wuakocty (LICX). Ognako naHHble OMOXMMMYECKHE HApYIIEHUS MOTYT ObITb BTOPUYHBIMH U
BO3HUKAaTh BciieAcTBUE MoBpexkaeHni ['AMK-—-pruueckux HepoHOB MO3Ta.

MexaHU3MBbI TATOT€HE3a OCTPHIX «IHIEPATUTONOO0OHBIX» KPH30B OKOHYATENILHO HE SICHBI.
Cuwmrator, uro riayrapoBas u 3-OH-rioyrapoBasi KMCIIOTBI, MMEIOUIHE CTPYKTYPHOE CXOJCTBO C
[JIyTamMaToM, B3aUMOACUCTBYIOT ¢ N-METUI-aclIapTaTHBIMU PELENTOPaMU, AJIs KOTOPBIX IIyTamaT
ABJIAETCS €CTECTBEHHBIM aKTMBAaTOPOM, YTO BBI3BIBAET YPE3MEpPHOE HakomuleHue HMoHoB Ca2+ B
NOCTCHHANTUYECKUX HEHpPOHAaX M NPUBOAUT K TIHOenu KiIeToK. JIpyruM BO3MOXHBIM
HEHPOTOKCHMYECKUM (DaKTOPOM CUMTAIOT HAKOIUICHHWE MPOMEXKYTOYHOTO MeTadomuTa OOMeHa
TpuntodaHa M JU3MHA — KBUHOJIMHOBOM KHCIOTHL. B Hacrosiee BpeMs, 10 KOHLIA HE paclio3HaHa
IpUYHHA JJOOHO-BUCOYHON aTpo(UM U/WIIM TUIIOILIA3UH U CYOIypalIbHBIX KpoBoM3IusHUM mipu ['Al.
Cunraercs, 4to BO Bpems sMOpuorenesa 3-OH-riyrapoBasi KuciaoTa MOXET HapyulaTh
(dbopMHUpOBaHHE CTEHOK COCYJOB, B IEPBYI0 OUY€pellb — COCYAOB TOJOBHOIO MO3ra, MPHUBOISA K
HOBBIIICHUIO MX POHUIIAEMOCTH M BOSHUKHOBEHHIO KPOBOM3IUsIHUIA [2,14].

IIpu ayroncum y Bcex manueHTOB ¢ ['Al BBISBISIOT BBIPAKEHHYI CYOKOPTHUKAIbHYIO U
KOPTUKAJIbHYIO aTpO(HI0 TOJIOBHOTO MO3ra, aTpO(PUUECKyI0 BEHTPUKYJIOMerainuio. B GonpiinHcTBE
CIIy4aeB BU3YaJIM3UPYIOTCSI HEKPOTUUECKHE U3MEHEHUSI B 00JIACTH CKOPIYIIbI U FOJIOBKU XBOCTATOTO
anpa. Pexxe mopakaroTcsi 3pUTeIbHbIE TPAKThl, MO3OJIMUCTOE TEJIO, BHYTPEHHsS Karcyla, Tiy0okue
OTJeNnbl Oenoro BellecTBa MO3KEUKa, CTBOJA Mo3ra. Y psja NalMeHTOB OOHapYXHUBAIOT
«ry0yaTyo» JereHepanuio Oeloro BeIIeCTBa, MPEUMYIIECTBEHHO B IEPUBEHTPUKYIISPHBIX
o0JacTsx, pexe B Taamyce, OJICIHOM IIape U CTBOJIE FOJOBHOTO Mo3ra [2,14].

VY OGosbIIMHCTBA MAMEHTOB IMPHU AyTOICUU MEYEHHU BBIABISETCS KUPOBas MH(UIbTpAIM
KJIETOK NIE€UeHH, MPOKCUMAIIbHBIX KaHAJIBbIIEB MOYEK U MUOKAPAUOIIMTOB, YTO MOXKET OBITh CBSI3aHO C

HecnennGUIecKo MUTOXOHIpHATbHON aucyHKIimed [2,14].

1.3 DnuaeMHuoJI10rust

I'myrapoBas aruaypust Tun 1 (I'A1) oTHOCHTCS K YMCITY pEIKHX HACJEICTBEHHBIX O0Je3HEH
oOMmeHa BemiecTB. YacToTa 3a0oneBaHus B cTpaHax 3amnaaHoil EBpomnsl coctaBnsieT B cpeaneM 1:50

000 >xuBBIX HOBOPOXXIEHHBIX. BbIcokas udacroTa BcTpeuaemoctu ['Al oTMeueHa cpenu OOIIMH



10

amuiieii B Amepuke, Kanage u IlencunsBanuu - 1:300. K HacTosimieMy BpeMEHH B JUTEparype

umetrorcst onucanus 6onee 400 cnydaes 3roro 3adoneBanus [1,2,5].

1.4 KoqupoBanue no MKBE-10

E72.3 - Hapymenust oOMeHa JIn3uHa U THIPOKCUIIN3HHA

1.5 Knaccuduxkanus

IIo KIIMHUYCCKOMY TCUYCHHIO KJ'IaCCI/I(I)I/IHI/Ipy}OT JBa OCHOBHBIX IIOATHIIA I'Al: ¢

OCTPBIM/ «HIIE(HATUTONIOJOOHBIM» U TTOI0CTPBIM/JOOPOKAYECTBCHHBIM TEUYCHHEM [2].

1.6.I1puemepbl GopMyIHPOBKH ANATHO3a

o Inymaposas ayudypus mun I
o Inymaposas ayuoemus mun |
o Hapywenus obmena 1usuna u 2uOpOKCUNUIUHA

o [momapuxayudypus, 2uOpOKCUIUIUHEMUS, SUNEPIUSUHEMUS
2. InarHoCTHKA

Huaecnocmuxa ocnHosana Ha OAHHbLIX AHAMHE3A POOOCIO0GHOU, AHAMHE3Ad 3a0071e6aHUsl,
KAUHUYECKUX CUMNIMOMAX, pe3yibmamax 1adopamopHeix U HHCTPYMEHTAIbHBIX HCCIIEAOBAaHHM,

naHHbIX MoJekyssipHon (JJHK) nuarnoctuku.

2.1 Kano0bl 1 aHAMHE3

I'A 1 o6biyno Oebromupyem 6 panHem demckom gospacme - om 3 00 36 mecayes, ¢ NUKOM
manugpecmayuu om 6 0o 18 mecayes. B 75% cnyuaes nabarooaemcs «3IHUedarumonoooOHsiy»
eapuanm 3abonesanus. Y 75-80% Oonvuwix maxkpoyeganus modxcem Oblmb nepeviM CUMNIMOMOM
Oone3HU, KOMopas OMmeuaemcs ¢ poHCOeHUs Ul pa3eusaemcs 8 nepevie mecaysl xcusnu. Hepeoko,
«MPOBOYUPYIOWUMUY  (PaKmopamu Manugecmayuu 3a001e6anus ABIAIOMCA  4ePenHO-M032084as5
mpaema, xupypeuvecKkue emeuamenscmed, uH@ekyuu uiu eakyunayus. B bonvuwuncmee ciyuaes,
3aboneeanue Hayunaemcs ocmpo, cnycmsa 24-72 uaca om 6030elcmsus «npo8oOYUPYIOUE2O»
gaxmopa. [lpu pazsumuu «3HYyeGarumono0o6H020» Kpu3a npaKkmuiecKu 6ce O0abHble NOCMYNAIOm
C Jcanobamu Ha 6HEe3aNHO PA38UBULYIOCS TUXOPAOKY, 4aACMmble CPbIeUBAHUSL UTU HEYKPOMUMYIO

peomy, Kulie4Hvle paccmpoﬁcmea, onurenmuvdeckKue npucnynbl.
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V 25 % 0601bHbIX 803MOXMCHBL 3A0€PHCKA NCUXOMOMOPHO20 PA38UMUSL C NOCMENEeHHOU
ympamotul panee npuoOpemeHHbIX HABbIKO8, NPUCOEOUHEHUEM SUNEPKUHEe308, YUMo XapaKkmepusyem

bosee dobpoxawecmeennoe mevenue 3a001e6aHUsL.

2.2 duzukajanbHoe 00CJe10BaAHNE

Maxkpoyegpanus modcem Ovimv nepeviM CUMIMOMOM OONE3HU, KOMOpAsi OmMMeuaemcst ¢
POACOEHUS UL PAZBUBAETNCSL 8 NEPBblE MECAYbL HCUHU.

IIpu pazeumuu «3HYedarumono006H020» Kpu3a 4acmo Npoucxooum yeHemenue COZHAHUSL
00 COnopa u KoMbl, 8 pe3yibmame pa3euearowecocs omexka U Habyxauus mo3ed, HepeoKo
npuUBoOsUe20 K J1emaibHOMYy UCX00y 6 nepgvle cymku 3aboneganus. Cnycms HecKoIbKo OHel Uil
Hedelb NOCAe Kpusd MO2Ym OmMMedamvpCsi pasiudnble Munvl UnepKuHe3os (opogayuaivhule,
xopeughopmuvie, xopeoamemouoHvle, Oalucmuyeckue), Oup@ysnas ui  0OHOCMOPOHHSIS
MbluleuHas OUCMOHUS, KOMOpAs Yacmo codemaemcs co CRACMUYHOCMbIO. 3abonesanue HOCUM
B0IHOOOPA3HYILL XApaKmep: NOcCle NEePeHeCceHHbIX «IHUeDanIumono0obHbIXY KpU3o8 Npoucxooum
MeONeHHOe, HO He NOJHOE B0CCHMAHOBIIEHUE HeBPONI0cUMEeCKUX HapyuieHutl. B nociedyrowem y
nayueHmos ¢ epyoviM  OUCMOHUYECKUM  CUHOPOMOM — 4acmo  (OpMUpyrOmcs — 6mopuyHbvle
OCNOJCHEHUs, maKue KaK 2unompoqhus, XpOHUYECKUll aACNUPAYUOHHBIL CUHOPOM, NOOBLIBUXU
Cycmaeos u svipasxcenuwviil bonesot cunopom [6,12].

B 25% cnyuaes 3abonesanue umeem nooocmpoe, 0obpokaiecmeennoe meuerue. Ha nepgom
200y JHCU3HU Oemu HAOM0O0AIOMCS C 3a0ePIAHCKOU NCUXOMOMOPHO20 pPA3GUMUs, d 6 OalbHeuuem
APOUCX00Um NOCMENeHHas Ympama panee NPUOOPEMeHHbIX HABbIKOG, U NPUCOCOUHSIOMCS
Ppaznuunble 8U0bl 2unepKuHe308. Jfucmonudeckue 2unepKuHe3vbl NPUBoOsAm K HApYUuleHuro xo0b0ul,
nucbma u pevegvix Qyukyuil. Muozue 60n1vHvle OnumenvHoe pems HabIO0aMcs y He8POL0208 CO
CRACMUKO-2UNEPKUHEMUYecKoll (hopmoll 0emcKko2o yepebpaibHo2o napaiuyd. Jpyeumu dacmulmu
CUMNIMOMAMU  ABISAIOMC NPOy3HOe nomoomaoeenue, NU300bl HEMOMUBUPOBAHHOU TUXOPAOKU,
nUIenmudecKue npUcmynbl.

Cpeou ogpmanvomonocuueckux CUMNMOMOE HEPEOKO OOHAPYHCUBAIOM KPOBOUSTUAHUA 8
cemuamky, Kamapakmy, ogpmanbmonapes, Koco2aidasue u NUSMeHmHYo oecenepayuio cemuamru. Y
HEKOMOopvIX — NAYUEHMO8  HAOMOOAIOMcsi  amakmuyeckue  paccmpoucmeda, O4eHb  pPeoKo
8CMPEYAOmMcs: MUOKTIOHUU U mpemop. YV 00nbUUHCMea nayueHmos UuHmeieKm e cmpaoaem uiu

HAOMI00AOMcs JlecKue KOSHUMUBHbLE HApyuerus. YV ueneuenvix 601bHBIX CMepmerben? UCxo0
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Hacmynaem 8 meuenue nepeo2o 0ecAmMuLemus HCU3HU Ha hoHe maxicen020 MemadoIUyecKo2o Kpusa
unu 8 pesynomame pazeumusi Petie-noooonozo cunopoma.

V psaoa oonenvix ¢ T'Al na nepsom 200y owcusnu 6 10-30% cnyuaes 6o3Huxarom
cyo0ypanbHvle KpOBOUSMUAHUSA, KAK NPABUNO, NOCIe NEePEeHEeCeHHOU J1e2KOolt YepenHo-M0o320801U
mpaemwl. [layuenmol ¢ cyo0yparbHblMU 2eMAMOMAMU U/UTU OUMEMNOPATbHBIMU APAXHOUOATLHBIMU
KUCmamy 8 codemaHuu ¢ makpoyeganuei u OUCMOHUAMU OOJIICHbL OblMb OMAPABIEHLL 8
2eHemuueckyro 1abopamopuio ons uckutodenus I'Al. Jfuaenos enymaposoti ayudypuu mun I oonxcen
ObImb  00A3aMENbHO UCKIIOUEH 1a00PAMOPHLIMU Memooamu Y NAyueHmos ¢ Npeononazaemvim
cunopomom «mpsicku maadenyay («shake syndromey) [2,9].

Knunuuecxuii  ouacnoz ['Al  mooicem Ovimb  3ano0003peH Yy NAYUEHMO8, UMEIOUUX
Makpoyeganuro, dKCMpanupamuonvie HaApyweHus ¢ 0eblomom 6 paHHeM OemCKOM 803pacme u
xapaxkmephvle Heupopaouonocuveckue uzmenenuss [8]. B mabnuye npedcmaenenvi Kpumepuu,
noseonstowue npeononodxcumo I'Al (mabn. 1).

Taﬁ.mma 1- KJ'II/IHI/IKO-I[I/Ial"HOCTI/I‘{eCKI/IC KpUTCpUH, IMO3BOJJAKOIIUEC 3allOJ03PUTH TJIIYTAPOBYHO

arayputo tum 1 [16].

BepositHOCTB Huskas YMepeHHas Beicokas
JMarHosa
Knuanueckue | -Makpouedanmus; -Peiie-nono6uble snu3oab! | -OcTpas sHUEedanonaTus
KpUTEpUU -Brictynaromue (ocTpas MeTabonnueckass | -IIPOrpecCUpyIOLIHe
J00HBIE OYTpHI; sHIEdaTonaTHs) JKCTpanupaMuIHbIE
-Hapymenus -3H1e(aTUTON0100HbIE HapyLIEHUs
BCKapMJIMBaHUs AIU30/1bI, -opodanuanbHbIe
-3agepxka -TUTNIEPKUHETHYECKas JTUCKUHE3UU
JBUTATEILHOTO dopma neTckoro
pazBUTHS 1epedpaabHOTO Mapanya.
-IIEpUOINYECKas aTaKCHsI
CemenHbIi CuHApPOM «BHE3AIMHOU Hanuuue B cembe 00JIbHOTO
aHaMHeE3 CMEPTHU MIIAJICHIA» WIH C MIOATBEPKICHHBIM
He oTsaromien CMEpTEJIbHBIN UCXO0JT OT nuarao3om I'A tum 1,
HEKYIHUPYEMBIX CYAOPOT B | HATMYUE CMEPTEIBHOTO
cemMbe HCX0J1a B CEMbE OT OCTPOTO
CUMMETPUYHOIO HEKPO3a
0a3aabHBIX TAHTJINCB
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Heiipopaauo- | -atpodust/runomnazus | -Cy0aypanbHbie -JloGHO-BUCOYHAs aTpodus
JOTUYECKUE | JOOHBIX OT/JEIIOB CKOIUICHUS TOJIOBHOTO MO3Ta,
KpUTEpUN -3a/1epKKa -aTpous/TUTIONIIa3HUs -U30JIMPOBAHHBIE
MUETHHU3AIIN BHCOYHBIX OT/IEIIOB CHMMETPHYHBIE HEKPO3bI
-BEHTPHUKYJIOMET TN -NeKosHIeanonaTus 0a3abHBIX TAHTJINEB
-pacmpeHue (MOIPOCTKH, B3POCIIBIC) (6memHOTO 1Iapa U
cyOapaxHOHIAIbHBIX -M30JIMPOBAHHOE XBOCTAThIX SAEP)
IPOCTPAHCTB HnopaxxeHue O0J1eTHOTo
mapa

2.3 JlaGopaTopHasi THATHOCTHKA

OcHogubimu memoodamu noomeepaicoarouseti ouacHocmuxu I'Al aenaromes dbuoxumuyeckue u

Helpopaouonocuyeckue mMemoovl UCCIe008AHUSL.

Pexomenayercst onpezneneHre B OMOJOTMYECKUX KMJIKOCTAX (KpOBb, MOYa) OpPraHMYECKUX
KUCIOT M  AlWJIKApHUTUHOB  (TIIyTapWIKApHUTHHA) METOJAOM  TaHIEMHOM  Macc-
criekTpomeTpu [2,7] u wim xpomaromace criekrpomerpuu [4,14].

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEILHOCTH JIoKa3aTeabeTB 1)

KovmmenTapun: C momormipio TanmemHoi Macc crekrpomerpun (TMC) onpenensitor
KOHIIeHTpauuu rinyrapuikapautuHa (C5DC) B msATHax BbICYHIEHHOM KpoBH. IIpu manHOM
3a00JIeBaHUN KOHIIEHTpAIMK [1yTapoBoi, 3-OH-TiyTapoBoii KUCIOT U TITyTapHIKapHUTHHA
MOBBIIIAIOTCS B IECATKH pa3 MO0 CPAaBHEHUIO C HOPMOH.

VY HekoTOpeIX nmanueHToB ¢ ['Al KOHIEHTpanus INIyTapoOBOM KHUCIOTBI B MOYE U KPOBH
MOJKET OBITh B INpe/ienax HOPMbI, B TAKHX CIIydasX JWArHOCTUYECKH 3HAUYMMBIM MapKepoM
SBIISICTCS TIOBBIMICHHE KOHIEHTpanuu 3-OH-riryrapoBoil KHCIOTBI, YTO W IO3BOJISET

ycranoBuTh auaraos ['Al [2,4,7,14,19,20].

Pexkomenayercsi ompeneneHrne akTUBHOCTH TiyTapiii-KoA neruaporenassl (B J€HKOIUTAX U
¢bubpobmacrax xkoxn) [2,5,14,20].

(Cuna pexomenaanuu C; ypoBeHb YoeAUTEILHOCTH I0Ka3aTeabCTB 1)

Pexomenayercst mosekyaspuas JIHK nuarnoctuka (BeisiBienue mytanuii B reie GCDH)
[7,14,17,20].

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEILHOCTH JToKa3aTeabeTB 1)
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KommenTapuu: Onpeodenenue akmusnocmu gpepmenma u J[HK ouaenocmuxa neobdxooumoi
Kaxk 01a eepugurayuu OuazHosa, max u O0isi MeOUKO-2eHemuyecko20 KOHCYIbMUPOBAHUS

cemeti, nociedyrweli NpeHamalbHou OUASHOCIUKU.

PexoMeH1yeTcs MOHUTOPUPOBAHUE YPOBHS OPraHMUYECKUX KHCJIOT B KpoBH u Moue [1,2,7,17,
19,20].

(Cuna pexomenaanuu C; ypoBeHb YOeAUTEILHOCTH J0Ka3aTeabeTB 1)

Kommenrapun: Toxcuueckoe nogpesicoenue 20106H020 MO32a BCIeOCMEUE  BbICOKUX
KoHyenmpayuii  enymaposou  u 3-OH-enymaposoti  xuciom  Odenaem  HeobOX0OUMbIM
peynspHoe  NpoBedeHue  UCCAe008AHUS  COOEPUCAHUSL  OAHHBbIX  Memadoaumos 8
buonoeuueckux cpeoax. CHuodicenue ronyenmpayuu 2enymaposou u 3-OH-enymaposoii
Kuciom 6 Mmowe HaOIOaemcs y NAYUEHMOs, HAXO00SWUXCA HA — Cheyu@uueckoll
HU3K00eIK080U dueme, a maxdce npu mepanuu pubo@rasunom y O0abHuIX ¢ puboghrasum-
yygcmeumenvHoimu gpopmamu. OOHAKO KOHYEHMPAayuu OAHHbIX KUCTIOM 8 CblBOPOMKE KPOBU

u LJCIK na newenuu ne cHudcaiomesi 00 HOpMbl.

2.4 NHcTpYMEHTAJIbLHAS JTHATHOCTHKA

Pexomenayercs  MCMONB30BaTh  HEUPOPATUOJOTHYECKHE  METOJBI:  KOMITbIOTEpHAs
tomorpadwust (KT), MmaruutHO-pe3oHancHas Tomorpadus (MPT) [7,11,13,19,20].

(Cuna pexomenaanuu C; ypoBeHb YoeAUTEILHOCTH JIoKa3aTeabeTB 1)

Kommenrtapuu: Haubonee uacmeimu uetipopaouonocuveckumu npusnaxamu npu 1Al
ABNAIOMCA. NOOHO-MEMEHHAs. 2UNONAA3UA/amPOpuUs, BEHMPUKYIOMe2AIUsA, CYOOYpalbHble
2eMamombl, 3a0epPAHCKA MUETUHUZAYUU/OeMUETUHUZAYUS U HEKPO3 DA3ANIbHbIX 2aH2aues. Dmiu
USMEHeHUs. MO2Ym 6Cmpedamsvcsi KAk U30IUPOBAHHO, MAK U 6 JI000M COYemaHuu.
Xapaxkmeproti uetipopaouonocuueckou ocobennocmovio I'A 1 sasnsemcs cummempuunoe
pacuiupenue cunbeuesvlx wenell ¢ popmuposanuem «d¢hgdexma HaoKyweHHo20 A010KaA» U
«Kpblibes aemyuell Mvluiuy, komopas ecmpedaemcs y 95%. V bonvwuncmea ne neuenvix
nayuenmos 6blA61eHO  pacuiuperue  CyOapaxHouoaibHbLIX NPOCMPAHCME  0adce Hd
NpecUMnmMoMamu4eckol cmaouu 3a00/1e8aHus, KOmopvle He Hpemepnesaom HUKAKUX
usMeHenuti npu nposedenuu kKoumpoavHvix MPT 2onosnoco mo3zea u couemaromcs c

HOpMa]ZbHOI;l WZOJZI/L{MHOL? KOpbl 2010BHO20 MO32A U HOPMATIbHO pA36UMbIMU U3BUITUHAMU.
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YV 6onvuwuncmea nayuenmog cyboypanvhvie 2UZpomMbl/eemMamomsl, 4acmo pacnonazaromcs
bunamepanvho, pedce - umerom 00OHOCMOPOHHIOD JloKkaausayuio. Onucvieaiom obpazosanue
OUMEMNOPanIbHLIX APAXHOUOATLHBIX ULU CYOINEHOUMAPHBIX KUCT, PEOKO BCMPeyaemcs ux
OOHOCMOPOHHAS  JoKanuzayus.  M3menenus  0enoco  eewjecmea  20J06HO20 — MO324
ecmpeuaromcesi y MHo2ux 6oavhvix ¢ I'A 1 u wacmo couemaiomcs ¢ HEeKpO30M OA3ANLHBIX
eanenues. Ilopasicenue b6enozo sewjecmsa, Kak npasuio, CUMMEmpUyHoe, NPeuMyuecneenHo
8 NePUBEHMPUKYIAPHBIX 30HAX 8 001ACU NePeOHUX U 3A0OHUX PO208 DOKOBLIX HCEIYOOUKO8 U
8 obnacmu  CeMUOBANLHO2O  YEHMpd, 68 HEeKOMOPbIX  CAYYAAX — OOHAPYHCUBAIOM
oemuenunusayuio cyoxopmuxanvHvlx U-6onokon. Ocmaemcsi He ACHbIM, AGIANOMCA U
OaHHble o0bOn1acmu ouazamu  OeMUeNUHU3AYUU UTU SUNOMUETUHU3aYUuU. Y HeKomopwix
OONbHLIX  onucano  nopagicenue  moszoaucmoeo mena [13, 16].  Xapaxmepmwvie

Hetpopaouonocudeckue usmenenus npu I'A 1 npuseoenwt 6 Ipunoscenuu I'l.

2.5 NHasi AMAarHOCTHKA

e PeKOMEHIYIOTCS KOHCYJIbTAIlMU CIENUATUCTOB (TI0 MOKAa3aHUSIM) reHeTHKa, o(TaabpMosora,
HEBpOMNaroJyiora, JAMEToJora, KapAuosiora, Joromena-nedexroigora, HeWpoopTomeaa
MmanueHTaM ¢ [IyTapoBo amuaypued Tum |, umerommM  HapymeHus (YHKIUN
COOTBETCTBYIOIIMX OPraHOB U cucteM [1,2,7].

(Cuua pexomenanun C; ypoBeHb yoeIuTeIbHOCTH J0Ka3aTeabeTB 1)

2.6. JInddepeHnnanbHas AMATHOCTHKA

e Bce onmcanHbIe BBIIE KIMHUYECKHE, Ta0OpATOPHBIE W HEHPOPAIHOIOTHIECKHE TPU3HAKA
3a00JeBaHMsl HE CUMUTAIOTCS MATOTHOMOHUYHBIMH, MPU MX HAIMYUM 3a00J€BaHUE CIETyeT
3anono3puth. lloaTBepxkmaercs ['A 1 mnyrem (¢epMeHTaTUBHOIO aHaiu3a W/WUIU
OOHapy)XeHHEeM JIBYX KIMHHYECKH 3HAYUMBIX (IMTATOTEHHBIX) MYyTallud, MpPH 3ITOM
PEKOMEH/IyeTCs TIOJIb30BAaThCs UMEIONIUMICS Oa3aMu JaHHBIX, HanpuMep, OMIM [20, 23].
(Cuna pexomennanuu C; ypoBeHb Y0eIUTeIbHOCTH T0Ka3aTeabcTB 1)

3. Jleuenue
Cmpamezus neuenus HanpagieHa Ha KOppeKyuro Memadoaudeckux HapyuleHul KOMNieKcom
MeponpusAmul.  KOHCEep8AMUBHLIMU — MemooamMu  (namoceHemuyeckas ouemomepanus,

JIeBOKAPHUMUH, — pubohiasun),  Xupypeuueckumu  memooamu  (leueHue  SHYMpuuepenHulx
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KPOBOUBNUAHUL U KOCMHBIX Oedhopmayuil), peadourumayuoHHvimu memooamu. Jleuenue 004CHO
Obimb Hauamo 6cem OONbHLIM C BbIAGNEHHLIM 00CMOBEPHLIM NOBbIUEHUEM YPOBHS 2YMAPOBOU
Kuciomsl 8 Moye 00 noayuenus pesyromamos JHK ouacnocmuxku [I'Al. Jlna neuenus
«IHYeDaAIUmMono0obH020»  Kpusa 8  MeNCOYHAPOOHble — CMAHOAPmMbl — BKIIOUEHbl  Memoobl
unmencusHou mepanuu. Taxdce NPOBOOUMCS CUMRMOMAMUYECKAs. Mepanus ¢ MujamenbHbiM
nOO0OOPOM  IEKAPCMBEHHbIX NPEenapamos, HANPAGIEHHbIX HA KOPPEKYU)  HEe8PON0SUYECKUX

HapyuleHuu.

3.1 KouncepBaTuBHOE JIe4eHHE

e PekOMEHIyeTCs MaTOreHeTHYecKash JHETOTepanus C HMCKIUYECHHEM BBICOKOOCIKOBBIX
OPOAYKTOB, OOraThIX JIM3MHOM M TpUNTO(AHOM, O0O0s3aTeNbHBIM HCIIOJIB30BaHUEM
CTCHUAIM3UPOBAHHBIX TPOJYKTOB HAa OCHOBE CMeCeil aMHMHOKHUCIOT 0€3 YKa3aHHBIX
MaTOreHETHYECKU 3HAYMMBIX aMmuHOokucioT [1,3,7,18,1,20].

(Cuna pexomenaauuu B; ypoBeHb yoequTesbHOCTH T0Ka3aTeabCTB 1)

Kommenrapun: Juemuueckue pexomenoayuu noooupaiomcs nayueHmam uHOUSUOYaibHO.
Juemomepanuss npu 3a601e6aHuU  HANPAGIEHA HA CHUNCEHUE NOCMYNIEHUS JU3UHA,
mpunmogana, Komopwvie AGIAIOMCSA OCHOBHbIMU NPEOULeCMBEHHUKAMU HEUPOMOKCUUECKUX
memabonumos - enymaposoti u 3-OH-enymaposoii  kucrom. [lanuvie amuHokuciomuol
cooeparcamcst 8 OONLULOM KoIUYecmee 8 OeNKax HCUBOMHO20 NPOUCXodxcoeHus (polbe, msce,
MONOUHBIX NPOOYKmMax u op.). B cpeonem cooepacanue 6 nux nusuna cocmasnsiem 6 - 9% u
mpunmocghana 0,6-2%. B pacmumenvhvix dice npooykmax (0sowu, Gpykmol) cooepiicarue
VKA3AHHBIX AMUHOKUCTIOM MUHUMATILHO.

Ilpu I'A 1 npumensiom 0ea sapuanma ne4eOHO20 NUMAHUSA. NeP8blll - Ouema ¢ HU3KUM
cooepicanuem JaU3UHA U UCHOTb30BAHUEM CHEYUATUSUPOBAHHO20 NPOOYKMA, KOMOpblll
sae1semcs 6onee npeOnoUmumebHblM, 0COOeHHO OJisl Oemell PaHHe20, MAAOULe20 U CPeOHe20
go3pacma, mMaxk KAk Npu HeMm CReyualusupo8aHHuli NpooyKm (mabn. 2) Komneucupyem

Ooepuyum denxa, mopot eapuarnm - Ouema ¢ HUKUM coOepicanuem ooujeco beika

Ta6nmunma 2 - Choenuann3upoBaHHBIE MPOAYKTHI HAa OCHOBE AaMHUHOKHCIOT 0€3 JH3uHa W
Tpunrodana*
HaumenoBanue benok Kup, YraeBonpl, DHepreTu Bospact
MPOIYKTa (3kxB.) T r r qyeckas MIPUMEHEHUS
[IEHHOCTh, KKaJl
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«Hytpuren 14 14 23 50,4 472 ot 0 10 1
-trp,- lys» roma
«Hytpuren 20 20 18 50,8 445 crapiue 1
-trp,- lys» roga
«HyTtpuren 40 40 13 32,2 406 crapuue 1
--trp,- lys» roma
«Hytpuren 70 70 0 5,8 303 crapuie 1
-trp,- lys» rojga
MTVI Anamix 13,1 23 49,8 466 or0mol
GA1l roga
XLYS,TRY 79 - 4 332 crapuie 1
I'nyapunon roaa

*-MPOYKTHI 3apETUCTPUPOBAHBI HA TeppuTopuu Poccuiickoit deneparuu

Ipumenenue  emopo2o  eapuamma  Ouemvl  NOGbLUAECM  PUCK  AIUMEHMAPHOL
HeOOCMAMOYHOCU He3AMEHUMbBIX AMUHOKUCION MAKUX KAK MPUnmMo@am, umo Moxicem npueecmu
K PA3eumuio  PA3IUYHBIX — HAPYUWIEHUI.  NOBbIUEHHOU  6030YOUMOCMU,  HAPYUWIEHUIO  CHA,
HeMOMUBUPOBAHHBIM — KONCOAHUAM — MeMnepamypel, neiiazpe (6 pesyibmame  CHUNCCHUS
00pa306anUst HUKOMUHOBOU KUCTOMbL), NOIMOMY OQHHBIL BAPUAHM MOJCem Oblmb NPUMEHEeH
MOALKO Y Nnayuemmos cmapuieco 6ospacma. MunumanibHo —donycmumeie NOMpeOHOCMU
RAMO2eHeMUYeCKY  3HAYUMbBIX — AMUHOKUCTIOM 6 RUmaHuu Oemell pAsluuyHo20  603pACmda
npedcmasnenvt 6 maobnuye 3 [1,2,18].

Ta6auuna 3 - OpHEeHTHPOBOYHAS MOTPEOHOCTh B JM3WHE W TpHUNTO(haHe y OOJbHBIX TIyTapOBOM

anuaypuend Tum | B 3aBUCUMOCTH OT BO3pacTa

Bo3spacT 60sbHBIX CyrtouHasi TOTPeOHOCTh B AMUHOKHCIIOTAaX
MI/KI' MacChl Tejia
JInzun Tpunrodan

0 -3 mec 80-100 10-20

3 -6 Mec 70-90 10-15

6 - 9 mec 60-80 10-12
9-12 mec 50-70 10-12
1—-4ronma 55-65 8-12

4 —7 ner 45-55 7-11
7—11mer 35-45 4-10
Hesymmku 11- 15 ner 30-40 4-6
Hesymku 15- 18 ner 20-30 3-5
KOnommu 11- 15 ner 30-40 4-6
IOnommu 15- 18 ner 35-45 6-8
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THayuenmol MaadeHuecko20 603pacma Mocym HAXOOUMbCS HA 2PYOHOM GCKAPMIUBAHUU.
I'pyonoe monoko 6 oannom cyuae 6yoem a6ismvbcCs OCHOBHLIM UCIMOYHUKOM HAMYPATbHO20 DelKd 6
couemaHuu co CHneyuanu3upoO8aHHOU CMeCbl0 AMUHOKUCIOM, COOMEEeMCcmeyowel 603pacmy
pebenka. Konuuecmgo nuzuna 8 2pyoHom MojoKe uzgecmuo u cocmasisem 86 me wa 100 ma.
Jluemomepanus ¢ HU3KUM cooepicanuem uU3UHa U mpunmopana 00IHCHA CMPO20 COONIOOAMBCA Y
nayuenmos 0o 6 nem.

Ecnu  nocne  wecmunemmneco  @ospacma Yy NAYUEHMO8 ~ He  BO3HUKAIOM
«IHYedanumono0obHbley  Kpusbl, BO3MONCHO UCNOIb308AHUE HUZKODENIKOBOU Ouemvl Oe3
CReYUAIU3UPOBAHHO20 NPOOYKMA, OOHAKO 6 IMOM Cydae HeoOX0OUM KOHMPOIb 3a HYMPUMUBHIM
cmamycom pebenKa, umooOvl 6068peMs NpPedOmMEPAmMuUmMyb passumue 0eiK080-IHePeemuUyecKoll
HedocmamoyHocmu u  Oeuyumuvix cocmosinui. Cneyuanusuposannas oOuema mpedyem
MOHUMOpUH2A 34 VPOBHEM AMUHOKUCIOM U UX Memaboiumos 6 niasme Kposu u moue,
OUOXUMUYECKUX MApPKepo8 HYMpUmMueHoz20 cmamyca (oowuii Oenok, npomeunozpamma u op.),
OUHAMUYECKO20 HAOIIO0EHUs. 3a PUUYECKUM PA3GUMUEM U HYMPUMUBHBIM CIAMYCOM NAyueHmd, a
MaKce NepuoouyecKoll KOppeKyuu ievebHo20 payuoHa ¢ paciemom e20 XUMUieckozo COoCmasd.
IIpu pacueme HU3K00EIKOBOU OuUEMbl CO CHUNICEHHbIM COOEPI’CAHUeM IUUHA U MPUnmopaua
HeoOX00UMO NOMHUMb, YMO JUZUH U MPURMOPAH COOEPHCAMCIL NPAKMUYECKU 80 6CEX NPOOYKMAX.

B npunoscenuu I'2 npedcmasnenvl mabnuysl, 8 KOMOPHIX COOEPAHCAMCL MEHCOYHAPOOHbIE U
poccuiickue pekomMeHOayuu no CYmoyHblM HOPpMAM nompebnenus 6enxka u OauHvle No CpPeoHeMy
COO0EPAHCAHUIO TUSUHA 8 HEKOMOPLIX HAMYPALbHBIX NPOOYKMAX.

Meoukamenmo3naa mepanus.

e PexomenayeTcss MOKU3HEHHO MATOTE€HETHUYECKas Tepanus JeBOKapHUTHHOM (L- xapHUTHH)
[1,2,7,16,19,20].
(Cuna pexomennanuu B; ypoBens yoeauTeabHOCTH 10Ka3aTeabCeTB 1)
Kommenrapun: L- xapnumun ceazvieaem 2nymaposylo xuciomy u obecneyugaem ee
gblBeOeHUe U3 Op2aHu3Ma 6 Guoe 2IYMAPUIKAPHUMUHA. Y OOTbuwuHCmea HeneueHvlx
nayuenmog ¢ I'A 1 konyenmpayusa obuje2o u c60600H020 KAPHUMUHA 6 NAA3ME U CblOPOMKeE
kpoeu Huskas. Hauanvnas 0osa L- kapnumuna cocmaensem 100 me/ke/cymxku, ona modcem

Ovimb cHudicena 00 50 me/xe/cymxu 'y demeti cmapuie 6 iem.

e PexoMmeHayeTcs 1Mo mokazaHusM JieueHue pudoduasunom [7, 10, 20].
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(Cuna pexomenaanuu C; ypoBeHb YoeaUTEIbHOCTH J0Ka3aTeabeTB 1)

Kommenrapuu: Puboghrasun-uyecmsumenvuas popma I'Al ecmpeuaemcs Kpaiine peoxo.
Oounaxo y nayuenmog ¢ 0aHHoU Gopmotl 3a001e8anus NPU HA3HAYeHUU pudbo@Iasuta 8 003e
100-200 me 6 cymxu ommeuaemcs yayuuieHue COCMOSHUSL 8 8UOe YMEHbUleHUs. CmeneHu
BLIPAINCEHHOCMU — HE8PONOUYeCKUX  Hapywenuti. Ilpu  yayyweHuu  KIUHUYECKO2O U
Memaboauueckoeo cmamycos y 00NbHO20 pebeHKa npu Ha3HauyeHuu pubo@iasura
HeoOX00UMO NPOOOINCUMD €20 NPUMEHeHUe, NPU OMCYMCMEUN MAKOBLIX NPEnapam O0IHCEH
ObIMb OMMeEHEH.

B Ipunoocenuu '3 cymmuposanvl OCHOBHblE MEPONpUsMuUs, KOMOpbvle 0053ameibHO

00/19iCHbL OLIMb BLINOJHEHbL NOCTe NoOmeepacoerus ouaznosa I Al.

3.2 Xupypruuyeckoe Je4eHue

e PexoMmeHayercs MO TMOKa3aHUSM XHUPYPrHUYECKOE JIEUCHHE CYOIypajbHBIX THUIPOM U
apaxHouAaJIbHBIX kucT [7,19,20].
(Cuna pexomenaanuu C; ypoBeHb YoeIUTeILHOCTH J0Ka3aTeabeTB |1)
Kommenrapuu: Pewenue o yenecoobpazHocmu npogeoeHus HelupoxXupypeuiecKko2o
eMeuamenbemea (6eHmMpUKyI0nepUmoHeaibHoe WyHMUposanue U 36axKyayus cyo0ypaibHbix
CKONJIeHUli 8 Mo32e Npu npozpeccupyrowei Mmaxkpoyeaiuu) NPUHUMAEMCS 6 KadcOOoM
KOHKDEMHOM Cllyyae KOHCUIUYMOM epadeli cneyuanucmos. Heupoxupypeuueckas mepanus
APAXHOUOALHBIX KUCM U CYOOYpanvHulx 2emamom y nayueumog c¢ [Al  Oondxcha

nPOBOOUMBCSL KPALIHE OCMOPOICHO NOO HAOIIOOEHUEeM 0emcKo20 HelipoxXupypea.

e PekomeHayeTcs MO MOKa3aHUSAM XUPYpPrUYeCcKoe JIeUeHHe KOCTHBIX jAedopMariuii (TsKensle
KOHTPAKTYpPbl, BEIBUX Oenpa u ap.) [2,7].
(Cuna pexomenaauuu C; ypoBeHb YoeaUTEIbLHOCTH J0Ka3aTeabeTB 1)
Kommenrapuu: Pewenue o yenecoobpasznocmu nposeoeHusi HetpoopmoneoutiecKkozo
eMeuamenbcmea NPUHUMAEMC 6 KANCOOM KOHKPEMHOM Cayyde KOHCUIUYMOM 8padeli

cneyuantucmaoe.

3.3 JleyeHue B epuoa MEeTA00JINYECKOr0 KpHU3a

Heobxooumo nomnums, umo ocmpwlil «3HYeharumonoo0oOHuI» KPU3 MOA*CEM PA36UMbCS

npu n0boMm LngbeKL;UOHHOM 36160JZ€6GHMM, 6AKYUHAyuUU ujiu xXupypcudveckux emeuwameilbCcmeax 6
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OCHOBHOM 6 eo3pacme 0o uecmu Jjem. Hacmopaofcueaiou;wwu cumnmomami,

ceu()emeﬂbcmeyrou;wwu 0 paszeumuu OeKOMneHcauuu no OCHOBHOM) 3a001e6aHUI0  SABTISIOMCAL:

noemopmvie peomul, Ouapes, He8poOIOcUYECKUe pPACCMPOUCmMea  (MbluleyHas UNnomonus/

PUSUOHOCTD, NOBBILUEHHAS 8030YOUMOCTb, MblULEUHAs OUCOHUSA, YeHemeHue cO3Hanus). Y oemell

cmapuie 6 Jlem pUCK pazeumus OCHPbLIX HeBPOLOSUYEeCKUX HAPYWIEHULl 80 6peMs Kpu3o08

CHUdICAemcs, 4mo C64A3aH0 C NO6blUUEHUEM MOJTEPAHRMHOCMU MO032a K KONeOAHUAM KUCIOMHO-

WeNo0YHO20 COCMOAHUA U 6030€lCMBUI0 MOKCUYECKUX Memaboaumos.

PekoMenayercss B mepuoa METa0OJMYECKOro KpH3a HMHTCHCUBHAS TEPAIHsl, KOPPEKIUS

MAaTOrCHETHYECKOM JUEeTOTEepanuu 1 103 KapHutuHa [7,19,20].

(Cuuiia pexkomenaanuu B; ypoBeHb yoe1uTebHOCTH J0Ka3aTeabCTB 1)

Kommenrapun: Heomnooicnass —mepanus — OOMJCHA — HAYUHAMbCS — HEMEOAEHHO U

nPOOOINCAMBCS 6eCb Nepuod GeOPUIbHOU TUXOPAOKYU, NOCAe aKyuHayuu, 00 U Nocie

XUpypauueckoz2o emeuamenscmea 8 6o3pacme 00 6 iem.

OCHOBHbLIMU ~ NPUHYUNAMU  JIeYEHUsL 80 BPeMsl  «IHYeDaIumono00OHbIX»  COCMOHULL

AGNAIOMC.

O Boccmanosnenue Kamaoboauuecko2o cmamyca, nymem HAa3HA4eHUs!
BbICOKOIHEP2EMUYECKOU UHQYZUOHHOU mepanuu (2110K03a 8 COYEeMaHUU ¢ UHCYTUHOM),

O ocpanuuenue 00OPA306AHUSL OP2AHUYECKUX KUCAOM, NYMeM CHUNCEHUS NOCMYNIeHUs
benka HAmypaibHulX NPOOYKMOG UNU NOJIHOE UX UCKIIOUeHUue, NO BO3MONCHOCIU 8
meyenue 24-72 uacos ucnonvb3yiom moibKo CHeYUaIu3uposantovle nPOOYKmsl Ha OCHOGE
cmecell AMUHOKUCTION,

O ycuneHue OemOKCUKAYUOHHBIX MEeXAHUZMO8 OpP2aHU3Ma U npedomepaujerue smopuinoco
ucmoweHuss cobOCmeeHHo20 nyia KApHUmMuHa, nymem OOHOJIHUMENbHO20 66edenus L-
KAPHUMUHA,

O  60CCMAHOBIIEHUE KUCIONTHO-OCHOBHO20 PABHOBECUA OP2AHU3MA.

PekoMenayercss WHTEHCHBHas WHQY3MOHHAs Tepamus B CTAallMOHape B  IEPUOJ
MmeTabomuueckoro kpusa [7,19,20].

(Cunia pekoMeHaAanMu A; ypoBeHb YOeAUTEILHOCTH JoKa3aTeabeTB 1)

Kommenrapuu: Mumencuenylo mepanuro HeoOX00UMO HAYUHAMb HE3AMEOTUMENbHO 60

gpems 3a0601e8anUll, NPOMEKAWUX C GeOPUNbHOU TUXOPAOKOU, HOCNe BaAKYUHAYUU U
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Xupypeuueckux emewamenvcms. Pannee Hauano ummeHcusHozo neyeHus no3607sem
npeoomepamumys  pazeumue MmaxfceiblX He8pPON0SUHeCKUX HapyueHul y O00abuuHCcmea
nayuenmos ¢ erymaposoul ayuoypuet 1 muna.

0
IIpu nosenrenuu y 6016H020 NOBMOPHBIX pom, nosviuenus memnepamypul 38,5 C u bonee,
HeBPOI0SUYeCKUX PACCMPONCME NOKA3AHA CPOYHAS 2OCNUMANU3AYUSL 6 CMAYUOHAD.
OchosHble NPpUHYUNBL UHMEHCUBHOL MEPANUU 6 YCI08USIX CMAYUOHAPA NPeOCMABIeHbl 8

mabnuye 4.

Ta6auua 4 - OcHOBHBIC IPUHITUITBI TEPAIMU B YCIOBUX craionapa [7,19,20]

A. BoccTaHOBJIEHHE SHEPTEeTHYECKONH TOTPEOHOCTH

Kanopun [loBpieHne sHepreruyeckoil norpedHoctu 10 120% oT Bo3pacTHOM HOPMBI

120% (pacuer 0-6 7-12 MecsneB 1-3 roxa 4-611eT

JTUETHI HA MecsIe

KKaJ'I/KF/,Z[eHB)l B
98-128 | 96-109 98-109 96-98

b. BuyrpuBenHas uH(y3uOHHas Tepanus

Jexcrposa™ 20% | 15-20 r/kr/nenn

Kupwr 20% HavansHas no3a 1-2 1/Kr/neHs, €ciii BO3MOYKHO, IIOBBIIIEHHUE O35 10 2-3
I/KI/1eHn

Koppekmus DNEKTPOIUTH KPOBH HEOOXOIUMO TTOJICP)KUBATh HA BEPXHEH TPaHUIIC

DIIEKTPOJIUTHBIX | HOPMaJIbHBIX 3HAUYCHUI

HapyleHUun

WucynuHO [Tpu TpaH3UTOPHOM TUIIEPTIUKEMUH BbIie 150 MI/IUT W/WIH TIFOKO3ypHH

Tepanusi HOJIKITIOYAI0T HHCYJIMH ™ — cTapToBas no03a 0,05 ME uncynina/Kr/uac
(KOHTPOJIMPOBATh YPOBEHH KaJIMsI B KPOBH)

L-xapHUTHH 100-200 mr/kr/neHp

PubodnaBun 150 mr/nens

C. ITorpebHOCTD B O€Ke

HarypanbHbrit [TonmHOE HCKITOUeHHE OeTka MaKCUMaTbHO Ha 24-48 4acoB, B JAJIbHEHIIEM C

0eJIoK MMOCTENIEHHBIM BBeJIeHHEM B TeueHue 3-4 qaeit. Ecnu pebeHok HaxoauTcs Ha
HU3KO0-0€NIKOBOH aueTe 6e3 mprueMa aMHHOKHCIOTHBIX CMECEH, OCYIIIECTBIISIFOT
IIOCTENIEHHOE BBEACHNE OelKa B TeueHue 1-2 qHeld.

AMWHOKHCIIOTHBIC | AMUHOKHUCIIOTHBIC CMECH HAa3HAUYAIOT Per OS WM Yepe3 Ha30TacTPATbHBIA 30H,]

cMmecu (0e3 B no3e 0,8-1,3 r/kr/neHp

JIM31HA)

J. ®apmakorepanus

Xapomonwkaro- | I[Ipu nossimenue temMnepatypsl Boiiie 38,5C — ubynpoden™™ B go3e 10-15

II1E CPEJICTBA MI/KT/ZICHB

AnTHOakTepuanb- | HaznavaroT B 3aBUCHMOCTH OT TIPEIIOIAraeMOro MaTOreHHOTO areHTa B

Hasl Tepanus BO3PACTHBIX J103aX

[TporuBopsoTHEIE | MeTokmonpamun™ ™ B no3e 0,1 mr/kr (He Gosee 3 BBEIEHUH B CYTKH)

CpeacTBa
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Herupparanuon- | Eciu quypes Menee, ueM 3-4 MII/KI/1eHb, Ha3HAYAKOT PypoceMua’ " B 103€

Hasl Tepanus 0,5-1,0 mr/kr (He Oosee ueM, 3-4 UHBEKIIMH B JICHB) (CICIUTD 3a
ANIEKTPOJIMTHBIMH HAPYIICHUSIMU B KPOBH)

bukapbonar [Tpu BEIpOXKEHHOM aIH103€

HATPHUS

AHTUAITHAIIENITH- ITpu cynoporax HazHadaroT penobapouran™™ wimm GeHnTonn ™™ B BO3pacTHBIX

qyecKasi Tepanus J103ax

E. KoHTpoJb jKM3HEHHO-BaKHBIX (DYHKIMH U 1a00paTOPHBIX MOKa3aTenen

JKuznenno- YacroTa cepIeuHbIX COKPAIICHHI, YaCTOTA JbIXaTCIIbHBIX JBUKCHHA, KOHTPOJIb

BaKHbIe QYHKIUU | apTEPUATILHOTO JIaBJICHUSI, TEMIEpATyphl, nuypesa. [lpu yruereHun cozHanus-
OLICHKA YPOBHs CO3HaHus 110 wmikKaie ['iasro.

KpoBb ['moko3a KpoBH, TIOKa3aTeNN KUCIOTHO-OCHOBHOTO PABHOBECH S, KAJIBIIHH,
dhocdop, 00mmii aHaIM3 KPOBH, KPEaTHHUH, MOYeBrHA, C peaKTHBHBIN OEJIOK,
aMUHOKHCIIOTHI KPOBH, KAPHUTHHOBEIH cTaTyc, KpeaTuHPochOoKmHa3a,
JMIIa3a/aMuiasa, MarHuii.

Moua KeronoBble Tena, pH Moun, opraHnyeckue KuciuoThl

-Bo BpeMsl «3HIe()ATHUTONOMO0HBIX» KPU30B HEOOXOMMMO YBEIMYUBATH MMOCTYIUICHUE SHEPTHH 10
120% oT HOpMaJIbHOI 3HEPreTUUYECKON MOTPEOHOCTU B CYTKH, C LEJIbIO IPEAYNPEXKIECHUS Pa3BUTUS
HEBPOJIOTUYECKUX HapyLIeHUH, BO BPEMs OCTPBIX COCTOSHUH »HepreThyeckass HOTpeOHOCTh
Bo3pacraet Ha 30-40% OoT GU3HOIOTHYECKON HOPMBI;

2.y marmentoB ¢ Al Tpu JMXOpajKe ONMACHO IPHMEHEHHWE MApAETaMoNa, B CBS3H C
JIOTIOJTHUTEILHOTO MCTOIIEHWEM 3alaca IIyTaTHOHAa B OpPraHu3Me, SIBISIOUIErocsl €CTECTBEHHBIM
AQHTHOKCH/IaHTOM.

e PexomeHnayercs o00s3aTenbHOE HAOMIOACHWE HEBPOIATOJOra JUISI OHEHKH TSDHKECTH
HEBPOJIOTMYECKUX HAPYIICHUH M UX MOoCieayrolei koppekuuu [2,7,16,19,20].
(Cuna pexomennanuu C; ypoBeHb YoeIUTEIbHOCTH 10Ka3aTeNbCTB 1)
Kommentapun: Yacmoimu negporocuueckumu HapyueHUAMU A6IAI0MCs:
O 9KCcmpanupamuoHvie Hapyuienus (oonee uem 6 95% cayuaes, passusaromcsi nocie
nepeHecenHHo20 0CMpo20 MOKCUKO-MemaboIuiecko2o Kpusa),
o onunenmuueckue npucmynsi (4-40%);
o cyboypanvhvie kposousnusnus (10-30%);

O 6bICOKAA 6EPOAMHOCMb pA36UMUAL OeycmopOHHux apaxHou()aﬂbezx Kucm.

e Pexomenayercs hapmakoTepanus SKCTpanupaMUIHbIX HapyIIeHUH MpenapataMu U3 Fpyibl
OenzoaunaszenuHos [2,16].
(Cuna pexomennanuu C; ypoBeHb YOeIHTeILHOCTH T0Ka3aTeabcTB |1)

Kommenrapun: Ilpenapamamu nepoii ouepedu Onsi KOPPEKYUU MbIUEYHOU OUCTOHUU

u npenapamel u3z 2pynnel Oenzoouazenunos (Ouazenam’™*,

J1C, 8K

saensemcs  baxnogen
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KknoHazenam’ "), nanpasienHvle Ha KOPPEKYUIO 2eHEePAIU308AHHBIX U POKAILHBIX OUCTIOHULL

Hosza npenapamoé nodbupaiomcs UHOUBUOVAILHO CO2LACHO O0OWENPUHAMbBIM CMAHOAPMAM

mepanuu He8posocUdecKux HapyweHnui. MnmpamexanibHoe npumenenue bakioghena moxicem

ObIMb UCNOIL30BAHO NPU BLIPAIHCEHHBIX OUCTNOHUSX U CRACMUYHOCMU.

IIpenapamom emopoui ouepedu npu 8blpadsCeHHOM OUCMOHUYUECKOM CUHOPOME CUUMAemcs
o1C, 8K ]

npenapam Tpueexcughenuoun™ ", Komopwili Ha3HaAyaemcs oemsm 8 eospacme cmapuie 5

Jgem. prweHeHue AHMuUXoJIuHepecud4ecKux npenapanios Cﬂedyem ocparudueams 6 C6iA3uU C

PUCKOM NOAGITIERHUS UTU ycyey@zermu KOCHUMUBHBLIX U NCUXUYECKUX HapymeHuL?.

Pexomennyercst 6oTynuHoTepanus no nokaszanusm [7,16,20].

(Cuna pexkomenaanuu C; ypoBeHb YoeIUTeILHOCTH J0Ka3aTeabeTB |1)

Kommerapun: AremepnamusHvim memooom JiedeHuss msaxicenvix oKaibHblX OUCMOHUU U
cnacmuunocmu sensemes bomynomoxcun A™*. Odnaxo, ee credyem npumensmo cmpo2o
N0 NOKA3AHUAM U C OCHOPONCHOCMbBIO, MAK KAK NpU OJNUMENTbHOM NPUMEHEHUU 803MONCHO

Gopmuposarue maxicenou aymoumMmyHHOU peaKyuu.

PekoMmenayercs — M30MparenbHO 10 OKA3aHUSAM  Ha3HAYEHWE  aMaHTaJuHa
(TPUITUKIINYIECKHU# alaMaHTacaMiH) B BO3PACTHBIX J03upoBKax [2,20].

(Cuaa pexomengamuu C; ypoBeHb yoequTeIHLHOCTH H0Ka3aTe bCTB 1)

PekoMeHnayeTcss Tepamusi SMUJICITUYCCKAX TPHUCTYIOB C HHIUBUAYAJIBHBIM TOJ00POM
POTHBOCYIOPOKHBIX mpemnaparos [7,16,19,20].

(Cuuna pexomenauun C; ypoBeHb yoeauTeIbHOCTH J0Ka3aTeabeTB 1)

Kommenrapuu: Dnurenmuyeckue npucmynsi 603HUKAIOM Y HEOOIbUIO2O YUCIA NAYUEHIO8
80 6peMs UNU NOCle NePeHeCeHHbIX «IHYeDaIumonoooOHbIXy Kpu3os, moeym Obimb
OOHOKDAMHBIMU U He NOSMOPAMbCA 6 OalbHeliuem. B pade ciyuaes 3a snunenmuyecKkue
NpUCMynvl 8pauu OWUOOYHO NpUHUMAlOm 2pyovie eunepkunesvl. llpu uaruuuu cyoopoe
npenapamamu 6vibopa sensiomcs: genobapbuman’™®, denumour’™, xapbamazenun™*,

JiC, 8K
monupamam u ﬂamompuaofcun.

He pexomeHnayeTcst Ha3HA4aTh MpenapaThl COIeH BalIbIIPOeBOi kucaoTs [2,7,16,20].

(Cuua pexomenanun C; ypoBeHb yOeIUTeIbHOCTH T0Ka3aTeabCTB 1)
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KommenTapuu: sanvnpoamsi 6b16005mcs U3 opeanusma 6 8uoe 8aibnpOUIKAPHUMUHA, YMO
ucmowaem pezepé c60000HO20 KAPHUMUHA U YeHemaem pabomy OvbiXxamenbHou yenu

MUMOXOHOPULL.

4. PeaOnanranus

e PexkoMEHIyITCS CaHATOPHO-KYPOPTHOE JICYCHHE M peaOWIMTAIMOHHBIC MEpOIPHITHS B
cllyyae pa3BUTHUS HEBPOJOTHMYECKUX HAPYIIEHHH IO THUIY JETCKOro IepeOpaabHOro
napajguy, TOPAKEHHUS 3PUTEIBHOTO AaHAJIM3aToOpa, MEpOINPHATHS, HAIpPaBICHHBIC Ha
YIy4IIeHNE KOTHUTUBHBIX M PEUEBBIX (PYHKIUH, ICHXOJIOTO-TIEAarOrHuecKas KOpPeKIus.

5. IllpodunakTuka U AMCHIAHCEPHOE HAOJIIOIEHUE

IIpogpunaxmuueckue Mmepvl GKIIOUAIOM MEOUKO-2EHEMUUEeCKOe KOHCYIbMUPO8aHue u
NPEHAMANLHYIO OUACHOCMUKY, KOMOPAs NPOBOOUMCS ¢ NOMOWbIO MOAEKYISAPHO-CEHEMULECKO20
uccnedosanust GUONMama XOpuUoHa ¢ 8blsGIeHUeM Mymayuu coomsememeyiowe2o cena [2,15].

Heonamanvnuiii ckpunune 6 Poccutickou edepayuu e npo8ooumcsi.

THayuenmam c enymaposoii ayudypuei mun I yacmo nonaoarom 6 omoeneHue namoniocuu
Ooemell panHe20 B603PACMA, HEBPONIOCUYECKOe, UHQDEKYUOHHOe OMmOeNeHUs UIU PeaHuMayuro 8
COCMOSHUU SHYeDAIUmMono00OH020 Kpu3a (nepsuyHo2o uiu nosmopHozo). llpooonicumensrocms
20CNUMANU3aYUU 3a6UCUM OM CKOPOCMU  8epuuKkayuu OUdeHo3d, KOPPeKyuu memaboaudeckux
HapyuwleHutl nymem HNpPOBeOeHUs UHMEHCUBHOU Mmepanuu U HA4ana Nnamo2eHemuyecKoll
ouemomepanuu, a MaKdxice Om CPOKO8 NOABNEHUS NOJOHCUMENbHOU OUHAMUKU CO CHOPOHbI
YEeHMPATbHOU HEPEHOU CUCMEMbL U OPYeUX OP2aHO8, CKOPOCMU BOCCMAHOBICHUS OUOXUMUYECKUX
nokasameieti u 8 cpeOHem cocmasisiem 21 oenw.

Ilocne svinucku u3 cmayuonapa pebeHox OO0NHCEeH HAXOOUMbCSA HA dmane amoOyiamopHo-
NOMUKIUHUYECKO20 — HAOMI0OeHuss Yy  neouampd, He8ponamonozd, 2eHemuxd, O0JbHble ¢
CUMNMOMAMUYECKOU dNULENcuell Hys#coaiomcs 6 HabmoldeHuu snunenmonoza. Koucyromayuu
opyeux cneyuanucmos (ogpmanvmonoe, opmoneo, spau JICPK u 0p.) nHasnawaromes no nOKA3aHUsM.

Escemecauno  neobxooumo  nposooumsv — KOppeKyuro  J1euebOHo20  numauvus U
CUMNMOMAMUYECKOl mepanuu. Y nayueHmos, coonooarnwux cneyuuueckyio ouemomepanuno ¢
yenvlio NpoQUIAKMUKYU HeOOCMAMOYHOCMU NUMAHUS He0OX00UMO ONnpeodesimb KOHYEHMPAYUo

amMuHoKuciom 6 Kpoeu, 6 mom ducie u mpunmoqbaHa.
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Bcem b6onbHbiM nokasano onpeoenenue yposHs c60000HO20 KAPHUMUHA U AYUIKAPHUMUHOS

6 niasme Kpoeu uiu 6 ninHe 6blcyW€HHOZZ Kpoeu Memooom MmaHOeMHOU macc-cnekmpomempuu

(TMC) ona ewisagnenus 6mopuyHol KapHUmMuHo8ou Hedocmamounocmu. Heobxooumo ommemumeo,

umo ypoeeHb AYyUJIKAPpHUMUHOB MOHCEM NOBbIUUANbCA NPU HASHAYEHUU L-KapHumuHa.

Ioxazano nposedenue HeUpopaouosIocUYecK020 Ucciedosanus 201061020 mozea (MPT/KT)

npu ycmaHoejieHuu OMGZHOS’G, a makKoice nociie nepeHeceHHoco «3Hueqbaﬂumonodo6ﬁoeo» Kpusa.

Bcem 6onvnbim Heobxooum pezynsiphviil KOHMPOb 00We20 AHAIU3A KPOSU, OUOXUMULECKO20

amanuza Kpoeu ¢ ucciedogaHueM YpOBHS albOyMWHA, Kaiublus, ¢docdopa, TEUCHOUHBIX
TpaHcamuHa3 (Tabnuia 5).
Tabnuna 5 - bBuoxuMuveckuii ¥ HHCTPyMEHTAIbHBIA MOHUTOPUHT [19].

Yacrora uccrienoBanuii (Bo3pacr)

BuoxuMmunueckue nmapaMmeTpol Obocrosanue
P p Ha3HaYCHUI 0-12 Crapuue 6
1-6 net

MECSIIEB JIET
AMMHOKHUCIIOTHI (TU1a3mMa OrreHka o01ero Kaxneie Kaxnpie 3 | Kaxnapie 6
KpOBH) aMUHOKHCIIOTHOTO 1-2 Mecsia -12

craTyca MecsIa MecSIIeB

YpoBens Tpuntodana [IpenoTBpaienne HasznauaroT nanueHTam,

PE3KOr0 CHUXKECHHUS
TpunrogdaHa B KpOBU

HaXoaAIMMCA Ha JUETC CMCCIAMHA

AMHWHOKUCJIOT, JIMIIICHHBIX

TpunTodaHa v IM3UHA TPU

BO3HUKHOBEHHMH MPOOIIEM C

MUTaHUEM.

YpoBEeHb KAPHUTHHA [Tpodunakruka Kaxnpie Kaxnasie 3 | Kaxnbie 6-

(B M1a3Me WJIH CHIBOPOTKE BTOPUYHOI'O UCTOLIEHUS 1-2 Mecsdia 12

KPOBH) KapHUTUHOBOTO ITyJIa, MecsIa MeCSIIeB
KOHTPOJIb OCJIOKHEHUN

OO0muii aHau3 KpoBHU + [1;1aHOBBIN KOHTPOJIb Kaxneie 6 | Kaxngeie 6 | Kaxnasle 6

TEMOCHHIPOM MeECSIICB MeCSIIeB -12

MecsI1eB

Anb0yMUH KPOBHU [IpenoTBpamienue Haznavarot narmenTamM, UMM
PE3KOT0 CHIKEHUS Oelika | mpoOJIeMbl C MUTaHUEM

Kanbuuit 1 pocdop kposu [Tpodunaktuka Kaxnpie 3 | Kaxapie 6 | Kaxnpie
OCTEO0II0pOo3a, Mecsia MECSILIEB 12
TyOynonatuu MecsI1IeB

Acmapraramunotpancdepasa | [L1aHOBBIN KOHTPOJIb, Kaxneie 3 | Kaxnpie 6 | Kaxnabie

AnannHamMuHOTpacdepasza npoduIakTuKa Mecsna MECSIEB 12
MeTaboInYecKoit MecsIeB

T'amma-

JACKOMIICHCAIlluH
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FIYTAMWITPAHCICIITHIA3a

Heiipopanuonorugyeckoe
UCCJIEIOBAaHHE TOJIOBHOTO
mo3ra (MPT/KT)

KoOHTpOJIb CTPYKTYpHBIX
U3MEHEHUH TOJIOBHOTO
Mo3ra

[Ipu ycranoBiIeHHM 1HMarHo3a, a
TaKXke [0CJIe IEPEHECEHHOT0
«@HIIe(PATUTONOJOOHOT0» KpH3a

Edcecoono nayuenmam 00adxicHbl Npoxooums yenyOneHHyr0 OUCNAHCEPU3AYUIO 8 VCI0BUSX

OHe6HO20 CcmayuoxHapa (OaumenbHOCmy 2ocnumanuzayuu He menee 10 cymok), ede makoice

oCywecmeArmcs Heobxooumbie pea6uﬂumauu0HHble MeponpusiAnusL.

Pooumenu 0onsxcnvl 6bimeb 06yuensvl npasuiam opeaHu3ayuy mepanuu 8 MeXCnpPUCmynHblil

nepuoo u 8 nepuood yepo3vl Memaboauyecko2o Kpusa. ¥ pooumeneii pebenka u npu pebenke ece20a

00IJICHA ObIMb NAMAMKA C YKasaHuem HeOomJ0HCHblX Meponpuﬂmuﬁ 6 nepuod HadyuHarouiecocs

Mmemabonuuecko2o kpusa (maonuya 6).

Tabmuua 6 - MeponpusTus, HarpaBJIeHHbIE Ha IPEAOTBPALICHAE PAa3BUTHUS TIOBTOPHBIX

«oHIedamuTonoo0HIX» Kpru3os[7,20].

Meponpusitus

ConeprkaHre MEpONPHUSITHSI U METOJIbI UX peaTn3aluu

Ob6pa3zoBaHue 1 0OyueHue
poautenen

Ponurenu 10mKHBI OBITH OCBEIOMIICHBI O KIMHUYSCKOM TCUCHUU
3a00J1eBaHUS U €ro OCI0KHEHUAX. OHU JJOKHBI OBITH YETKO
MH(OPMHUPOBAHBI O TAKTUKE TEPAMMUU BO BPEMS Pa3BUBAOIIETOCS
«OHIIEPATUTONOJO0OHOTO» KPHU3a.

JleueGHO-TIPOCBETUTENBCKAS
paborta

HeobxonumMo obecrieunTh B 0053aTEIHHOM MOPSIKE
WHJUBUAYAIBHBIM POTOKOJIOM OCHOBHON METa0O0INYEeCKON 1
WHTEHCUBHOW MH(Y3MOHHOH Tepanuu poauTenei, Bpauei 1eTckoit
MOJIMKJIMHUKHY IO MECTY KUTEJIbCTBA NalueHTa. Ponurenu 1O KHbI
OBITH 0OOecTieueHb! JINTEPATYPOH 10 KIMHUYECKOH KapTHHE U
nedenuto ['Al. B neue6bHOM mpOTOKOJIE TOJKEH OBITh YKa3aH
HOMep TenedoHa Jeyalero Bpaya, ¢ KOTOpbIM MOYKHO CBSI3aThCS B
000e HE0OX0AMMOE TSI TTAITUEHTA BPEMSI.

SKCTpeHHaH MCIUILIMHCKAasA
IMoMoIib Ha JOMY

Poautenu noKHBI IMETh BCE HEOOXOAMMBIE JIEKAPCTBEHHBIC
CpelcTBa JiJIsl HayaJla MHTCHCUBHOM TepaIiuu Ha JIOMY.

Oobecrieuenue
MPEEMCTBEHHOCTH B JICUCHUU
(teTckast MOJMKITNHUKA,
paiioHHBIE OOJLHUIIBI,
MEeTa0OINYECKUM IIEHTP)

Bpauu neTckux MoMMKIMHUK/paliOHHBIX OOJBHUIL 0 MECTY
KUTEIbCTBA MAIMEHTA, JOJKHBI ObITh MMOCTABJICHBI B U3BECTHOCTH O
namnuenTax ¢ ['Al, 1 ”HCTpYKTUPOBAHBI 110 TAKTUKE JICUCHHUS.
NuauBuayanbHBIN TPOTOKOI M0 JICYCHHUIO MAIIMEHTA JOJKEH OBITh
OTOCJIaH B MOJIMKJIMHUKY/CTALIHOHAD 110 MECTY JKUTEIbCTBA
GOHBHOFO HE3aMCIJIUTCIIBHO IMOCJIC YCTAHOBJICHUS JUArHO3a.
WHTeHcuBHOE edyeHne JOKHO ObITh HaYaTo 0 NepeBoja
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OO0JIBHOTO B CHEIMATM3UPOBAHHBIA META0OIMYECKUH LIEHTD,
XOPOIIO BIAACIONINHI JICUCHHEM JaHHOW MAaTOJIOTHH.

Memununckas mnoMoIb B [Ipu BIe3/1e peOeHKa Ha OTIBIX (B PETMOHBI BAAIM OT JI0Ma),

BBIXO/THBIE, MTPa3THUYHbIC HEO0OXOMMO OTITPABUTH IO MECTY MPEOBIBaHUS OOJILHOTO peOCHKA

JTHU ¥ OTITYCKHOU MEepUoj MIPOTOKOJI UHAUBUAYALHOTO JICUCHHSI, HOMEP TenedoHa Jieyarero
Bpaya.

MeauiHcKast ITIOMOIIb BO [Ipy BO3HMKHOBEHNU WH(DEKITMOHHBIX 32a001€BaHNU 1 TTOBBIIICHUH

BpeMs HHPEKITMOHHBIX TEeMIIepaTyphl Tela 10 38,5°C POAMTENN NALUEHTA KAK MOKHO

3a0o0JieBaHui CKOpee, JI0JDKHBI TOCTABUTH B U3BECTHOCTH O CIYyYUBILIEMCS

JicHalicro Bpava.

MGI[I/II_II/IHCKaH moMouib 1pu HpI/I IJIAHOBOM XHUPYPIUYCCKOM BMCHIATCIILCTBE Bpaiu XUPYPTIH,
IJIAHOBBIX XHUPYPIrUuiCCKUX AHCCTC3MOJIOTH JOJIZKHBI OBITh I/IH(i)OpMI/IpOBaHI)I O KIMHUYCCKOM
BMCIIATCJIIBCTBAX TCUCHHUHN 38.6OJ'ICB8.HI/I$I, neqamﬂﬁ Bpa4d JOJIKCH OTIIPABUTL B

J03bl KApHHUTHUHA

XUPYPTHUECKUH CTALMOHAP IIPOTOKOJ IIOCICONEPALIMOHHOTO
BeJeHUs nanveHTa. OCHOBHBIMU PEKOMEHAALMSIMH SBIISIOTCS:
n30eraTh rojioJaHus, Ha3HAYCHHE PACTBOPOB TIIFOKO3BI M IBOWHON

6. lonosiHuTe IbHAsE MH(POPMALUS, BIUSIONIAS HA TeYeHHE U UCXOJ

3200JIeBAaHUA

Ecnu ouemomepanus u npumenenue L-kapnumuna nauamo  nepuoo HOBOPOICOEHHOCHU 00

paseumiis KAIUHUYECKOU CUMNIMOMAMUKL, moy OonbUUHCIEA nayuermoe 3abonesanue npomekaem

beccumMnmomHo. Hpu Hapyuweruu pe;comem)auuﬁ no HeOMJIONCHOMY JIeYeHUIO MemabonuyecKux

Kpu308 3abonesanue umeem HeOIA2ONPUAMHBIN NPOSHO3 C PA3GUMUEM CMPYKMYPHLIX USMEHeHUU

20JIOBHO20 M0O32d U npoepeccupyiou;eﬁ H€6p0]102u’~leCK011 CUMNMOMANMUKU.

Kpurepuu kauyecTBa OLleHKHA MeIUIIUHCKOH MOMOIIH

Ne| Kpurepuu kayecrsa

Cuia

peKoMeH1anuii

YpoBenb
y0eauTeJIbHOCTH
A0Ka3aTeIbCTB

1 | BeimonHeHO ompeeneHne ypoBHSI aMHHOKHCIIOT U
OpPraHUYECKUX KHUCIOT B CBIBOPOTKE KPOBU U
IIaTOJIOTUYCCKUX MeTaGOHI/ITOB MOYEC METOAOM
TaHJAEMHON MacC-CIEKTPOMETPUM TIPU IEPBUYHOM
JMAarHOCTHKE U Jjanee He pexe 1 pasa B ro.

B
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BrironnHeHa MarHUTHO-pE30HAHCHAsI TOMOTpadus B 1|
u/WIT KOMITbIOTEpHAst TOMOTpadust IPU TEPBUYHOM
JMarHOCTHKE U Jajiee He pexxe | pasa B rof.

BrinosiHeHa MoseKyIsipHas IMarHOCTUKA MYTAlUi B A |
reie GCDH npu nepBUYHON TUarHOCTUKE

[IpoBenena nuerorepanus ¢ OrpaHUYCHUEM JIM3UHA, B I
TpunrodaHa

[IpoBenena Tepanusi KapHUTHHOM B BBICOKHX J103aX B 1
BrinosiHeHa rocnuTanu3amnus B CTalMOHApP B CBS3H C A |

BBICOKMM PUCKOM HJIM HA4aBLIMMCS METa00INYECKUM
KpU30M

BrinonHeHsl peaOuiInTalioHHbIe MEPOIIPHUSITHS HE B 1
pexe 1 pa3a B rog
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IIpunoxenune Al. CocraB padoueii rpynnbl

BapanoB A.A. — akagemuk PAH, npodeccop, a1.mM.H., mouetHsiit [Ipencenarens Mcnonkoma
Coro3a neguatpo Poccun.

Hama3zoBa-bapanoBa JI.C. — akanemux PAH, mpod., n1.m.H., [Ipeacenarens Mcnonkoma
Cotoza neguatpoB Poccun.

BoposBuk T.J. — 1.M.H., npod., wien Mcnonkoma Coroza neauarpos Poccun.

BymyeBa T.B. — 1.M.H., wien Coro3a neguatpoB Poccun.

I'mo6a O.B. - x.M.H., wien Coro3a neauarpos Poccun.

Kypxkosa H.B. — k.M.H., uneH Coro3a neauarpoB Poccun.

3axaposa E.JO. — n.m.H., ipod., uien Poccuiickoro o61mecTBa MEAUIIMHCKUX T€HETUKOB
3BonkoBa H.I'. - x.M.H., uien Coro3a neauarpos Poccun

Ky3enkoBa JI.M. - 1.M.H., ipod., wieH Mcnonakoma Coro3a nenuatpoB Poccun.

. Kynes C.HU. - a.M.H., npod., unen-kopp. PAH, unen npasnenus Poccuiickoro oOmiectsa

MEIUIMHCKUX F€HETHKOB
Muxaiigosa C.B. — n1.M.H., dieH Poccuiickoro o0riecTsa MeIUIIMHCKUX T€HETUKOB
Huxoaaesa E.A. - 1.m.H., ipo., uien Poccuiickoro o61ecTBa MEAUIIMHCKUX T€HETUKOB
Hosukos I1.B. - 1.M.H., npo@., uien Poccuiickoro o6mecTBa MEAUIIMHCKIX T€HETUKOB
ITymkoB A.A. - x.6.H., wieH Coro3a neauarpos Poccun.

CaBoctbsinoB K.B. - k.0.H., unen Coroza neguarpos Poccuu.

KoH(pIMKT HHTEpEcoB 0TCYTCTBYeT.



IIpunoxenue A2. MeronoJiorus pa3spadoTKi KJIMHNYECKHUX PeKOMEHIa i

]_IeJIeBaﬂ AyJIuTOopUud JaHHBIX KIMHHYCCKUX peKOMeHL[aIII/Iﬁ:

J neauarpsl (koa crenuanbHocTd 31.08.19);

. BpayM oO0IIel ceMelHOM MpakTuku (ceMeliHas MeaunuHa) (ko cneruaibHocT 31.08.54);
) renetuku (kox cnenuansaoctu 31.08.30);
) auerosiord (kox crermaipaoct 31.08.34);

J HeBpoJioru (kox cnenuansHocTr 31.08.42);

) MEIUIMHCKHUE rcuxotoru (ko creransHocTi 19.00.04);

. nedexronoru (kox crermanbHocTH 44.03.03);

° CTYIEHTBI MeIULIUHCKUX BY30B, HHTEPHBI, OpIUHATOPHI;

Taoauua I11 — YpoBHU yOeIUTETHHOCTH JOKA3aTEILCTB

YpoBensb
yOeIUTEeNIbHOCTH

HcTOoUyHMK 10Ka3aTEILCTB

(1)

[IpocnekTrBHBIE paHAOMHU3UPOBAHHBIE KOHTPOJIUPYEMbIE UCCIEAOBAHUS
JloctaTouHoe KOJWYECTBO HCCIEAOBAHUN C JOCTATOYHOM MOIIHOCTHIO, C
y4acTHeM OOJIBIIIOTO KOJIMYECTBAa MAlMEHTOB W TOJyYe€HHEM OOJBIIOTO
KOJIMYECTBA JAHHBIX

Kpynneie mera-ananussl

Kak MHUHMMYM OJHO XOpOIIO OpPraHW30BaHHOE PaHIOMHU3UPOBAHHOE
KOHTPOJIUPYEMOE UCCIIEOBAaHUE

PemnpesenTaTrBHas BHIOOpPKA MAI[UEHTOB

1 (2)

[IpocriekTuBHBIE ¢  paHIoMH3anueil wiu 0e3  HCClIeIoBaHUA C
OFpaHquHHBIM KOJIMYCCTBOM AdAaHHBIX

Heckonbko nccienoBadnii ¢ HeOOIbIINM KOJIHYECTBOM [AI[IEHTOB
XO0poI1o OpraHu30BaHHOE MPOCIEKTHBHOE MCCIIEIOBAHNE KOTOPTHI
Mera-aHanu3bl OrpaHUYEHbI, HO POBEJEHBI HA XOPOIIIEM YPOBHE
Pe3ynbrarhl HE Mpe3eHTATUBHBI B OTHOILLIEHUH L[EJI€BOU MOIMYIISIIIII
XOopo1110 OpraHu30BaHHbBIE UCCIIEIOBAHUS «CIyUali-KOHTPOJIbY

11 (3)

HepannomuznpoBaHHbIE KOHTPOJIMPYEMBIE HUCCIIEIOBAHUS

HccnenoBanus ¢ HEIOCTATOYHBIM KOHTPOJIEM

PangomusupoBaHHbIE KIMHUYECKHE WCCIEIOBAHUS C Kak MUHAMYM |
3HAYATEITLHON AN Kak MHUHUMYM 3 He3HAUYNTEeTLHBIMHU
METOHO0JIOTHYECKHUMH OIIIMOKaAMHU

PerpocniexkTuBHBIC MM HAOJIIOAATEIbHBIC UCCIICIOBAHMS

Cepust KITMHHYECKUX HAOTIOICHHMIA

IIpotuBOpEUuBLIE  JAaHHBIE, HE  IO3BOJAIOIIUE copMHpOBaTH
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OKOHYATCJIbHYIO pEKOMECHAAIIUIO

1V (4) MHeHue  JKcmepTa/AaHHbIE U3

OT4YcCTa 3KCHepTHOI>'I KOMHUCCHH,
OKCICPUMCHTAJIBHO IMMOATBCPKACHHBIC U TCOPCTUICCKU 000CHOBAHHbIE

Tab6auna I12 — Cuia pekoMeHnamuit

Cuia
. | Onucanue Pacmmugposka

peKoMeHaanui
Pexomenpanus ocHoBaHa Ha
BBICOKOM YpPOBHE JI0Ka3aT€JIbHOCTU
(xak MuHUMYM | yOenurenbHas Mertoa/Teparnus IepBOii JINHUY;

A nyonukanus | ypoBHs 100 B COYETAaHUU CO CTaHIAPTHOM
JI0KA3aTeJIbHOCTH, [IOKa3bIBAOILIAS METOAMKON/Tepanuen
3HAYUTEJIBHOE [TPEBOCXOJICTBO
H0JIb3bI HaJl PUCKOM)

Pexomenanus ocHOBaHa Ha cpeiHeM | MeToj/Tepanus BTOpO JIMHUY;
YPOBHE JIOKa3aTeIbHOCTHU (KaK 00 MpHU OTKa3e,
MUHHMYM | yOenurenpHas IIPOTUBONOKA3aHUH, WIH

B nyonukanus |l ypoBHs Hed(PPEKTUBHOCTH CTAHJAPTHON
JI0Ka3aTeIbHOCTH, TOKa3bIBAIOIIAS METOJIMKH/TepParyH.
3HAYUTENIBHOE NIPEBOCXO/ICTBO PekoMeHyeTcss MOHUTOpUPOBAaHHE
HOJIb3bI Ha/l PUCKOM) NOOOYHBIX SBJICHUN
Pexomennanus ocHoBaHa Ha ci1aboM | HeT Bo3paskeHMi MPOTHB JaHHOTO
YPOBHE J0Ka3aTeIbHOCTHU (HO Kak METO/a/Tepanuy Uil HeT
MUHUMYM | yOenurenbHas BO3pa)XEHUN MTPOTUB MPOAOIKEHUS
nyonukamus |1 ypoBHs JTAaHHOTO METO1a/Tepanuu

C JI0Ka3aTeIbHOCTH, TOKa3bIBAOIIAS PexomennoBaHo npu oTkase,
3HAUUTENBHOE MPEBOCXO/ICTBO IIPOTUBOMNOKAa3aHUH, WIH
HOJIb3bI HA/l PUCKOM) UIU HEd(PPEKTUBHOCTU CTaHIAPTHON
HET yOeUTEeNbHBIX JaHHBIX HU O METOAMKH/TEepaInu, PH yCIOBUU
M0JIb3€, HU O PUCKE) OTCYTCTBUS MMOOOYHBIX 3(pPeKToB
OtcyTrcTBUE YOAUTETBHBIX
nyomukaruii |, 11 v 11 ypoBHs
JT0Ka3aTeNbHOCTH, MOKa3bIBAIOLINX
3HAYUTEJIbHOE MPEBOCXO/ICTBO

D MOJIB3bI HAJT PUCKOM, JTHOO He pekomenoBano
ybenutenbHble myonukanuu |, 11 umm
Il ypoBHs 10Ka3aTeIbHOCTH,

[IOKa3bIBAIOLINE 3HAUNTEIBHOE
IIPEBOCXOJICTBO PUCKA HaJl MOJIb30M
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AKTyaJu3anus JaAHHBIX KIHHUYECKUX PeKOMeHAaluii O0y/1eT MPOBOAUTHCS He pexe, YeM OIHH
pa3 B Tpu roaa. Ilpunsitue pemenuss 00 00HOBJIeHMH OyaeT NPHUHATO HA OCHOBAHHHU
Npei0KeHuil, MpeICcTABJIEHHbIX MeIMUNHCKUMHM NPO(ecCHOHAIBLHBIMH HEKOMMeEPYeCKUMH
OPraHM3alMsIMHU C YY€TOM Pe3y/ibTATOB KOMILIEKCHOH OIleHKH JIEKAPCTBEHHbIX Mpenaparos,

MEIUIUHCKUX U3/1eJIHi, a TAKKe Pe3yJbTATOB KJIMHUYECKOH anpodanuu.
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Ipunoxenne A3. CBsi3aHHBIE JOKYMEHTBI

[Ipukaz Munsgpasconpaszsutuss P® Ne 185 or 22.03.2006 roma «O maccoBoM
o0ciieIoBaHUM HOBOPOXK/IEHHBIX JIe€Tel Ha HACIIEICTBEHHbIE 3a00IeBaHUSI,

[Ipuka3z MunucrepcTBa 3paBOOXpAHEHUS U COLlMaIbHOrO pa3Butus PO ot 16 anpens 2012
r. N 3661 "O06 yrBepxaenuu [lopsiaka okazanus neauarpuyeckoi momomu"

[Ipuka3 MunucrepctBa 3apaBooxpaHeHuss P® «O6 yreepxnenuu Ilopsaka okasaHus
MEIHUIIMHCKOW TMOMOIIM OOJBHBIM C BpPOXKIEGHHBIMM H (WJIM) HACJEICTBEHHBIMH
3aboeBanusMu» OT 15 Hos1Opst 2012 . N 917H).

[Toctanosnenue I[lpaButensctBa Poccutickoit @enepamuu ot 9 anpens 2015 roma Ne333 "O6
yrBepxkaeHun IlpaBun  ¢opmupoBaHus TEpeyHs CHEUAIM3UPOBAHHBIX IPOAYKTOB

J1e4eOHOr0 MUTAHUS VI IeTe-UHBAIUI0B" .



IIpunoxkenue b. AJiropuT™ BeJeHUs] MALMEHTA

[TanmeHT ¢ nogo3peHueEM

Ha TIyTapoBYIO aluaypuro Tuil |

Y

JImarHoctuka
KoHncynpranus
Jnarnos
Mpo(UIHHOTO ToATBEpIRIEH?
CTHECHAINCTA

Huerorepanus
+J1€BOKapHUTHH

MonuTopuHT 1a00paTOPHBIX A
OKa3aTeyey nmanueHTa

Tepanust
sddexTuBHA

WHTeHcHBHAs Tepanus

A
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Ipuiaoxkenue B. UHpopmanus s nangueHTa

I'myrapoBas auuaypus Tan I — HacnencTBeHHOE 3a0oJieBaHKEe, 00YCIOBICHHOE MYTAIMsIMU B
reHe, komupyroomiem ¢epment rtiyrapmwi-KoA aerumgporenasy (GCDH). Jlepumut nmanHoro
dbepMeHTa IPUBOJUT K HAKOIJICHUIO B OMOJIOIMUECKUX JKUIKOCTIX U TKaHAX riiyrapoBoii u 3-OH-
JIYyTapoBOM  (3-THAPOKCU-TIIYTAPOBOM), KHUCJIOT OKAa3bIBAIOIIUX HEUPOTOKCHYECKOE JCHCTBUE.
OCHOBHBIMH ~ KJIMHUYECKHMH  CHUMITOMaMH  3a00JeBaHUS  SBISIIOTCS  MPOTPECCHPYIOIIHE
JKCTpanupaMuHbie HapymeHusa. ['A1 oTHOCUTCS K TOM rpynme HacleACTBEHHbBIX 3a00IeBaHUM, I
KOTOPBIX pa3pabdoTaHbl METOJIbl META0OINYECKOW KOPPEKLIUU, OJHAKO 3()PPEKTUBHOCTD JICUEHUS BO
MHOTOM  3aBHCHUT OT CpPOKOB YCTAHOBJIGHHS MpPAaBHJIBHOIO JWarHo3a ¥ Ha3HAuYCHHS
IIaTOT€HETUYECKOU TEepaluu.

[Mo3guss guarnoctuka ['Al, HecBOeBpeMEeHHass M HEKOPPEKTHAs Teparus MPUBOAAT K
TSOKENBIM M HEOOpaTHUMbIM JIBUTATEIbHBIM HApyIIEHUSM, a B HEKOTOPBIX CIIydasX, - K Tudenu
pebenka.

s I'Al pa3paGoTaHbl METOIbI MOJEKYJISIPHO-TEHETUYECKOW TUAarHOCTHKH, YTO MO3BOJISET
IPOBOJUTH MIPEHATAIBHYIO JUATHOCTHKY B CEMbSIX C OTSTOLICHHBIM aHAMHE30M.

B Poccuiickoii ®denepanun 1uarHocTUKa OCYIIECTBISIETCS MMyTeM CEJIEKTUBHOTO CKPHUHMHIA
NIpY HAJTMYWH TIEPBBIX CHMIITOMOB 3a0oJieBanust. HeoHaTanbHBIN CKPUHUHT HE TTPOBOIUTCS.

Crparerus Jie4eHus] HallpaBJeHa Ha KOPPEKIMIO METa0OIMYECKUX HAPYIICHUH KOMIUIEKCOM
MEpONPHUATHIA: KOHCEpBAaTMBHBIMM MeTOJaMM (TIaTOreHeTHuecKas IUeTOTepanus, JeBOKapHUTHUH,
puOodraBuH), XUPYPrUUeCKMMU METOAAMU IpU HEOOXOAMMOCTH (JIeUeHUE BHYTPUUYEPEIHBIX
KPOBOM3JIUAHUHN U KOCTHBIX JeopMaliuii), peaduInTalioOHHBIMI METOJaMH.

[TmanoBasi maroreHeTWYecKasl Tepamus 3HAYUTENFHO CHMKAET PHCK WX BO3HUKHOBEHHS,
OJIHAKO HE MPEeNOTBPALACT UX Pa3BUTUA. «DHyepanrumonodobnviey unu memaborudeckue Kpusbl
OOBIYHO Pa3BHUBAIOTCS B pAaHHEM BO3pAacTe, MPEUMYIIECTBEHHO /10 LIECTHU JIeT. 3ano3danoe ieyenue
Memabonuieckoeo Kpusa umeem cepbesHvle nociedcmeus. I103TOMy BaXHO 3HATh, YTO
MeTa0oIuecKasl JEKOMITEHCAIUs MOXKET BO3HUKHYTH BO BpeMsl HH(EKIIMOHHBIX 3a00JIeBaHMIA,
BaKIMHAIMY, ONEPATUBHBIX BMEMIATEIHCTB. TPEBOKHBIMH CHMITOMAaMH B TaKHX CIydasX MOTYT
ObITh: pBOTA, [Juapesi, TMOBBIIICHUE TEMIIEpaTypbl, HapacTaHHEe WM TOSABJICHUE HOBBIX
HEBPOJIOTUYECKUX HAPYIICHUH.

HMuTeHcuBHAs Tepanus HA JOMY
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[Ipy Hamuuuum y GOJBHOTO C TIyTapoBod amuaypuei tum [ GpeOpuabHON TUXOpaaKu HIDKE

38,5°C u OTCYTCTBHM TaKMX CUMIITOMOB Kak, pBOTa, OTKa3 OT €/bl U PA3JIMYHBbIX HEBPOJOTMYECKUX

HapyIlIEHUH TMOKa3aHO IMPOJIOJKEHHE OCHOBHOM METa0OIMYEeCKON Tepanuu W MaKCUMalbHOE

OTpaHHYEHUE TTOCTYIUICHUS HATypaIbHOTO OeKa ¢ MUIIei Ha Cpok 10 12 yacoB. B manHbIi mepuon

H€06XOI[I/IM OCMOTpP Bpayda KaxXAbIC 2 4aca c OHGHKOﬁ YPOBHA CO3HAHUA, HCBPOJOIHYCCKOr'o Craryca

H KOHTPOJA TEMIICpaTypHhl. HpI/I CcTaOMJIILHOM COCTOSTHHU ImauceHTa Ha HIPOTAKCHUU BCCIro

Ha6JIIOILaeMOFO nepuoaa nMpoaA0JLKAOT IJIAHOBYIO MeTa6OHI/I‘ICCKy10 TCpaIrioO U NOCTCIICHHO BBOAAT

HaTypaJIbHbII O€JI0K J10 pa3peleHHON HOpMbI B TeueHue 24-48 yacos (Tabauna 1).

Taoauua 1 - OcHoBHbIe npuHIHIEl Tepanuu Ha goMy ( Kolker S. et al. 2007)

A. YrieBoasl ManbToIeKCTpUH

Bospacr % Kxain/100mn O0BeM KUAKoCTH (MIT) B ICHb Yepe3 POT

0-1 10 40 Muu. 150 mir/kr

1-2 15 60 120 mn/kr

2-6 20 80 1200-1500

Crapure 6 WHTeHCHBHAS Tepamnus MPoI0JDKASTCS B TOM ke 00beMe, 9To U B Bo3pacte (-6
JIET, BO3MOKHA WHIUBUAyaIbHAs afanTaius o0beMa U 10361

B. benox

benok HatypaabHBIX ITonnas ormena 6enka ot 24 110 48 JacoB, Jajiee ¢ MOCTEIICHHBIM

IPOJTYKTOB TTOBBIINIEHUEM JI0 HEOOXOIMMOTO KOJIMYECTBA OEJIKa B CYTKU

Criennann3upoBaHHbIE Crieninanu3upoBaHHbIE CMECH AMHUHOKHCIIOT Ha3HAYaIOT COTJIACHO

CMECHU aMHUHOKUCIIOT

pa3paboTaHHBIM CTaHJApPTaM JieueHus 3aboeBanus (Tabnuia 2)

C. ®apmakoTrepanus

L-Kapautun

Iobienue no3s! L kapauTHHA B 1Ba pa3a: 200 Mr/Mr/cyTku yepes
poT

Kapononmxkaromue
cpeacTBa

TIpy MOBBIIEHUH TEMIIEPATyphI Tesia cBbiure 38,5°C moka3aHo
Ha3HaYeHHE >KapOIMOHIKAIOIUX CPE/ICTB, B TOM 4Hclie, HOynpodeH, B
no3e 10-15 Mr/kr/cyTku, MakCUMajabHOE Ha3HAYSHHE Mpernapara J1o 3-
4 pa3 B cyTkH # He Oosiee yeM 30 MI/KT/CyTKH.
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Hpuioxenue I'l. Heitpopaguonoruyeckue usmeHenusi (MPT) rosioBHoro mosra

y nanueHToB ¢ I'A Tunl.

.009:01 NO C 2003709718 16:37:35

Pucynok A. DddexT «HaaKymeHHOro si0J0Ka» WIH «KPbUIHEB JIeTyuei MbIm» [2].



Pucynok B . CyOnypanbHble remaToMsl [2].

11 M 3086
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IIpunoxenue I'2. Pekomenayembie HOpMbI MOTpeOJIeHUs1 0ejIka W CpeHee
coJep:KaHue JIM3MHA B PA3JIMYHbBIX MUIIEBbIX NPOAYKTAX (CIIPABOYHAS

nHdopManus 1JIsi COCTaBJIeHHs JJedeOHoro panuona namuentam ¢ I'A tum |)

Ta6auna 1 - PekomeHyemMbie HOpMBI TOTPEOJICHHsT Oelika I 3I0POBBIX JAETEH Pa3IMuHOTO
Bo3pacTa [1,3,18,22]

Bo3spact RDA CIIA* BO3° EBpocoo3° Poccus”
(r/xr/cytkn) | (T/Kr/cyTKm) (r/Kr/CyTKN)

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

6-12 Mmec 1,6 1,21 1,6 2,6-2,9 (1/kr/CcyTKN)

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

2-3 rona - - - 42 r/cyT

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

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

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

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

Manpuuknl4-18 ner 0,9 0,69 0,9 87 r/cyr

JeBouku 11-14 mer 1,0 0,76 0,95 69 r/cyT

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

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

[TpoayKkThl CopepxaHue TU3MHA JInzun/6enok
(% ot obmrero 6enka) (Mr/T Genka)
Pri0a 9 90
MsicO ¥ MSICHBIE TIPOJTYKTHI 8 80
I'py1HOE MOJIOKO 8 80
KopoBbse MOJIOKO 1 MOJIOYHBIE ITPOTYKTHI 7 70
Sitna 6 60
Kaprodens 6 60
Cost 1 COeBbIE TPOAYKTHI 6 60
Opexu 2-8,5 20-85
DpPYKTHI 2-6,5 40-65
Osouu 4-6,5 20-65
X11e0 1 3epHOBbIE MPOAYKTHI 2-4 20-40
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IIpunoxenne I'3. Kommiieke o0si3aTe/IbHBIX MepPONPHUATHI, KOTOPbIE OJKHBI

OBITH NPOBEJAECHBI MAIMEHTY MOCJIe yCTaHOBJIeHus auarnosa I'A1l

BozpacTt 0osbHBIX feTei
0-6 7-12 1-3roma | 4-6 ner | Crape 6 et
MECSIIICB | MECSIICB
Jluemomepanus

N3beratpb
YpE3MEPHOTO
MOCTYILJICHUS

Jlu3uH Genka HaTypaIbHBIX 100 90 80-60 60-50 | Oenka.

IPOAYKTOB MI/KI/CyT Ynorpebiath
MPOIYKTHI C
HU3KUM
coZiepKaHuEM
JM3UHA
(Dewey et al
1996)

Tpunrogan Oenka HaTYpaTbHBIX 20 17 17-13 13 13

MPOJYKTOB MI/KI/CYT

benok HatypanbHbIi (T/KT/CYT) 1,4-1,3 1,5-1,3 1,4-1,3 1,3-1.1 1,3-1,1

benok 3a cuer CIT* (T/kr/CcyT) 1,3-0,8 1,0-0,8 0,8 0,8 0,8

benok (obmuit) (r/Kr/cyT) 2,7-2,1 25-21 2,2-2,1 2,1-19 2,1-19

DHepreTryeckas EHHOCTb 115-80 95-80 95-80 90-78 90-78

(KKaJ/Kr/cyr)

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

OcHosnasa memabonuyeckas mepanus
KapHUTHH MI/KT/CyT | 100 | 100 | 100 | 50-100 | 30-50

*

CIIeNMATM3UPOBAHHBIN TTPOYKT HA OCHOBE aMHHOKHUCIIOT 0€3 JTM3UHA U TpUnTodaHa.
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Ipunoxenne I'4. PaciinppoBka npumedaHuii
* — JleKapCTBEHHBIN mpernapar, BXosuii B [lepedeHp KU3HEHHO HEOOXOJAUMBIX M BaKHEHIINX
JIEKapCTBEHHBIX IIPEMapaToB Ui MeAuIMHCcKoro mnpumeHeHuss Ha 2016 rox (Pacmopsbkenue
[TpaButensctBa PD o1 26.12.2015 N 2724-p)
% — JlekapCTBEHHBIN Mpemapar, BXOAsAMA B IlepedeHb JIEKaPCTBEHHBIX MPENapaToB Ui
MEAMIMHCKOTO IMPUMEHEHMs, B TOM YHCJIE JIEKAPCTBEHHBIX IPENaparoB s MEAUIMHCKOIO

MNPUMCHCHHA, HA3HAYACMbBIX I10 PCHICHHIO Bpa‘le6HbIX KOMMCCHUH MCOULIMHCKHNX Opl"aHI/ISaI_[I/Iﬁ

(Pacnopspxenue [IpaBurensctBa PO ot 26.12.2015 N 2724-p)



