Knunuueckue PEeKOMEHAaI NN

JIpyrue BuAbl HApyIleHHsI 00MeHa AMHHOKHUCJIOT
C pa3BeTBJIeHHOI Henblo (MeTHIMAIOHOBASI
anuaeMus /anuaypusn)
KonupoBanue no Mexaynapognor E71.1

CT'dTI/ICTI/IIICCK()ﬁ KH&CCI/I(bI/IKaL[I/II/I

0oJie3HEel U MPOOJIEM, CBSI3aHHBIX
CO 3/I0POBBEM:

Bospactras rpynma: Jletu/B3pocibie
[on yrBepxnaenus: 202 _

Paiﬂpa6OT‘IHK KJIMHUYECKOU PECKOMCHAAIINH:
e Coro3 nexguarpos Poccun

L4 ACCOI_[I/IaI_II/ISI MCIUIIMHCKHUX T'CHCTUKOB



OraaBJjieHue

(03107 (610 Q18] N L2011 (S350 1 SO PP PPPPPPPTP 4
TEPMUHBL H OTIPEIICIICHUS ... uvviitiissitiessitis it s ba s b b e a e s e e s e e s b e e s s b e e s s ab e e b b e e s b b e e sb b e e bb e )

1. Kparkas undopmarus mo 3a00JI€BaHUIO WIM COCTOSTHUIO (TpyIIie 3a00JIeBaHUHN WIIM COCTOSTHUI) 6

1.1 Onpenenenne 3a007€BaHUs HIIA COCTOSIHUS (TPYIIITBI 3a00JICBAaHUN WM COCTOSTHUM)........ ... 6
1.2 DTuonorus u naTorenes 3a00JeBaHUs WIN COCTOSHUS (TPYIITBI 32a00JI€BaHUN WIIN COCTOSIHUI)
........................................................................................................................................................... 6
1.3 Dnuaemuonorus 3ad01eBaHus UM COCTOSIHUSA (TPYTIIIbI 32001€BaHUI UIIU COCTOSIHUMN) ........... 7
1.4 OcoOeHHOCTH KOAMPOBAHUS 3a00JI€BaHUS HITH COCTOSTHUS (TPYIITBI 3200JIC€BaHUN MITH
COCTOSIHUI) 10 MexXayHapOqHON CTAaTUCTUYECKON Kilaccupukanuu 60sae3Hel u npooiem,
cBs13aHHBIX CO 3M0POBBEM (MKB-10) ..ot 7
1.5 Knaccudukarus 3ab6oeBaHus WU COCTOSIHUA (TPYMIBI 3200J€BaHUM HIIA COCTOSTHUM) .......... 7

1.6 Knuauueckas kapTuHa 3a001€BaHMsI UM COCTOSIHUSL (IpyIIIIbI 3200J1€BaHUI WIIM COCTOSIHUIM) 7

2. JlnarHocTrka 3a00J€BaHUS WA COCTOSIHUS (TPYTIITBI 3a00JI€BaHUNA WIIM COCTOSTHUI),

MEUITMHCKUE TIOKA3aHMsI M MIPOTUBOIIOKA3AHMS K TPUMEHEHUIO METOJIOB JTMATHOCTUKH .....vveevvvesns 12
PRI, (G:1) (010 S 005 =12 71 02 (<ic PR 12
2.2 OUBUKATIBEHOE OOCIIEIOBAHIIE ... .eeeeeerersnnssseessseesssannssssesssesssssnnssessseessssssnsteeetesesstsnnnnreeeseeesssnn 13
2.3 JIaGopaTOpHBIE THATHOCTUYCCKUEC MCCIHCTOBAHM «vvvvvressrreesstrsessseeesssenesssenssssesssssesssssessssseesnsns 14
2.4 IHCTpyMEHTAaIbHBIE JUATHOCTUUECKUE UCCIIEIOBAHMSL ... veevvviereeneesnreesneesnneennneasneessneanneennneanns 17
2.5 IHBIE TUATHOCTHYECKUE MCCIEIOBAHIIS ... vvvvvveeeeeeessieistsreeeesseessssassssresssssssssaisssresssssesssssssssssens 19

2.5.1 KoHCynbTanuy ¥ HAOIIOICHUE CTICTIHATTHCTOB .....veeutveasreetressreesseeasseesseessseesseessneesneesnneessns 19
2.5.2 InphepeHINATBHAST TUATHOCTHKR «....veeureeesreeseessreessesasneessesssneessesasseessessnneessnssnessnnssnnesssnes 21

3. Jleuenue, BKiItOYask MEJUKAMEHTO3HYIO U HEMEIUKAMEHTO3HYIO TepaIuy, IUEeTOTEPaIuIo,
00e30011BaHNe, MEUIIMHCKUE TOKA3aHUS U IPOTUBONOKA3aHNs K IPUMEHEHHIO METOIOB JIEUEHUs

............................................................................................................................................................ 21
3.1 KOHCEPBATHUBHOE JIEUEHHE .....oeeiuviiiieiiiiiiieitis st sits st sis st s b s sba s b b s an e s 21
RO O B (0 W0 S 000476 O PRSP PRPUR PRI 21

RN DALY (591158 €0 () U0 k3 (0 1oqi (ke (=) £ 0 (TN 25
IV €710} 0 b (O OIS (o (S 1 (ST PR TR TRN 32

R IR I 1 (V) (1 (S5 212 (TSP PRSP 34

4. MeaunuHckas peadMInTanus 1 CAaHaTOPHO-KypOPTHOE JieUeHUe, METMIIMHCKHE TTOKa3aHus U
NPOTHBOINOKA3aHUs K IPUMEHEHHIO METOA0B PeaOUIIUTALIMH, B TOM YHCJIE OCHOBAHHBIX Ha
MCIIOJIb30BAHUU MPUPOTHBIX JIEUEOHBIX (DAKTOPOB .....vvierierireasreesseeasieessreaneesseeaneesnneaneessesanneennnesnns 34



5. IlpodunakTika 1 AUCIIaHCEPHOE HAOMIOICHHE, METUIIMHCKHIE TTOKAa3aHUs M IPOTUBOIIOKA3aHU K

MIPUMEHEHUIO METOIOB TIPOMIITAKTIIKH ...vvveeuvvvessseiesssaesssseeessssasssseessnseessssesssssesssssesssssesssssessssnessnsnesans 35
5.1 TIPOMUITAKTIIKA ......vveteeitiiieesie ettt bbbt bbb e n e nbe e n e 35
5.2 JIACTIAHCEPHOE HAOITEOECHIIC ... .. vveeuteesreanteeaseeeueesuseanseessseasseessseanseessseanseessssanseesseeansessnnesnsesssnes 36

6. Opranu3anusi OKa3aHUsI MEAUITUHCKOM TIOMOIIIH «....uvvvveeesssrreeesssssneesssssnesssssssssesssssssesssnssseessansseees 40

7. HononuuTenbHas nadopManus (B TOM 4rciie GaKTOpPhI, BIUSIONIME HA UCXO]T 3a00JIEBaHUS WIIN

oo 1o (o) 1 176 ) PO OO TP PRSPPI 42

Kputepun o11eHKM KaueCTBa MEAUIIMHCKOM TTOMOIIIH «.....vvvesereenseessreasseessreesseessesssnessnnesnseessessnseessnesnns 43

L0107 (6100 Q0 14 Y= 0121 140 ) 5 ST 44

[Tpunoxenue Al. CoctaB pabodeii rpymmbl 1o pa3paboTKe U MEPEeCMOTPY KIMHUYECKHUX

OISOV (5] 01 11 1 2 ST O TSRO PPRT PP 50

[Tpunoxxenne A2. Metonosorust pa3paboTKU KIMHUYECKUX PEKOMEHAALMM ...oovvveevernreeniernneenieennns 95

[Tpunoxxenne A3. CripaBo4HbIE MaTE€pHUAIIbL, BKJIIOYAsl COOTBETCTBUE MOKA3aHUHM K IPUMEHEHUIO U
IIPOTUBONOKa3aHU, CIOCOOOB MPUMEHEHMSI U 103 JIEKAPCTBEHHBIX MPENApaToB, MHCTPYKIIUH 110

IIPUMEHEHHUIO JIEKAPCTBEHHOTO TIPEIIAPATA. 1..vvisiriisrissieisssessiisssbesssassbassaasssbsssbassnassbassbessbassnassras s 58
[Tpunoxenne A3.1. Cxema MeTabOIMYECKUX MPOIIECCOB MTPH METHIMAIIOHOBOM AI[UIEMHUH. .......... 61
[Tpunoxxenue A3.2. Hopmbl pu3nonornyeckoil noTpedbHOCTH B OCHOBHBIX IUIIEBBIX BELIECTBAX U
)3 (500 %07 01 016 e 31 (0 1)) 3 0. Q01 (<1 <) PP 61
[Tpunoxenne A3.3. IloTpeOHOCTh B METHOHUHE, TPEOHUHE, BAJIMHE, H30JICUIIMHE Y MAIIUCHTOB C
METHIMAJIOHOBOM allUJAEMHUEN B 3aBUCUMOCTH OT BOBPACTA. ..ovvveiriiirieiiinsiissiissiissinssnnsssassnessinssnns 65
[Tpunoxxenne A3.4. [Ipumepsl pacdeToB NUTaHM U1 MALIUEHTOB MPU UHULMALMNA JUETOTEPAINN.
............................................................................................................................................................ 69
[Tpunoxenne A3.5. IlpumepHbIit CyTOUHBII HAOOP MPOAYKTOB, €r0 XUMHUECKUI COCTaB U
SHEepreTHYeCcKas EHHOCTD JUIS JIETSH OIMKOIBHOTO BO3pacTa ¢ METHJIMAJIOHOBOU allUIeMHEH. .... 72
[Tpunoxenne A3.6. Merabonndeckuii KOHTPOJIb, MOHUTOPUHT AUETHUECKOTO JIEUCHHUS,
HYTPUTUBHOTO CTAaTyCa U BO3MOKHBIX OTJAJICHHBIX OCIIOKHEHUHN 3200TEBAHU «....evvvveeverenreereeennns 73
[Tpunoxxenue B. THPOPMALIHS ITIT TIAITACHTA .....vveeevveesieiesiriesteeesseeesseeessseesssseessnsessssneesssnessssneeans 79
[Tpunosxenue I'. llIkanel OLIEHKH, BOIPOCHUKH U APYTUE OLIEHOYHBIE HHCTPYMEHTBI COCTOSTHUS
NAUEHTA, IPUBEIECHHBIE B KIMHUYECKUX PEKOMEHIALIMSX . ..reeureeereesreersreanreessreaneesnneaneessesaneenseesnns 84



Cnmcok cokpameHui
JHK — ne30kcupuOOHYKIEHHOBAsI KUCIIOTA
KIIC — KHUCIOTHO-IIEI0YHOE COCTOSHUE
MPT — marautHO-pe30HaHCHast ToMOorpadus
TMC — meTof TaHAEMHOU Macc-CIIEKTPOMETPUN
CIUIIT — cnenmanu3upoBaHHOE JIeYeOHOE MUTAHUE
MMA — MeTHJIMaJIOHOBAs aIlUACMUs/aliiaypHst
VY3U — ynbTpa3ByKOBOE UCCIEIOBAHUE
® — menouynas pocdaraza
OKI' — anekrpokapauorpadust
Ox0KI" — sxokapauorpadus

39" — snektposHuedanorpadus



TepMuHbI U onpeaeIeHUs

FeMOIlI/Ia.]'[I/B — MCTOA BHCIIOYUCHHOI'0 OYHUILCHHA KPOBH, BO BPEMA KOTOPOro HNpOUCXOINT
YAAJICHHUC u3 opraHudMa TOKCHYECKHUX IIPpOAYKTOB obMeHa BCIIIECTB, HOpMaJInu3alus
HapymeHI/Iﬁ BOAHOI'O U 3JICKTPOJIMTHOI'O 6a.]'IaHCOB, IIpyU 3TOM OYHIICHHUEC KPOBHU OCYHICCTBJIACTCA
Yyepe3 UCKYCCTBEHHYI0 MEMOpaHy ¢ MPUMEHEHHEM anmapara «MCKyCCTBEHHAs TOUKay.

MeTtaboanvecKkuid Kpus3 — KPpUTHYCCKOC, yrpoxxaromec KHU3HHU COCTOsSIHHC,
CIIPOBOIIMPOBAHHOE HEOJArONPUATHBIMUA (DaKTOpaMH, OOYCIIaBIIMBAIOIIUMHU YCHJIEHHE IPOIIECCOB
KJIETOYHOI0 KaTraboJiM3Ma C HAKOIJIEHHEM TOKCHYHBIX META0OJMTOB U IMPOABJIAOIICECA OCTPO
BO3HUKIIIEH HIIE(AIONaTHEH, TPUCTYIIaMH PBOTHI, CyJJOPOTaMHU.

HepI/ITOHeaJ'IbeIﬁ ANAJTNA3 — MCTOJ BHCIIOYCUYHOT'O OYUIICHUA KPOBHU, BO BPEM KOTOPOIO
MMPpOUCXOAUT YHAJICHUC M3 OpraHnu3Ma TOKCHUYCCKUX ITPOAYKTOB obMeHa BCIICCTB, HOpMAJIU3allusl
HapyI_HeHI/Iﬁ BOJHOI'O U JJICKTPOJIUTHOI'O 6anch013, IIpu 5TOM OYHIOCHUC KPOBH IIPOU3BOIHTCA 34
CU€T CMEHBI CHEIMAJIbHBIX PACTBOPOB B OPIOIIHOM TMOJOCTH, a B Ka4eCTBE MEMOpaHBI BHICTYIAET

OpromnirHa narueHTa.
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1. KpaTkasi ungopmManus mo 3a00J1eBAaHNI0 UM COCTOSTHUIO (TpyIme

3a00J1eBaHUI MJIH COCTOSIHUH)

1.1 Onpenejaenune 3a00J1eBaHUsI UM COCTOSTHUS (IPYVIIBLI 3200J1€eBAHMIT HJIH COCTOSTHU)

MetwimManoHoBass auuiaemus (auuaypus) — TEHETHYECKHM TeTeporeHHas rpynna
HACJIC/ICTBEHHBIX OPTaHUYECKUX AIMIypHil, CBSI3aHHBIC C HAPYIIEHHEM OOMEHa METHIMAIOHOBOM
KHUCIIOTHI U KoOanamuHa (BuTamuHa B12), compoBoskarolyecss HapylleHHeM MeTadoin3Mma psjaa
AMUHOKUCIJIOT (M30JICHLIMH, BaJlUH, TPEOHUH, METHOHHH), XHUPHBIX KUCJIOT C HEUETHBIM YHUCIIOM
aTOMOB YIJIEpOJia U XOJIECTEPUHA.

1.2 DTHOJIOrus ¥ IATOreHe3 3a00J1eBaHUs MJIM COCTOSIHUS (TPVIIIbI 3200J1€BAHUI MJIH

COCTOSTHM )

Knaccuueckast ¢dopma 3aboneBanusi oOycnoBieHa nepuuuToM MeTuManoHuI-KoA MyTtassl,

Benencreue Myrtanmuit B reHe MUT. T'en kaptupoBan Ha 6p2l. 3aloneBaHMe XapaKTepu3yeTcs
noJHBIM (mut0) WM 9acTUIHBIM (Mut-) OTCYTCTBHEM aKTUBHOCTH (epMeHTa. JlanHas dopma, kak
NPaBUJIO, SIBIISIETCSI PE3UCTEHTHOHN K Tepanuu BuTaMmuHoMm B12.

Onucanel popmbel MMA, conpoBoKAaroOIUecs: HapylUIeHHneM MeTadoiau3Ma BUTaMuHa Bio:
METHJIMAJIOHOBAsl allWAeMHus, OOYCIOBJICHHAs HapylIeHHeM oOMeHa ajeHo3uHKoOanamuHa ChIA
BenteacTBre Mytanuii B reie MMAA (4031.1-q31.2), MeTuIMaaoHOBast aliueMus, 00yCIOBICHHAS
HapylieHrneM oOMeHa ajieHo3uHKoOanamuna chlB BenenctBue mytarmii B reie MMAB (12924) —
yKa3aHHbIE (OPMBI SBISIOTCS YyBCTBUTENIBHBIMU K Tepanmuu BUTaMuHOM B12, u meTnnmanoHoBas
anuemMusi, o0yciIoBiIeHHas NeUIMTOM MeTHIManoHWI-KoA snmumepasbl, BClIeACTBUE MyTalUuil B
reae MCEE (2p13.3), npu koTOpO#i KOHIIEHTpalus BUTaMrHa B12 B mra3mMe HaXOAUTCs B TIpeeiax
HOpMaJIbHBIX BenmuunH. KpaifHe penko BcTpedaeTcsi popMa METHIMAIOHOBOH allMIypHH, CBSI3aHHAS
C HEJIOCTAaTOYHOCTBIO pelenTopa TpaHckobanamuna u Mytanueit rena CD320, koTopslit kapTupoBaH
Ha 19p13.2.

MeTtuiMaioHOBas Uy pusi C TOMOIMCTUHYPHUEH BKITFOUaeT Tpu GpopMbl 3adosieBanus: ChIF,
obycnoBnennas myranusimMu reia LMBRD, ¢opma cblD — wmyrtamusimu resa MMADHC, ¢opma
cblC — myrarussmu rena MMACHC.

Tun nacnenoBanust MMA mpu BceX T€HETHUECKUX BapHAHTaX — ayTOCOMHO-PELIECCUBHBIMN.

[TaTorenez 3a0oneBaHMs CBsS3aH C HAKOIUICHWEM TIPOM3BOJHBIX METHIMAIIOHOBOW U

MIPOMIMOHOBON KHUCJIOT BCIEACTBHE OJOKMPOBaHUS OOMEHAa Ha YPOBHE IMepexoja MEeTHJIMaJOHWII-



KoA B cykumnun-KoA. IlpeamecTBeHHUKaMu NPONMMOHATOB B OPraHU3ME CIIY>KaT aMHUHOKHUCIIOTHI
W30JICHIIMH, BajJMH, TPEOHHMH M MeTHOHHMH (50% 0OIIero KoJudecTBa MPOMHUOHATOB), >KHUPHBIC
KHCJIOTBI C HEYETHBIM YHCIIOM aTOMOB yriepoja ©u xosiectepuH (25%); ocranmpHas 4YacTh
IPOMHOHATOB 00pa3yercss B KHIICYHUKE B pe3yjbTaTe JEATEIbHOCTH SHAOTEHHON (IIOPHI.
Hakomnienne opraHu4eckux KHCIOT (TIPOMMOHOBOW, METHJIMAJIOHOBOM, METHJUIMMOHHOM W Jp.)
BEJET K TSDKEJIOMY  MeTabOJIMYecKOMYy  KETOalul03y, BTOPUYHONH THUIEPAMMOHHEMHH,
TUTEPIIIMIIMHEMUY, THUIOTIIMKeMHUH. [lOBBINICHHBI ypOBEHh B KPOBH M BBICOKAs IOYCYHAS
OKCKpELHUsi TMPONUOHUIIKAPHUTHHA OOYCIOBIMBAIOT MCTOIIEHUE 3alacoB KapHUTHHA U  €ro
BTOpUYHbIA  gedummr. Cxema  MeTabONMYECKUX  HApYyUIEHWH, HAOMIOJAIOUMXCS  IpH

METHUJIMAJIOHOBOM aIluJIEMUH, TIPEICTaBlIeHa B MpuiiokeHuu A 3.1

1.3 DnuaeMuoJorus 3a00JeBaHUA WJIM COCTOSAHHNA (rpynnbl 3a00JJeBaHUN WM

COCTOSIHU)

3aboseBanue BCTPCYACTCA B PA3JIMYHBIX NOIIYJISINUAX. YacrtoTa cp€an HOBOPOXACHHBLIX B

crpanax EBponbr 1:48 000 — 1:61 000; mosoBuHa ciydaeB mpeacTaBieHa Bix-pe3ancTeHTHBIMU
dbopmamu. B Poccuiickoit @eaepannu TouHasi 4acToTa 3a00JI€BaHUsI TOYHO HE U3BECTHA.

1.4 Oco0eHHOCTH KOAHPOBAHMS 3a00JeBAHUSA HJIM_COCTOSIHHSL (Tpynnbl_3a00J1eBAHMI_ WU

cocTosinuii) mo MeKAYHAPOAHOH CTaTHCTHYeCKOW kJjaaccuukanmu 0oje3Hedl W npodjaem,

cBsI3aHHBIX ¢0 310poBbeM (MKB-10)

E71.1 — Jlpyrue Bubl HapylIeHUss 0OMEHAa aMUHOKHUCIIOT C Pa3BETBICHHOMN LEMbIO.

1.5 Knaccuduxanus 3a001eBaHusd N COCTOAHNUSA (TPVIIbI 3200J¢BaAHUNA UJIH COCTOSTHU)

Beinenstor  Bip-pesuctentHyto  (okojo 2 ciaydaeB) M Bio-3aBucumyio  ¢opmsl
MeTHIManoHoBoi amuaypun (MMA). Bip-pesuctentHas gopma xapakrepusyercs Ooyiee paHHEH
MaHU(ecTalliel M TSDKENbIM BOJHOOOpa3HbIM M KPU30BBIM TEYEHHEM OCOOEHHO BO BpeMs
MHTEPKYPPEHTHBIX UHPEKINN U CTPECCOBBIX COCTOSHUH.

Ilo cpokaM TOSABIEHHS TEPBBIX MPHU3HAKOB OOJIE3HM PA3TUYAIOT HEOHATAJIBHYIO,
MJIaJICHYECKYIO U TIO3THIOI0 ()OPMBI.

1.6 Kiimanyeckas KapTHHA 3200J1eBAHUA WJIH COCTOAHUSA (rpynnbl 3200J1eBaHNH WJIH

COCTOSIHM )

Knunnueckune cumntoMel MMA He criennduynsl, 3a00eBaHne MOXeT MaHU(EeCTUPOBATh B

JTI000M BO3pPacTe, Kak ¢ OCTpPO BO3HUKIIIEH CUMIITOMATHUKH, TaK U B BUJAC UCIIOJABOJIb ITPOTCKAIOUICTO

xpoHudeckoro 3aboneBanus (Tadm. 1).



Taomuma 1.

Ocmpwiii 0ebrom 3a601e8anuUs

XpoHnuueckasn manugecmayus 3a0601e6aHus

Heonamanvnuiui cencuc, HapyuieHue
mepmopezyiayus, pecnupamopHbull  OUCmMpecc

CuHOpOM, cunepeerHmuiiyusl

Henocmosmnocmo XapaKkmepHovlxX KIUHUYEeCKUX

CUMNIMOMOE CM. HUIMCe.

Hepsnas cucmema

Onunenmuyeckue

npucmynvl  (Ha  ¢poHe

npozpeccupyiowezo yeHemenus CO3HAHUs1)
Hncynomonooobusie snuzo0vl

IIpoepeccupyrowee yenemenus cO3HAHUS OM
NOBbIUEHHOT 00

COHlUeOCMU Kombl,

npomexarouee no0 MAckou sHyegharuma unu

Mbvlweunasn cunomonus

3a0epAHCKa UHMENLEKMYATbHO20 PA3GUMUSL
IKCMPanupamuoHvle HapyuleHus/OUCmoHusl
Onunenmuueckue npucmynul

Ampodghus 3pumenvHbIX HEPEOS

Icuxuampuueckue napyuwienus (2ainoyurayuy,

JIeKAPCMBEHHOU UHMOKCUKAYUU NnCuUxo3wl)
KKT napywenus
Peoma, napywenue eckapmausanus Ilosmopnas ~ peoma,  coOnpogONCOAIOWAACS
Kemoayuoo3om

Hapywenue nuwesoeo nogeoenus (anopexcus)
3aoeporcka ghuzuueckozo pazsumus
Xponuueckue 3anopul

Ilankpeamum

T'emamonocuuec

Kue Hapyulenusl

Heumponenus, nanyumonenus

Heumponenus, nanyumonenus
Bmopuunuiii

(PAP peoxo)

eemopazoyumapmviii.  CUHOPOM

Cepoeuno-cocyoucmas cucmema




Ocmpas cepoeynas HeOOCMamoyHOCMb Kapouomuonamus

(npeumywecmeenro Ha (hone Yonunenue unmepsana QT na OKIT.
Kapouomuonamuu)
Apummuu

Touku

XpOHM‘l€CKCl}l NnoYeyHast HeOOCMamoyHOCHb

lpyeue cumnmomul

Hepmamum

Chuorcenue aryxa

Ilo cpokam MOsiBICHUS MEPBBIX MPU3HAKOB KJIMHUYECKUX CUMITOMOB OOJIE3HU PA3JIMYAIOT
HEOHATAIBHYIO, MIIQICHYECKYIO M MTO3IHIO0 (DOPMEL.

Kaaccnueckass HeoHataibHasi ¢gopma MMA 00bIYHO HayMHAEeTCs Ha IEPBOM Hexelne
XKU3HU C BO3HUKHOBEHHUS OCTPOM MeTa0OJMYeCKOH JEeKOMIEHCAllud B BHUJEC IOSABICHUS
HEYKPOTUMOM PBOTHI, 00€3BOKUBAHUS, OTPULIATEIbHON BECOBOM KPUBOM, KosleOaHU TeMIepaTyphl,
HEBPOJIOTUYECKUX  HApyLIEHWH —  MBIIIEYHOW  TIUNOTOHMM/TUNEPTOHUM,  IOBBIIIEHHON
BO30yIMMOCTH, SMUJIENTUYECKUX MPHUCTYIOB, MPOrPECCUPYIOIIEH COHJIUBOCTH BIUIOTH /10 KOMBI.
WNHorna B HEOHATalbHOM IE€PHUOJE y MAIMEHTOB € YacTUUHbIM JeduuutoM cblA, umu cblB
KJIMHUYECKHE CUMITOMBI MaHU(PECTUPYIOT U30JUPOBAHHBIM MOYEYHO-TYOYIISIPHBIM AIM1030M HJIH
pa3BUTHEM XPOHUYECKOM IMOYEUHON He0cTaTouHoCTH [6, 9].

[Tpu naGopaTopHOM HCCIEIOBAHUU BBISBISETCS BbIPAXEHHBIH METa0OJIMYECKUH aluio3,
TUIIEPKETOHEMUS,  TUIEPAMMOHUEMHS,  MHOIZA  TPAH3UTOpPHBIE  HApPYIIEHUS B BHJE
TPOMOOIIMTONECHUS, HEUTPOIICHUS, aHEMUSI.

Hecmorps Ha pamHioro gmarHoctTuky MMA  u CBOEBpEMEHHOE  Ha3HAYEHHE
MAaTOTEHETUYECKOTO JIEYEHHS] COXPAHSAETCS BBICOKMH PHUCK JIETAIBHOTO MCXO/Ja BO BpeMs
METa0O0IMUECKOT0 KpU3a B HEOHaTaIbHOM Bo3pacte (okoiio 40%) [1, 10].

IIpn  maagenHyeckoii  (uHdanTHABHONH)  ¢dopme  3a0oneBaHMe  MPOSIBIISETCS
MeTaboIMYeCKUMU KPU3aMH, KOTOPbIE TIPOBOIMPYIOTCS] TPUEMOM OOJIBIIOT0 KOJIMYecTBa OEIKOBOM
nuny, OPBU, kumeyHbiMu HMHQEKIUAMU U JIpYyrUMH (DakTOpamMH, aKTUBHPYIOIIMMHU IPOLIECCHI
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katabosn3Ma. PaHHMMU npU3HaKaMU METa0OJINYECKOro KpH3a SABJISIIOTCA BSUIOCTh, COHJIMBOCTh WM
pa3paXUTENbHOCTb, OTKa3 OT e€7bl, pBOTAa. HeBposoruueckue paccTpoiCTBA IMPOrPECCUPYIOT
BIUIOTH JI0 COMNOpa WJIM KOMBI, KOTOpbIE MOTYT IPHUBECTH K JIETAIILHOMY HCXonay. TspkecTb
COCTOSIHUS, TJIAaBHBIM OOpPa30M, OIPEENIeTCS BBIPAKEHHBIM META0OIMYECKUM KETOAIUI030M,
rurnepaMMOHMEMUEH, B psijie citydaeB — runoriaukemMuei. [1o naHHbIM auTeparypsl, y O0JIbIIMHCTBA
naneHToB ¢ MMA BbIsBIsIeTCS 3a/iepiKKa (PU3MUECKOro M ICUXOMOTOPHOTO Pa3BUTHUS, YaCThIMU
nposiBieHusIMU  MMA  gBISIFOTCS  OKCTpanupaMuHas CHUMIITOMAaTHKa (Xopes, TpeMop, THKH,
0amu3M U Zp.), UHCYJIBTONOAO0HBIE 3MU30/bl. MHTEIeKTyanbHble HapyIIEHHs], B OOJIBIIMHCTBE
ciyyaeB, HaOmojaroTcs nOpu  TsKenblx ¢Gopmax MMA. PeTpocnekTHBHO IOKa3aHO, 4YTO
BbIp)KEHHBIE HEBpOJIOTHYecKHe paccTpoiicTBa u cHWwkeHue |1Q nmxke 80 y mammentoB ¢ mut 0
BeIABISIIOTCS. B 50% cimydaeB, npu HemoctaTogHOCTH cblA/cblB — B 25% [1]. ¥V 50% nereit
pa3BHUBaeTCs AMWJICHTUYECKUI CUHAPOM: TOHUKO-KIIOHUYECKHUE CYJOpPOTH, aOCaHChl, MUOKJIOHUU. Y
20—30% mnauuveHToB HAOMIONACTCA AWJIATAllMOHHAs WIM TUIepTpoduueckas KapAHMOMHONATHSA,
HapylleHus puTMa cepaua — yanuHeHHbld uHTepBan QT. Taxke omucaH OCTpBIM IaHKpEaTHT,
aTpodus 3pUTEIBHBIX HEPBOB, 3PUTEMATO3HBIN AepMmaThT. et yacto 6onetor OPBU, kumeuynbiMu
uHpexusamu [1].

IMo3nuss (MoapocTKOBasi U B3pocJiasi) popma

VY manueHToB CTapIlero Bo3pacTa pa3BUBAeTCs MHKpoluedanaus, YMCTBEHHAas OTCTalOCTb,
CUMITOMAaTHYECKasi SMWIENCUS, PE3UCTEHTHAss K MPOBOJUMON (apMaKoTepanuu, ClIacTUYECKHUM
TeTpanape3, JKCTpalupaMHJHble  HapylmieHUus. BO3MOXHO  pa3BUTHE  BHYTPHUEPENHBIX
KpoBOoM3JIMAHUN [1]. ¥V HEKOTOpPHIX NAalMEHTOB HEBPOJIOTMYECKUE HAPYILIEHUS MPOTPECCUPYIOT C
BozpactoM [7]. B smreparype wuMeroTca onucaHus mauueHtoB ¢ MMA, y KOTOpbIX
HEBPOJIOTUYECKHE HAPYIIEHUS BO3HUKAIU B MOJPOCTKOBOM BO3PACTE€ B BHJIE MPOrPECCUPYIOLINX
TUIEPKUHE30B B HIWKHUX KOHEYHOCTAX M MHOKJIOHHMU JIMIIEBOW MYCKYJIATypbl, IMpPH 3TOM
KOTHUTHBHBIE HApYIICHUs HE HaOMIofanuch. Y psfa MalMeHTOB OTMEYAETCsl MPOrpeccUpyrolee
CHW)KEHHE 3PEHUS BIUIOTH /0 CIIENOTHI. Y HEKOTOPBIX NAIlMEHTOB OTMEYAETCs renaToMerainus npu
HOPMaJIbHOM YpPOBHE MEYEHOYHBIX (PEPMEHTOB, BO3MOXKHO Pa3BUTHE OCTPOr0 IreMOpPParuvyecKoro
MaHKpeaTuTa y B3pOCibIX, ocobeHHO mpu Bl2-pesucrentHoit ¢opme. Nmerorcs cooOuieHus o
HapylmeHUH (YHKUIUN MOYeK MO THIY MOYEYHOTo TYOYJISIPHOTO aluao3a C MOBBIIIEHHEM YPOBHS
MOYEBON KHUCJIOTHI, 4YTO HEPEIKO MPUBOAUT K PA3BUTHIO YPATHOM TuCMeTab0IMueckol HedpornaTHH
U TIOYEYHOH HEeIOCTaTOYHOCTH. TyOyJIOMHTepCTUIHAIbHBIN HeQpuT OBUT Takke ONucaH Yy
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MalMeHTOB C JaHHBIM 3aboneBaHueM. [puOKOBOE TOpaKEHHWE KOXHU SBISIETCS MapKepoM
METabOIMYECKON JEKOMIICHCAIIUU, CYUTAIOT, YTO BBICOKHI ypOBEHb METHUIIMAJIOHATOB W JIPYTHX
MIPOMEKYTOUHBIX META0O0JIUTOB BO3JCHCTBYET HA CO3PEBAHMSI T€MATOMOITHUYECKUX KIIETOK, B TOM
qrclie CHIbKaeTcs: oopazoBanue T-kireTok. OCTEOnopo3 BCTpEUaeTcsi y MHOTUX MAlUEHTOB, HEPEIKO
MIPUBOAMT K TIEpesioMaM TOJIOBKH Oepa u 00JIbIIe0epIioBOM KOCTEH.

Ectb onucanusi poxaeHusl 310pPOBBIX JETE€W OT MalMEHTOK, cTpazaromux MMA, dro
JIOKA3bIBACT OTCYTCTBUE TEPATOTeHHOTO (h(heKTa METUIMATIOHOBOMN KHCIIOTHI.

Metabom4eckuii Kpus:

Cepbe3HbIM OCTI0)KHEHHEM JIAHHOTO 3a00JIEBaHMS SBJISCTCS METa00JIMUECKUI KPU3, KOTOPBIH
HauboJee YacTO pa3BUBACTCS BO BpeMs OCTPBIX HHTEPKYPPEHTHBIX uHGpeknuil. PanHmMH
KJIIMHUYECKUMHU CUMIITOMaMHU META00JINYECKOTO KpU3a SBIISIOTCS:

- B 90% ciyuyaeB MOBTOpHAs PBOTA;

- OTKa3 OT eJbl;

- YTHETEHUS1 CO3HAHUSI OT COHJIMBOCTU 10 KOMBI.

TsKeCTh COCTOSIHMSI, TJIABHBIM 00pa3oM, OIPEACNSeTCs] BBIPAXKEHHBIM METa00JIUYECKUM
KETOallU1030M, TUIIEPAMMOHUEMHUEH, B PSAJIE CIIy4aeB — TUIOTJIMKEMHUEH.

OcnoxHEeHHs, aCCOLIMUPOBAHHBIE ¢ META0OIMUECKUM Kpr3oM [ 14]:

- OCTpBIM MaHKpEaTUT: HEOOXOAUMO MPOBEPATH YPOBHU aMMIIA3bl U JIMIMAa3bl B CHIBOPOTKE
KpPOBH, €CJIM €CTh KaKue-JI1M00 CUMIITOMBI, YKa3bIBAIOIHE HA BOBMOXKHOCTh OCTpOro nmankpearuta. K
HUM OTHOCSITCSI PBOTa, OOJIM B )KUBOTE U OTKa3 OT €JIbI.

- HHCYNBT (OCOOCHHO C BOBJICUEHHEM Oa3albHBIX TaHTIWEB): JI000€ YyXyIIIeHHE
HEBPOJIOTHYECKOT0 COCTOSIHUS y manueHTa ¢ MMA B MeTaboian4eckoM KpH3UCe IOHKHO OBITh
HEMEJICHHO YCTPAHEHO, MOCKOJIbKY PUCK MHCYJIbTA BBIMIE B JTAHHOW momynsiuuu marueHTtoB. KT
uan MPT rosoBHOro Mo3ra BBIMOJMHSAETCS MPU HAIMYWU JTFOOBIX HEBPOJOTHMUECKUX IMPU3HAKOB,
YVKa3bIBAIOIUX HAa BO3MOXHOCTh HWHCYJbTa. V3MeHeHHS B 0a3albHBIX TaHTIHUSAX, OCOOEHHO B
OJIeTHOM IIape, XapakTePU3ylT «MEeTa0oInYecKuit UHCYTbT» MMA.

- TI0OYE€YHas HEIOCTAaTOYHOCTh: Yy maiueHToB ¢ MMA: BO3MOXHO BO3HUKHOBEHHUE
MPOrPECCUPYIOLIEH MOYeYHOW HEAOCTATOYHOCTH M3-3a TYOYJIOMHTEPCTULIMAIbHOW HeppOomaTHH.

Crnenyer KOHTPOJIMPOBATH (PYHKIIMIO MOYEK Y JitoOoro nanuenta ¢ MMA B MeTaboIMueCcKOM KpHU3e.
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2. /luarHocTtuka 3a00J1eBAaHMS WJIM COCTOSIHMS (Tpynmnbl 3a0ojieBaHMil WJIH
COCTOSIHMIi), MeJUIMHCKHE TOKA3aHUS W NPOTHBONOKA3AHHUA K INPHMEHEHHIO

METOA0B ITMATrHOCTUKH

Huaecnocmuxa memuimManoHoBol ayudypuu OCHOBAHA HA AHANU3e POOOCIOBHOU, OYEHKe
OQHHBIX ~ AHAMHE3d,  KIUHUYECKUX  NpOSGNeHUll,  ONnpeodeiieHult  COOepliCaHusi 8  Kposu
nponuonunkapuumuna (C3) u ceoboonoco kapuumuna (C0), noueunou dKCKpeyuu opeaHuyecKux
Kuciom —  MeMmUuiIMAaloHO80U,  3-2UOPOKCUNPONUOHOBOU, — MEMULIUMOHHOU,  pe3yibmamax
MONEKYISAPHO-2eHeMULEeCKOU OUACHOCTNUKU.

2.1 ’Kaao0Ll ¥ aHAMHE3

Ilpu cbope amnammnesa u #canob pekKoMeHOO8AHO 0Opamums GHUMAHUE HA Cledyroujue
HCaANO0bL U AHAMHECTUYecKUe COObIMuUs:

OMA2OWEHHbII ceMeliHblll aHamHe3 (Hanudue 8 cemve 60nbH020 ¢ MMA, cnyuaeé gHezanuol
cmepmu oemeli 8 paHHeM 803pacme)
BHe3anHoe YXyouleHue coCmosHus Ha (hoHe noHo2o 300posvs uiu OPBU,
HapyueHus 8CKapMIU8aHus,
yacmole CpbleUBAHUS/PEOMY;
VeHemeHue CO3HAHUsL,
= UHCYTbMONOOOOHbIE DNUZ00DL;
8A710CMb, CLAOOCIb, COHIUBOCIL,
cyoopoau,
= becnokoiinoe nogeoenue, niaKkCugoCms,
= nogvluleHHoe nomoomoeneHue;
MBIUUEUHYIO 2UNOMOHUI/MbILUEYHBIL SUNEPIOHYC;
Henpou380.1bHble/HACUTLCIBEHHBLE OBUNCEHU,
0CmMpas/XpoHudeckas no4eyHasi He0oCmamo4HOCHb.
Hauano 3abonesanus 6 demcrkom o3pacme moxcem Oblmsb CE3AHO CO CAEOVIOUWUMU PAKMOpaAMUL:
- ynompebaeHue 6016020 KOaUYecmea 6eiKosol nuuu
OnumenvHoe 20100aHue, HeonpagoanHvle O2PAHUYeHUus 6 oueme, HU3KAA KANOPUNHOCb
nUUe8020 payuoua,
" UHMEpPKYPPEeHmMHble  Decnupamopuvie  UlU  JHCelyOOYHO-KUUleUHble  UHQpEeKYUOHHbLE

3abonesanusi,
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T onepamueHbvle smeuiamenbcmaea,

qbus'uqecm;l Uiu NCUXOIMOYUOHAIbHAA HACPY3KA.

2.2 ®uzukajJbHoe 00CJaeT0BAHUE
Ilpu ocmompe Heobx00uMoO 0bpamums 6HUMAHUE HA CAedyioujue OCHOBHblEe KIUHUYECKUe

NPOSNEHUSL:
HEeOHaAmanbHbLI NEPUOO

= cpvleusanus/psoma, OmKaz om eovl;

- 3a0epoicKa (hu3uLecKko2o pazeumusl;

= 3a0epiicKa MOMOPHO20 PA3BUMUSL
8AI0CMb, COHIUBOCTb,
YeHemeHue CO3HAHUSL,
T MbIUWEYHAs. 2UNOMOHUS/ MbILUEYHBLI 2UNEPIOHYC,
© nupamuoHvle HapyuieHus (NOBblUUEHUE CYXONCUTbHBIX peqhieKcos);
T 9KCmMpanupamuouvie HapyuleHus (PaziuyHble Munsl 2UNEPKUHE308, MbIUEYHAS OUCTIOHUSL),
mpemop,
= cyoopoeu,

O0emu nepevix 1em Hcu3nu
= INU300UHECKU BO3HUKAIOWAS PBOMA,
T 3a0epiHcKa NCUXOMOMOPHO20 U NCUXOPEUeB020 PA3BUMUSL
© UBMEHeHUe MbIUEeYHO020 MOHYCA (MbIUUEYHAS 2UNOMOHUSL/MbIULEYUHBIL 2UNEPIOHYC),
= nepuoouyecKas amaxcus, mpemop,
- cydopoau;
©  UHCYTbMONOOOOHbBLE COCMOAHU,
T KaApOuoOMuoOnamusi,
©  Hapywlenus pumma cepoya,
~ ocmpblll nanKpeamum,

83pocile
- snunenmuyecKkue NPUCMyNbl,
©  YMCMEEHHAs OMCmaiocmy pasiuyHou CmeneHu 8blparicenHoCmu,

- Mukpoyeganus;
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= CHUJICEHUe 3peHuUst 6NI0Mb 00 CLeNOMbl;
eenamome2anus;
©  XpOHUYecKas noYyeyHas HedOCMamoyHOCMb,
0Cmeonopos;
= CHOHMAHHbBLE NEPEeLOMb.
Tloopobno dannvie uzuxkarbHo2o 06C1e008aHUL ONUCAHDL 8 pa3oee KKIUHUYEeCKAs KapMUuHay.

2.3 JIaGopaTopHbIe JHATHOCTHYECKHE UCCIETOBAHUS

Obpawaem sHuManue, 4mo, Co2NAcHO MPeboBAHUAM K pa3pabomKe KIUHUYEeCKUX peKOMeHOayul, K
KaxiCOOMYy Me3Ucy-peKomMeHOayuu HeodXo0o0umo yKazoleams CULY peKOMeHOayull U 00KA3ameibHy0
6azy 6 coomgemcmeuu co WKAIAMU OYeHKU YPO8Hs docmogepHocmu 0okazamenvems (V) u
VposHs yoeoumenvHocmu pexomenoayuti (YVP). [na muocux mesucos YYP u VI 6yoem Huzkum
no npudUHe OMCYMCMBEUsL NOCBIUWEHHBIX UM KIUHUYECKUX UCCLeO08AHULL BbICOKO20 OUZAUHA.
Hes3upas na 3mo, oHu A61310Mcs He0OX0OUMBIMU INEMEHMAaMU 00CI1e008aHUSA NAYUEHMA 05
YCMAHOBNIeHUs OUACHO3A U 8b100PA MAKMUKU JleYeHUs.

o PexoMeHI0BaHO MCCIICIOBAaHHE AMHHOKHCIIOT U AI[MJIKADHUTUHOB B CYXOM IISITHE KPOBH
METO/IOM TaHJCMHOM Macc-CIeKTpoMeTpuH (KOMIUIEKCHOE ONpe/e/icHHe KOHICHTPAIlMKA Ha
AMHHOKHUCIIOTHl M AI[MJIKAPHUTHHBI B KPOBH METOJIOM TAaHIEMHON MacC-CIEKTPOMETPUN)
BCEM MAIMEHTaM C KIMHUYECKUMU Tpu3HakamMu MMA c 11enbio MOATBEPkKACHUS TUarHo3a
OMOXMMHYECKMMH  MeToJaMu U JauddepeHManbHOl  AMATHOCTUKH C  JIPYTUMHU
HACJICICTBEHHBIMH HapyIIeHUsIMH oOMeHa BemecTs [ 1, 7, 48, 50].

YpoBeHb yoeIuTeIbHOCTH peKOMeH1aluii A (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB — 1)

KomMmenTapuu: ¢ niazme kposu (uiu 6 NAMHAX BbICYUIEHHOU KpOSU) BblAGIAIMm USMEHeHUs.

KOHYEeHmpayuu U  AyuiKapHUmuHoO8: npu MemuIMalioH080U ayudypuu HabI00aemcs nosblueHuUe

KoHyenmpayuu nponuonurkapuumuna (C3), Huzkoe coodepocanue c600600Ho20 kapuumuna (C0),

nosvtuerue coomuoutenuss C3/C0 u C3/C2. Taxorce 6 HEKOMOPBIX CAYUAAX MONHCEM NOBLILUAMBCS U

memuamanonurkapuumun (C4). Ypoeenv neiiyuna, uzoneuyuna, 6aiuHd, MemuoHUHA 6 KpOGU Y

NAYUEHMO8 MOodHcem HAX0o0Umuvcs 6 npeoenax HOpMbvl, 4mo He HO0360/iem HA OCHOBAHUU AHANU3A

AMUHOKUCIOM NOOMBEpOUms UIU UCKIIOUUMb 3a001esanue. Y MHOSUX NAYUEHMO8 NOBbIULEH

ypoeenv enuyuna. QOHako 5mo He AGNAemCs CHeyupuuHLIM U HAOIO0Aemcs npu opyeux

HACIe0CMBEHHbIX HAPYUWEeHUAX obmena eeuecme.
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o PexomeHI0BaHO ompeiencHNe KOHIEHTPAIMM OPTraHUYEeCKHX KHCJIOT B MOYE METOJO0M
ra3oBoil XxpoMarorpaduu ¢ Macc-CreKTpOMETpUeH (KOMIUIEKCHOE ONpPEICIICHUE COCPIKAHHSI
OpraHMYECKUX KHUCJIOT B MOYE) BCEM MAallMeHTaM C KJIMHUYECKMMHU MpusHakamu MMA c
[ENbI0  TOATBEpXKIEHUs  auarHozda  MMA ~ OHOXMMHUYECKUMH  METOJaMu |
muddepeHIMaTBFHON TUATHOCTHKU C JPYTMMH HACJEICTBEHHBIMUA HApYIICHUSMH OOMEHa
Bemects [1, 7, 48, 50].

YpoBeHb yoeauTeIbHOCTH PeKOMeHIaluii A (YpoBeHb J0CTOBEPHOCTH 10KA3aTeIbLCTB — 1)

Kommenrapumu:  xapakmepuoim 011 MMA  aeisemcs — nosviuienue  KOHYEHMpayuu,

MeMUIMALOHOBOU, 3-2UOPOKCUNPONUOHOBOU, MEMULTUMOHHOU KUCIOM.

o PexomMeHI0BaHO HCCIICIOBAHUS YPOBHS TOMOIMCTEMHA B KPOBU BCEM TAIMCHTAM C
KIMHWUYeCKMMH — Tipu3HakaMu  MMA ¢ menpto  ycraHoBienus  ¢dopmsl MMA
OMOXMMHYECKMMH  MeToJaMu U JuddepeHuanbHOl  AMATHOCTUKH C  JIPYTUMHU
HACJIeICTBEHHBIMU HapyIIeHHsIMUA oOMeHa Beiects [1, 7, 48, 49, 53].

YpoBeHb yoeIuTeIbHOCTH peKOMeH1aluii A (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 1)

KommenTapum: xapakmepHuvim 013 Hekomopwix popm MMA asnsemcs nogvluienue KoHyeHmpayuu

00we2o0 comoyucmeuna, 4mo npeonoiazaem ocooyro maxmuxy mepanuu [11].

o PexomMeHI0BaHO OIpe/ICIICHHE BAapHAHTOB I'€HOB B 00pasile OMOJIOTMYECKOTO MaTepuaja
IPYrOM WJIM HEYTOYHEHHOM, HEKJIacCH(UIMPOBAHHBIE B JPYIHX pPYOpUKax, METOAOM
TapreTHOTO BBICOKOMPOU3BOJUTEIBHOTO CeKBeHHpOoBaHus (uccimemoBanue reHoB MMUT,
MMAA, MAB, MCEE, CD320, LMBRD, MMADHC, MMACHC, xoMmIuiekc ucciienoBaHui
JUISE  TUATHOCTHKU OPraHWYeCKUX aIluaypuil) BCEM TAlMEHTaM C  BBISABICHHBIMA

OMOXUMHUYECKUMH HU3MCHCHUAMU, XAPAKTCPHBIMU JIA MMA, C HCJIbKO TIOATBCPIKIACHUA

nuarnosa [1, 7, 48, 49, 50].

YpoBeHb yoenuTeIbHOCTH PeKOMeH1auil A (YPOBeHb 10CTOBEPHOCTH 0KA3aTeJILCTB — 1)
KomMmenTapuu: neodoxooumo uccreoosanue cenos MMUT, MMAA, MAB, MCEE, CD320, LMBRD,
MMADHC, MMACHC.
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o PexomenaoBaHo mpoBeneHUE 0O0mEero (KIMHUYECKOr0) aHaiu3a KPOBH Pa3BEPHYTOTO
NalMeHTaM ¢ KIMHUYEeCKMMHU Tpu3HakamMu MMA ¢ 1eNbl0 CBOEBPEMEHHOTO BBISIBICHUS
naToJIOrnyeckux usmenenui [1, 14, 52, 53].

YpoBeHb Y0eTUTEJLHOCTH peKoMeHaanuii B (ypoBeHb J0CTOBEPHOCTH JI0KA3aTeJIbCTB — 3)

KomMeHTapuu: npogooumcs npu nepeuyHol OuacHOCmuke U 8 OUHAMUYECKOM HAOI00eHUl,

0COOEHHO Y NayueHmos ¢ HapyueHHoU noyeunou yukyueu. Modxcem 8vla61AMbCs HEUMPONEHUSL.

o PexomeH10BaHO TIPOBECTH OIEHKY ypoBHS pH KpoBH (McclieJOBaHHE YPOBHS BOJOPOIHBIX
noHoB (pH) kpoBu, mcciemoBaHue ypoBHS Oy(epHBIX BEHIECTB B KPOBHM) MAIlMEHTaM C
KJIMHUYECKUMH Npu3HakamMu MMA npu o 03peHrH Ha pa3BUTHE METa0OIUYECKOro KpH3a,
C LIEJIbI0 CBOEBPEMECHHOMW KoppeKiuu Tepanui [1, 4, 53].

YpoBeHb yoeauTeIbHOCTH peKoMeH1auuii B (ypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 3)

KommenTapum: 1abopamopuvimu npedgecmuukamu pa3sumusi Memadoiuiecko2o Kpuza aeisiomcs

MeHOeHYUsi K MemaboIudeckomy ayuoosy ¢ oepuyumom OCHOBAHUU, YMeHbUleHUe COOepHCaAHUs

C80D00H020 KAPHUMUHA, NOBbIULEHUE YPOBHS NPONUOHUIKAPHUMUHA 8 KPOBU, NOYEYHOU IKCKpeyuu

Op2carHu4ecKux Kuciom.

o PexomMeH/I0BaHO TIPOBECTH OIICHKY YPOBHS KETOHOBBIX Tel B Mode (oOHapyxkeHue
KETOHOBBIX T€l B Moue, OOHapyXeHHE KETOHOBBIX TE€l B MOYE 3KCIPECC-METOJIOM)
NaUeHTaM C KIMHUYECKMMM npu3Hakamu MMA 1npu 1ofo3peHuH Ha pa3BUTHE
MeTaboIMUYECKOT0 KPH3a, C LIeIbI0 CBOEBPEMEHHOM Koppekiuu Tepamnuu [ 1, 4].

YpoBeHb yoenureabHocTH pekoMenaanuii C (ypoBeHb 1I0CTOBEPHOCTH /I0KA3aTEIbCTB — 4)

Kommenrapum: rabopamoprvimu npedeecmuukamu pa3eumus Memadoiuiecko2o Kpuza Aenaiomces

MeHOeHYuUsi K MemaboIuieckomy ayuoo3y ¢ 0eqpuyumom OCHOBAHUL, YMEeHbUIEHUE COOePIHCAHUSL

€80000H020 KAPHUMUHA, NOBbIULEHUE YPOBHS NPONUOHUIKAPHUMUHA 8 KPOBU, NOYEUHOU IKCKpeyuu

Op2aHU4YeCcKux Kuciom.

. PexomeHna0BaHO malnyeHTaM C KJIMHUYECKMMM Ipu3sHakaMud MMA u npu nono3peHuu Ha
MeTa0OJIMUECKUI KPU3 UCCIEI0BAaHHE YPOBHS MOUYEBHHBI, UCCIIEAOBAHUE YPOBHS TIIFOKO3bI
KPOBH C JIMATHOCTHYECKOM IENTBI0 U C LENIbI0 CBOEBPEMEHHOM Koppekimu Tepanuu [ 1, 50].

YpoBeHb yoeauTeIbHOCTH peKkoMeHaanuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB - 3)
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o PexomeH10BaHO ¥CCIIEOBAaHNE YPOBHS aMMOHUS, JTAKTAaTa B KPOBH (MCCIIEOBaHUE YPOBHS
MOJIOYHOM KHCJIOTHI B KPOBH) TAllMEHTaM C KIWHHYECKUMH mnpu3Hakamu MMA u mpu
MOJO3PEHIH Ha METa0OJMMYECKUH KpH3, C JUArHOCTUYECKOH IEIbl0 M C LENbI0
CBOEBpPEMEHHOM Koppekiuu Tepamnui [ 1, 50, 53].

YpoBeHb yoenuTeILHOCTH peKoMeH1anuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB - 3)

2.4 UHCTpYMEHTAJIbHBIE THATHOCTHYECKHE HCCIET0OBAHUS

o PexomeHna0BaHO TpOBEJCHNE MAarHUTHO-PE30HAHCHOM ToMorpaduu TOJIOBHOTO MO3ra
NalyeHTaM ¢ KIMHUYECKHUMH Mpu3HakaMu MMA/ ¢ moATBep kaeHHBIM ntuarno3oM MMA ¢
LENbI0 OLIEHKH COCTOSIHUS TOJIOBHOTO MO3Ta U BBISIBICHUS W3MEHEHUN XapaKTepPHBIX IS
MMA [1, 4, 15, 51].

YpoBeHb yoeauTeIbHOCTH peKoMeH1auuii B (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 3)

KoMMeHTapuu: ucciedosanus npoeoosames 6 mom uucie 07 OuhghepenyuanbHol OUAeHOCMUKU C

opyeumu  HAacieOCmeeHHvlMU  3abo0nesanusmu.  Bozmooxcno  npogedenue — KOMNbIOMEPHOU

momoepaguu conognozo mosea. Ilpu nposedenuu KT/MPT 2ono6nozco mozea y nayuenmos ¢ MMA
8bIAGIAIOM  KOPKOBO-NOOKOPKOBYI0 ampoghuio, pacuiupenue H#ceny0oyko8 Mo32d, 3Ad0epiHCKY

MUenuHU3ayul, noevluleHue UHMeHCUBHOCMU cucHana 6 odracmu 6azanvheix eaneiues. Credyem

ommemums, 4mo OaHHble HaAPYUWeHUs He ABIAIOMCS 8bICOKOCNEeYUDUUHBIMU U MO2YM HAOII00AmbCs

npU MUMOXOHOPUATILHBIX OOJIe3HAX, NPONUOHOBOU ayudypuu, opyeux 3abonesanusx. lIposedenue

HAapKo3a — No NOKA3AHUSM.

o PexomenaoBano nposenenue siekrpokapauorpapuu (IKI'), sxokapauorpaduu (IxoKI')
BCEM IMalMeHTaM C mojo3peHueM Ha MMA ¢ 1enplo AMAarHOCTHKH KapAWOMHOIATHU H
HapyleHuit putMma cepana [1, 4].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KomMmeHTapum: oannvle ucciedosanus HeoOXo0UMbl 8 MOM HUCie Npu MemabdoaudecKkom Kpuse.

Ilpu HeoOxooumocmu, npu HaMUYUU NOKA3AHUU O ucciedoeanus — XoamepoecKo2o

MOHUMOPUPOBAHUSL CEPOEUHO20 pUMMA, U/UNU CYMOYHO20 MOHUMOPUPOBAHUSL APMEPUATLHOZO

oasneHusi (CO2NACHO COOMBEMCMBYIOUUM KIUHUYECKUM DEKOMEHOAYUsIM NO HAPYUWEHUIM PUmmda

cepoya u/unu apmepuaitbHol unepmensui).

° PexomengoBaHO mamueHTaM C KIMHUYECKMMHU npuzHakaMu MMA  npoBeneHue

YIABTPA3BYKOBOI'O HCCJICOOBAHHA OPraHOB 6pIOIJ_IHOI71 IIOJIOCTH M IIOYCK (YHBTpa3ByKOBOe
17



WCCJIEIOBAHKNE OPTaHOB OPIOIIHOMN MOJOCTH (KOMIUIEKCHOE), Y IbTPa3BYKOBOE UCCIIEIOBAHUE

HIOYEK) C [eJIbI0 TUarHOCTUKY ITAHKpeaTHTa U opaxkeHus moyek [1, 4, 12, 13].

YpoBeHnb yoenutenasHocTn pekoMmenanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

PexomeHpoBaH malMeHTaM C KJIMHUYECKMMHU mpu3dHakaMmu MMA ocmoTp Bpaua-
oprameMosiora  (odrambMOCKOINHUs,  BU3OMETpHUsS,  pedpakTOMETpHUs,  MEPUMETPUS
KOMITbIOTEpHas, 0 TaTbMOTOHOMETPHS, HCCIIEI0BaHUE [[BETOOIIYIIICHHUS,
3JIEKTPOPUZHOJIOTHYECKOE  HUCCIICNOBaHWE  (PETHUCTpamMs  3pUTEIBHBIX  BBI3BAaHHBIX
MOTEHIIMAJIOB KOPBI TOJOBHOIO Mo3ra), buomukpodororpadus TIa3HOrO JHA C
UCTIONIb30BaHWEM  (yHIyCc-KaMepbl, buoMmkpockonus TiazHoro jaHa, OnTudeckoe
WCCJICIOBAHME TOJIOBKM 3PHUTEIBHOIO HEpPBAa M CIIOS HEPBHBIX BOJIOKOH C ITOMOIIBIO
KOMITBIOTEPHOTO aHaju3atopa MU JAp.) MO TOKa3aHWSAM, IMPUH HAIWYMK TIOJO3pEHUN Ha

nopaxenue oprana 3penus [1, 8].

YpoBeHb yoenuteabHocTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KomMmeHnTapuu: unmepsanvt mesncoy usumamu OOJIHCHbL ONPeOeiimbCs UHOUBUOYATLHO C Y4emom

so3pacma, msdxicecmu 3a001e8anus, CMAOUIbHOCIU 0OMEHA 8euecms U coON00eHUs

ouemomepanuu.

PexomengoBaHo TmalMeHTaM C KJIMHUYECKUMHU mpusHakamu MMA  mpoBeneHue
anekTposHuedanorpaduu  (Mpu IUATHOCTHKE W Jajiee MpU HATUYUH  CYJTOPOKHOTO
CHUH/pOMA) C II€JIbI0 CBOEBPEMEHHOM JMAarHOCTUKM M KOHTPOJIS JIEYEHMsI CYJOPOKHOTO

cuHapoma [1].

YpoBeHb yoenuTeabHocTH pexoMeHaanuii C (ypoBeHb J10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

KommenTapuu: makoice npogooumcsi snekmposunyedanocpadus ¢ 6U0eoMOoHUMOPUHSOM.

PexomeHng0oBaHO manueHTaM C KIMHUYECKMMM npu3sHakaMu MMA u nono3peHueM Ha
CHI)KEHHME  CIIyXa/[pM  CHW)KEHMHM  cllyXa  HccleloBaHusA  ciyXxa (IpoBeAcHHE
otoakyctuueckoi smuccuu (ToHanmpHas aynuometpus, PeueBas aymmomerpusi, Urposas
aynIuoMeTpusi, Perucrtpanus BBI3BAHHBIX aKyCTHMUECKHX OTBETOB MO3ra Ha IIOCTOSIHHBIE
MoynupoBaHHbie TOHBI (ASSR TecT)) (MpU OTCYTCTBUU SKCCYAATHBHOTO OTUTA) C LEIBIO

CBOEBPEMEHHOM AUarHOCTUKH [1].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)

KOMMeHTapI/II/II uccnre0osanus npoeodﬂmc;z 8 3a8UCUMOCIU OM KIUHUYECKOU cumyayuu.
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2.5 Uuple fTHArHOCTHYECKHE MCCAe10BAHUS

2.5.1 KoHcyJabTanuy M HA0JII0leHUE CIIENMAJTHCTOB

. Pexomenayercst a1 HaOMIOAEHMS MALMEHTOB C YCTAaHOBJIEHHBIM JuarHozoM MMA
OPUMEHATh  MYJIbTHIUCHMIUIMHAPHBI  MOIXOA B  BUAY TOro, 4ro 3a0oJjieBaHHE
XapaKTepHU3yeTcsl NOPAKCHUEM MHOTHX OPTaHOB U CHUCTEM, TPeOyeT KOMIUIEKCHOM Teparuy,
YTO JTUKTYeT HEOOXOJMMOCTh COBMECTHOTO BEACHUS IMAIMCHTA CHEIMAINCTaMHU Pa3HBIX
npodwueii [1, 4, 50].

YpoBeHb yoeauTeIbHOCTH peKoMeHaanuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)

KomMeHTapuM: nokasamvl nepeuyHvle U NOBMOPHbIE KOHCYIbMAYUU 8paua-2eHemuKd, epaya-

ogpmanvmonoea, 8pava-Hespooea, 8PAYA-CYPO0N02aA-OMOPUHONAPUH20I02d, epava-

2acmposHmeponoea, 6paua-3HOOKPUHONI02A, BPAYA-KAPOUONO2d, 6pavd-0emckKo20 Kapououoad,
epaua-Hegponoca, epaua-neouampa/spada-mepanesma/spava oodwel  NpaKmuxku  (cemetnozo
épava), epaua-ghusuomepanesma, 6paya no ne4eOHOU QuU3KYIbmMype, a makxice epavei Opyux
cneyuanvhocmet  nayuenmam ¢ MMA, umerowum Hapywenus @YHKYuli coomeemcmeyouux

Oopecarnos u cucmem.

e Pexomennyercsi npuem (OCMOTP, KOHCYJIBTAIIMS) Bpaya-reHETHKA IEPBUYHBIN M TOBTOPHBIIA
BCEM IMAalMEHTaM C KIMHMYECKUM Noxo3peHueM Ha MMA ¢ nenbro npoBeneHus MEAuKo-
TFeHETUYECKOT0 KOHCYJIbTUPOBaHUs, AupdepeHnrnanbHoil AUarHOCTHKH, —OIpeesIeHUs
takTHk JTHK-11arHocTHKY U MOCIeAyroIeil HHTepIpETaIlK MOTYYCHHBIX pe3ynbTaToB [1,
4].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

e Pexomenayercsi npuem (OCMOTP, KOHCYJIBTAIINS) Bpaya-reHETHKA IEPBUYHBIN M TOBTOPHBIIA
BCEM IMALIMEHTaM C IOATBEPXKACHHBIM JuarHozoM MMA ¢ nenpro NpoBEACHHUS MEAMKO-
TeHETUYECKOT0 KOHCYJIbTHUPOBAHUS, COCTABJIEHUS IUIaHA JAMCIAHCEPHOro HaOJroAeHus,
Ha3HAYCHUS TUETOTEPAIIMK U KOHTPOIIS e 3P PEKTUBHOCTH B AanbHeimem [1, 4].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)

e PexomeHayercss KOHCYJbTalMsl Bpada-AMETOJIOTa BCEM IMAIMEHTaM C MOATBEPKIECHHBIM
nrarHozoMm MMA isi Ha3HAueHWs] NATOTC€HETUYECKOW [HUETOTepanuu M KOHTPOJIS €€

3 PEeKTUBHOCTH B AaibHeimeM [1, 4].
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YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbLCTB — D)

KomMmenTapum: unmepsansi mexicoy 8UUMAMU O0IHCHbI ONPEOeNsIMbC UHOUBUOVATILHO C YYEmOoM
eozpacma, maxcecmu  3a001e6anus, CcmMadbUIbLHOCMU  0OMeHa  eewjecms U  COON00eHUs
ouemomepanuu. Hasznauenue, KOHmMponbL u KOppeKyuro Ouemomepanuu Mo2ym OoCYuecmenimy
makoice  8pau-neouamp/8pai-HeoHamono2/8pay-mepanesm, UMeWUll  Onvlm 8 JleYeHuu U

ouemomepanuu 3a001e8aHULL U3 2PYNNbL HACIEOCMEEHHbIX DOIe3Hell 0OMeHa Beulecma

e Pexomenayercsi mnpueM (OCMOTp, KOHCYJIbTAIMsl) Bpada-IICKXHATpa IMEPBUYHBIA U
NOBTOPHBIN nanueHTaM ¢ MMA npu nogo3peHuu WM HaJUuuuu INCUXUYECKUX PacCTPONCTB
C 1IEJIbI0 CBOEBPEMEHHOM AUArHOCTUKH U JISYCHUS BBISIBIIEHHOM naToyoruu [ 1, 4, 13].
YpoBeHb yoeIUTeJILHOCTH peKoMeHAaluii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 3)
KoMMeHTapuu: nossieHue  NCUXUYECKUX — pACCMPOUCME — C853bl6AIOM  C  MOKCUYHBIMU
memabonumamu  (ncuxosvl, OUNOIAPHOE PACCMPOUCMEO U Op.), KOPPEeKyus Ouemomepanuu
cnocobcmeyem paspeulenuro CUMNMOMO8 HapyuieHus ncuxuxu. Mumepeanvl mexncoy euszumamu
O00IICHBL  ONPeOeNamvCsl  UHOUBUOYATILHO € Y4emom 803pacma msdcecmu  3a001e8anus,

cmadbunbHOCmMU 0OMeHa 8eulecma u coOa0eHUs Ouemomepanuu.

e PexoMeHayeTcsi KOHCYJIbTAllMU TEPBUYHAS W TIOBTOPHBIE Bpada I10 METUITUHCKOM
peabunuTanuu/Bpadya (PU3NYECKOM ¢ peadMIUTAIIMOHHOW MEIUIUHBI, MEIUIIMHCKOTO
ncuxoyjora W JioroneAa-gedekrosiora  JUis  IUIAaHWUPOBAHUS — HMHIWBUIYaTbHOU
peabMITUTAITMOHHOW TPOrpaMMBbI  TICUXOJIOTO-TIEAATOTHICCKON TOJICPKKHA TIAIlMCHTaM C
MMA u ux cembsm [1, 4, 16].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
KommenTapuu: paspabomka unoueuoyaivHou npocpammsl 0eghekmono2uieckol peaduiumayuu,
Paszpabomka  unoueudyanvnoti npoepammul  102oneduueckou  peabunumayuu. Ilayuenmam
HeoOX00uUMO  mecmupogaHue  No  VMEEPHCOEHHbIM  Memooukam 01 ONnpeoeieHUs.
UHmMeNIeKmyanvHo2o pazeumusi. Ilcuxonocuueckas nomowp nayueHmam Mmodcem nompedosans
KYPC 3aHAMUL — 8 3A8UCUMOCTU OM UHOUBUOYATIbHBIX 0OCOOEHHOCMEN NAYUEHMA U CEMbU.

Yenyeu noeoneoa:

Meouko-noconeouueckoe ucciedosanue npu oucghazuu

Meouko-nozoneduueckoe ucciedosanue npu agpazuu

Meouko-nozoneduueckoe ucciedosanue npu ouzapmpuu
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Meouxo-noconedouueckas npoyedypa npu oucghazuu

Meouko-noeoneduueckas npoyedypa npu agazuu

Meouko-nozoneduueckas npoyedypa npu ouzapmpuu

Meouxo-nozoneduueckas moHaIbHO-PUMMUYECKAs NPOYeoypa

Meouxo-noconeduueckas npoyedypa ¢ UCNOIb308AHUEM UHMEPAKMUBHBIX UHDOPMAYUOHHBIX
MexHOoI02Ull

2.5.2 IindpdepennuajbHas JMATHOCTHKA

e PekoMeH/10BaHO TIPOBOAUTH AU(PPEPEHUIUATBHYIO JUAarHOCTUKY C MOCTTHUIOKCHYECKUMU
MOPaXCHUSIMU HEPBHOH CHCTEMBI, BHYTPHYTPOOHBIMH HWH(MEKIHMSIMH, ITOCTBAKIIMHATHHBIMU
OCIIO)KHEHUSIMU, CaxapHbIM JuabeToM (TMpU BBISBICHUHM TUIEPIIMKEMHUH), HACIEICTBEHHBIMH
HapylIeHussMA 0OMEeHa BEIIEeCTB, B YACTHOCTH C APYTUMHU (popMaMH OpPraHUYECKHUX allUaypuil U ¢
nedekTaMu IMKJIa CHHTE3a MOYEBHHBI, C MHUTOXOHJIPHUAIBHBIMHU 3a00JIEBAHUIMU, HAPYIICHUSIMU
TJIMKO3WJIMPOBAHMS, TTIUKOTeHo3aMu U Ap. [1, 4].

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

3. HequHe, BRJIKOYagd MEIUKAMEHTO3HYI0O M HEMCECAHUKAMCHTO3ZHYIO TeEpalluu,
AUETOTEPAIIHNIO, 06e360.1m13am1e, MECAUIMNHCKHUC ITIOKA3AHUA U IIPOTUBONIOKA3AHUA

K IPUMEHCHHUIO MECTOA0B JICYCHUA

Cmpameeus neyeHuss nayueHmos 3aKnoyaemcs 6 CHUNCeHUU 00pa308aHus MOKCUHEeCKUX
Memabonumos, npeoynpedcoOeHuu pa3zeumus Kemoayuoosd, SUnepammoHuemMu, MmoKCU4ecKko2o
NOpadceHusi MKAaHell 20J108HO20 MO32a U 6HYMPEHHUX Op2aHO08 C obecneyeHuem npoyeccos
aHaboIU3Ma, HOPMAILHO2O POCMA U HymMpumueHo2o cmamyca oemeil. OCHOBHbIMU KOMHOHEHMAaMu
KOMNIEKCHO20 JIeHeHUsi NAYUEHMO8 CLYHCam HU3K0OeIKogas ouema u Cneyuaiu3uposanHble
NPOOYKmuvl  06e3 Namo2eHemudecku 3HAYUMBIX AMUHOKUCIIOmM, npenapamvl #1e80KapHUmMuHa.
Tepanuio donoanAOmM Ha3HaAYeHuem eUMamunos (epynnel B) (#yuanoxobanramun™*) u buonocuuecku
akmusHelMu  0obaskamu  (euopokcoxkobanamun) [11, 17] [Ilo nokazanusm  nazuwauarom
NPOMuUBOINUIENMUYECKUe NPenapamol, CUMNMOMAMUYECKYI0 Mepanuio, KOPPeKyuio GUMamuHHOU
He0oCMAamoyHOCmu.

3.1 KoHcepBaTHBHOE JieUeHHE
3.1.1 /luemomepanusn
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e PexomenngoBaHo BceM nanuestam ¢ MMA npuem (0cMOTp, KOHCYJIbTallKsA) Bpadya-reHeTHKa
¥/ WIA Bpava-TUETOJIOra TMEPBUYHBIM W TMOBTOPHBIM C IIEJIbI0 HAa3HAYCHHS U KOHTPOJIS
nuerorepanuu [20, 38].

YpoBeHb yoenuTebHOCTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)

KomMeHTapuu: oicenamenvHo, umoObl CReyuanucmovl UMelu Onbvim JleYyeHue U HA3HAYeHUs.
ouemomepanuu nAYUeHMam ¢ 30a001eBAHUAMU EPYNNbL  HACIEOCMBEHHbIX 0Oone3Hell 0OMeHa
seujecms; ¢ Yeabio HA3HAYeHUs U KOHMpOoasa d¢hghekmusnocmu ouemomepanuu makxice 803MONCEeH
npuem (0cMOmp, KOHCYIbMAyus) 6pauda-neouampa/épaia-HeoHamono2a/spava-mepanesma, no
BO3MOJNCHOCMU, UMEIOWUX OnblM 6 JleYeHuu u ouemomepanuu 3a001e6aHULl U3 2PYNNbl

HACe0CmMBeHHbIX bone3Hell 0OMeHa 8euecms.

e PexoMeH/JI0BAHO HAa3HAUCHWE JIUCTOTEPANIMM W  OCYIICCTBICHWE KOHTPOIS  e¢
a¢dexTuBHOCTH HE peke | paza B ronx BceM mammeHTaM ¢ MMA ¢ 1enbi0 NIPOBEACHUS
naroreneTuueckoro jgeucaus [38, 50].

YpoBeHb yoeauTeIbHOCTH peKoMeH1auuii B (ypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 2)

KoMMeHTapuu: rneobOxooum npuem (ocmomp, KoHCyibmayus) epaua-neouampa nepeuyHvlll U
NOBMOPHBI U/UTU Npuem (0CMOmp, KOHCYIbMAYUs) 6paia-2eHemuKa nepeulHblil U NOSMOPHLLUL U/
unu npuem (0CMomp, KOHCYIbmayus) paia-HeoHamono2a NepPeuUlHblil U NOSMOPHLLIL U/UlU npuem
(ocmomp, KoHCynbmayus) 8paua-ouemonoea nepsuunvli u noemopuuiti. Ha 1 200y omcusnu
KOHmMpOoab d¢hhexmuenocmu ouemomepanuu 0o 1 paza 6 mecay, oanee 0o 1 paza 6 3 mecaya, nocie

3 nem ¢ yacmomoti 0o 1 paza 6 6 mecayes. Heobxooum KkoHmpons ynompeonsiemou HcuoKocmiu.

e PexoMeHI0BAaHO OTpaHUYUTh TMOCTYIUIEHHE Oenka (B TOM 4HCIE€ [0 TOIYYSHHS
7ab0paTOPHBIX PE3yNbTAaTOB, MOATBEPKAAOMIMX 3a00JeBaHHE) BCEM MalMEHTaM C
KJIMHUYECKUMHU TPOSBICHUSIMH, XapakTepHbiMU maia MMA, c menbo mnpenoTBpanieHus
pa3BuTus MeTabosuyeckoro kpusa [1, 4, 38, 50].

YpoBeHb yoeauTeIbHOCTH peKoMeHaauuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)

KommeHTapum: nockonbky pazeumue  Memabdoauuecko2o  Kpuszd —Modicem — Hnpusecmu K
HeoOpamuMvl;M USMEHEHUAM CO CMOPOHbI HEPEHOU cucmemvl, npu nodosperuu na MMA credyem
cobpams buomamepuan 01 NpoGedeHUs: DUOXUMUYECKO20 MeCmuUpo8aHus U 3amem nepesecmu
nayuenma Ha nUmMauue ¢ HUSKUM cooeporcanuem oenka. /s 0emeii nep8oco NOny200Usl HCU3HU

2py0noe G6CKapmiueavue uilu ecKapmiueanue O0emCKUMU  MONOYHBIMU ~ CMECAMU C  HU3KUM
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cooepacanuem oenka (1,2 -1,3 2/100 mn 6occmarnosnenno2o npooykma). Jnsa oemeu cmapuie 6
MecAayed — UCKIIOUeHUe BblCOKODENKOBbIX NPOOYKMO8 (MACO, meopoe, puldoa) u3 payuowa.
buoxumuyeckue mecmor npogoosamca 6 meuenue 3-7 OHell, A MOJEKYIAPHO-2eHeMuUyecKue
uccnedosanusi mocym nompebogamo oxono 2-3 nedenv. Ilosmomy neobxooumo, umobdwl 6 3mom

nepuoo pebeHoK Haxoo0ulics Ha HU3KOOEeIK0B8oU oueme.

e PexoMeHI0BAHO CTPOroe OrpaHHUYEHHUE Oelka HATYpaIbHBIX IMHIIEBBIX MPOJYKTOB BCEM
NalMeHTaM T0CiIe MOATBEPKACHUs nuarno3a MMA, ¢ 1eibio CBEICHUSI K HEOOXOIUMOMY
MUHUMYMY TIOCTYIUICHHE€ B OpPraHU3M AaMHHOKHCIOT METHOHMHA, TPEOHWHA, BaJIMHA,
usoueinuaa [1, 4, 16, 50].

YpoBeHb yoeIUTeJILHOCTH peKoMeH1aluii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 2)

KomMmeHTapum: nocie noomeepoicoeHusi Ouacho3a mMakmuka Ouemomepanuy OCHOBAHA HA

cedyrouux NPUHYUNAx.

- 02paHuyeHue NOCMYNIeHUsi U301eUYUHd, BAIUHA, MPEOHUHA U MeMUOHUHA ¢ nuwel 00

MUHUMATbHOU  nompebnocmu, /s Oemetl nepeoco NOAY200Us JHCUSHU OZPAHUYEHUE

PACNPOCMPAHAEMCs HA MAMEPUHCKOE MOJIOKO ULU OeMCKUe MOLOUHbIe, ULU COeble CMECU,

011 Oemell 8MOPO20 NONY200Usl JCU3HU — 3aNpem HA 66e0eHUe 6 Kauecmee NPUKOpmd

8bICOKODENKOBbIX NPOOYKMOB (Msca, pblObl, Meopoed, AulY, MOJOYHbIX NPOOYKMO8, 60006bIX

u m.0.), O nayueHmos cmapuie 00H020 2004 — CMpPOo2ue 02PAHUYEHUs 8 UCHONb308AHUU

8bICOK0OENKOBLIX NPOOYKMO8

- obecneuenue QuU3UOI02UYECKOU NOMPEOHOCMU 8 OpY2UX AMUHOKUCIOMAX U HeoOX00UMbIX
HYMPUEHMax 01 nPeOynpedcoOeHust ux HeOOCMAamoyHOCMU U NOOOEPHCAHUSL AHADOIUZMA,

- ocpanuyenue NompeOIeHUs HCUPHBIX KUCIOM C HEYemHbIM YUCIOM AmMOMO8 yenepood U
xXonecmepuma,

- UCKIIOUeHUe 20100aHUs, NPedynpexcoeHue aKmusayu npoyeccos Kamaboausma,

Obwuii 6enox neuebHo20 payuoHa paccuumvléaemcs UCX00s U3 B03PACMHBLIX NnompeoHocmel

pebenxa (Ilpunosicenue A3.2), a makace ¢ yuemom mMOAEPAHMHOCMU NAYUEHMA K OelKy 8

3asucumocmu om gopmul u msadxcecmu medenus 3aoonesanus [4]:

- Keoma 0enka HAMypaibHblX NPOOYKMO8 HA3HAYAEmCs C  Y4emoM MUHUMATbHOL
nOMpeOHOCMU 8 NAMO2EHEeMUYECKU 3HAYUMBIX AMUHOKUCIOMAX — MEeMmUOHUHe, MPeoHUHe,

sanune, uzonetiyure (Ilpunoscenue A3.3);
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- C Yenvio Komnencayuu oepuyuma 6eaxka UCnoab3yomcs CReyuaiu3upoB8aHHvle nPooyKmul Hd
OCHOBe AMUHOKUCTIOM 6e3 MemUOHUHA, MpeoHuHda, 6anuHa, usoneuyuua (llpunoscenue
A3.3).

Cnedyem nonv306amvcs OOHUMU CHPABOYHBIMU MAMEPUALAMU 1O  XUMUYECKOMY COCMAsy

nPOOYKMo8 (8 PAa3HuIX CHPABOYHUKAX OAHHble MO2YM OMAUYAMbCS) C Yenvblo NpedomepaueHus

owuboK 8 pacuemax.

- B Ilpunosicenuu A3.5 npeocmasnen cymounviii Habop npooyKkmos 0jisi oemeti OOUKOIbHO20

803pacma ¢ MEMmuIMAaloH080U ayudemuell.

e PexomenaoBaHa KomreHcaus Aeduiura Oejlka 3a CYET CIEHaIN3UPOBAHHBIX CMECel Ha
OCHOBE aMHHOKHCJIOT, COOTBETCTBYIOIIMX BO3PACTHBIM IOTPEOHOCTAM B  OCHOBHBIX
NMIIEBBIX BEIIECTBAX W DHEPIMM, HO HE COAEPKAIIUMX METHOHUH, TPEOHUH, BaJUH,
M30JIeWLIMH BceM nanueHtam ¢ MMA, ¢ uenbio nojajep:kaHus aJeKBaTHOTO HYTPUTHBHOIO
craryca [1, 4, 16, 50].

YpoBeHb yoeIUTEJILHOCTH peKoMeH1auuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 2)

e PexoMeH10BaHO oO0OecreyeHHe JOCTATOYHOM HHEPreTHMYECKON LEHHOCTH palloHa B
OCHOBHOM 3a CUET YIJIEBOJOB BceM manueHTaM ¢ MMA ¢ 1enpro noaaep:kaHus IpoLeccoB
aHa0onu3Ma M MpeJOTBPALeHHUs Pa3BUTHS IpolieccoB katabonusma [1, 4, 19].

YpoBeHb yoenureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

e PexkoMeHI0BaHO OrpaHHYE€HHE KBOTHI XKUPOB 10 50-60% OT BO3paCTHBIX CYTOUYHBIX
norpedbHocTeil BceM mnanueHTaM ¢ MMA ¢ 1enpl0 OpeaoTBpaIleHMs] HAKOIUIEHUS
METHJIMAJIOHOBOM KUCIIOTHI — MPOJYKTa [3-OKUCIEHUS JKUPHBIX KUCIOT C HEUETHBIM YHCIIOM
aTomoB yriepona [1, 4, 16].

YpoBeHb yoenuTelbHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 0KA3aTeJILCTB — 5)
KomMmeHnTapuu: ¢ kauecmse ucmoynuka sxcupa npeonoumumeiibHee UCNoIb308amMsb pAcmumenbHvle
macna, cooepxcaujue noJUHEHACLIUeHHbLE JHCUPHBIE KUCTIOMbL (DANCco8oe, IbHAHO0e, OJIUBKOBOE,

nOOCOIHeYHOoe U Op.)
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e PexoMeHa0BaHO oOecrieyeHHe BceX MalUeHTOB ¢ MMA [0CTaTOYHBIM KOJHYECTBOM
KUJKOCTU C LENbI0 MPO(PUIAKTUKK HApYyILIEHUs BOJIHO-3JIEKTpoauTHOro Oananca [1, 16, 50,
52].

YpoBeHnb yoenutensHocTu pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

e PexomenaoBaH BceMm nanueHTam ¢ MMA npoOHBIH TpreM UM 0€3 JUIUTEIbHBIX HOYHBIX
HepephIBOB BO U30EKaHUE rOJI0JaHHs, 0COOCHHO IETSIM IPYIHOTO U paHHEero Bo3pacTta [1, 4,
16, 50, 52].
YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTEJILCTB — 5)
KomMeHnTapuu: nepepuig mesxcoy KOpMaeHUAMU, 8KII0YAs HOUHbIe, He boaee 3 uacos.

3.1.2 Meouxkamenmosnoe neuenue.

° PexoMeHI0BaHO TIpH yCTaHOBJICHMHM JauarHosa MMA mpoBecTH TpoOOHOE JiCUCHHE
#manokoOaaMuHOM** it onpenencHusi GOpMbI 3a0oieBaHUsT — Bip-pe3nucTeHTHAS WK
Biz-uyBctBuTenbHas [1, 11, 17, 50].

YpoBeHb yoenuteabHocTH pekoMeHaanuii C (YypoBeHb J10CTOBEPHOCTH 0KA3aTEIbCTB — 4)

KommenTapuii: ¢ smotl yenvto nasnauaiom kopomxuil kypc (8-10 oueil) #yuanoxobanamuna™*

003e 1 me/cym noOd Kowmponem 3KCKpeyuu MemuiManioHO80U KUCIOmbl (Usmepsaiom 8 oopasyax

Mouu, coopanublx uepez OeHb 6 meueHuu 8-10 omuetr). Cuuowcenue na 50% u b6onee om uUCX0OHbIX

yposHell ceudemenvcmeyem o Bis-3asucumou gopme 6onesnu. Jemsm ¢ ycmanosnennou Big-

3asucumotl ¢popmoti MMA mnasnauaiom onumenvHoe Jneuyenue Hyuanoxobaramunom™*, 0osa
noobupaemcs UHOUBUOVATILHO, 6 3ABUCUMOCTIU OM KIUHUYECKUX U OUOXUMUYECKUX NaApAMempos

[1], nanpumep, 30 me xaxcovie 2 unu 4 nedenu [29]. bBonee s¢pgpexmusno npumenenue aKmusHvLX

Gpopm eumamuna (6 PD 3apecucmpupoaHvl Kak Ouoio2uyecku axkmuseHvle 000a6Ku) —

2uopokcoxobanamuna (cuopoxcuxooanramuna) (1-14 me/neo 6/m) [30].

Haoice 6 cnyuae Biz-3asucumotl popmoi, nayuenmam 0ONOIHUMENbHO HAZHAYAIOM OUeMUYecKoe

Jleyenue ¢ YMEePeHHbIM Ocpanudenuem Oeika HAmypaibHblX NpOOYKMO8, N0O KOHMPOLEM YPOBHs

NPONUOHUIIKAPHUMUHRA 6 KPOBU U IKCKpeyuu MEMUTIMATIOHOBOU KUCTOMBL.

e PexomMeH10BaHO Ha3HAueCHHE #HICBOKApHUTHHA BceM mnanmueHTaM ¢ MMA ¢ menbro
MOBBIICHHUS  BBIBEJCHHUS TOKCUYHOM METHJIMAIOHOBOW KHUCJIOTBI M  JIMKBUAALUU

HEJI0CTaTOYHOCTH KapHuTHHA [ 1, 4, 16, 50].
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YpoBeHb yoeauTeIbHOCTH peKoMeHaanuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)

KommenTapuu: #i1esokapnumun nazuauaemces uz pacuema 100-200 me/ke/cym ¢ 2-4 npuema, 0o3a
KOPPEeKMuUpyemcs. 6 3a8UCUMOCMU OmM KIUHUYECKO20 omeema U ypoeHs KaprHumuua. Tepanus
nPoBOOUMCs  NpAKMU4ecku HenpepvléHo. B nepuod memabonuueckoeo Kpuza U OCMpOU
aunepamMmonuemuu 003a moxcem ovimos yseauverna 0o 300 me/ke/cym. OOHaxko epynna 3KCnepmos

npeonazaem He npesvlams CymouHyio 003y #eeokapnumuna eviwe 12 2 0ns 3pocivix [1].

e PexomenaoBaHo BceMm manueHTamMm ¢ MMA Ha3HaueHHE aHTHOAKTEPUAIBHOM TEpamuu C
[ENTbI0 KOPPEKIMH OOMEHa BEMISCTB MyTeM HOPMAIM3AINK KUIIEYHON MUKpPOOUOTHI [1, 4,
16, 50].
YpoBeHb yoeIUTeJILHOCTH peKoMeH1aluii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 2)
Kommenrapum: yuyumoigas, umo oxono 25% nponuonamos o00pazyomcs noo  GiusHuem
HCUBHEOESAMENbHOCTNU KUULEYHOU MUKPOOUOmMbL, OONOIHUMENbHBIM CHOCOOOM KOppeKyuu oOMeHa
AGNAEMCA  AHMUOAKMEPUATbHASL Mepanus ¢ Yeavlo NoO0asleHus aKmuGHOCMU NAMOLEHHbIX U
VCII08HO NAMOLEHHbIX MUKpoopeanuzmos. Hasnauarom kypcwl #memponudazona** 6 dosze 10-20
me/xe/cym 6 meuenue 10-14 Owuetl; uepe3 3-4 nedenu Kypc npu HeoOX0OUMOCMU NOBMOPAIOM UL, 8
ciyyae Henepenocumocmu Humempounuoasona** unu uepedyrom c¢ Humemponuoazonom** ¢
unmepsanom 1 mecay — #amoxcuyunnun™** (50me/xe) unu #Ko-mpumoxcaszon [Cyrvgpamemoxcazon
+ Tpumemonpum] ** (20 me/xe) [1, 31, 32, 50]. Yepeoosanue npenapamos neobxooumo 0us
NPOUIAKMUKY  PA36UMUSL  PE3UCMEHMHOCTIU  MUKPOPIOpbl K aHMUMUKpooOHot mepanuu. Bo
uzbedicanue pazeumusi KOJOHUU, YCMOUYUBLIX K JIEKAPCMEAM, pekomenoyemcs 1-2 nedenu mepanuu,
yepedyss ¢ 2-3 Heldenamu nepepvié UlU uepeoys Kadxcovii mecay. Moowem Ovimb noae3Ho
NpUHUMAams  000a6éKu ¢ npodouomuxamu (uzbezas mex, Komopwvle codepicam bakmepuu,

npoOyyupyrowue NPonuUOHOBYI0 KUCIOMY), 4mMoObl 60CCMAHO8UMb U COANAHCUPOBAMb KUULEUHYIO

¢nopy [1].

e PexkomennoBanbl mnamueHtaM ¢ MMA 1o MOKa3aHUSM BUTaMHMHBI M TOJMBUTAMHHBI C
MUHEpaIbHBIMH BEIIECTBAMHU (CoJepxkaniue KoyeKanbIimdepor™®, mmanokoOamamMuH™*,
donueBas kuciora** mpemapaTel IMHKA, Mpenaparbl CeJeHa M JIpYyrHe) B BO3PACTHBIX
JIO3UPOBKAX C IENTbI0 KOPPEKIIMK HYTPUTHUBHOTO cTaryca [1, 4, 16].

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

26



e PexomennoBano mnamueHtraMm ¢ MMA uMeomuM XpOHMYECKYKO THIEPAMMOHUEMUIO

HazHaueHue npenapara AI6AAQDS kapriymoBasi KUCIOTa € IEJIbI0 KYITUPOBAHUS COCTOSIHUS

[39, 50].
YpoBeHb yoeauTeIbHOCTH peKoMeH1anuii B (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeIbCTB — 2)
KomMeHTapuii: nogulueHHbIM yposHeM AMMOHUSA 8 NAA3ME KPOBU Y HOBOPOHCOCHHBIX CHUMAEMCSL
ypogenw bonee 150 mmonv/n (>260 me/on) u bonee 100 mmonwv/n (175 me/on) y demeti cmapuieco
sospacma u e3pocivix [40]. Ilo dannvim tumepamypul yposensb amMMOoHUsl, Mpeoyiouutl Ha3HaA4eHus.
Kapenymosou kuciomsl, cocmasisiem om 142 + 46.495 mxmonv/1. Cpedusis 003a Kapenymosou
Kuciomol cocmasusiem 85 me/xe/cym (Ouanazon 12,5-250 me/xe/cym). Bvisgneno docmogeproe
CHUDICEHUEe YPOBHS AMMOHUSL 8 NIA3Me KPOBU NPU ONUMENbHOM Ne4eHUU KapaiyMO8oL KUCIOMOLL U
CHUDICEHUE YUCIA INUZ0008 2UNepPaMMOHUemMul, mpedyrowue cocnumanusayuu. [41, 42, 43].
Onvim npumeHenus KaperymMosoll KUCIOMbl UMEemcs 8 psioe KIUHUK, HO KOIUYeCme0 NayueHmos,
KOMOPbIM NPOBOOUMCsL OAHHAS MePanus 6ce ewe 02paHuiero, NOIMoMy mpedyromcs oanbHeluue
uccnedosanus 0ns coopa 00Kazamenbcme no d¢hgpexmusrocmu smozo npenapama [44, 45].

3.1.3 Jleuenue nanueHTOB B NEPHOJ META00JINYECKOI0 KpH3a

Ilpu yepose unu 6 ciyuae pazgumus MemaboIuyecko2o Kpu3za ieyeHue 00N CHO HAUUHAMbCSL
He3aMeO0nUumenbHo.

JleweOnvle Mmeponpusmusi HAnNpaeienvl HA NpeKpaujeHue 00paz08anus U HAKONJIEeHUs.
MOKCUYHBIX OP2AHUYECKUX COCOUHEHUL U 8bl6e0eHUe UX U3 opeanusma. Takmuxa neyenus oemeil 6
nepuoo Kpu3a eKioYaem KOppeKyuio Ouemomepanuu, 6bl6e0eHUue HaKaniuauuxcs OpeaHudecKux
KUCTIOM, KOPPEeKyulo Memadoauieckoeo ayuoosd, UnepamMmoHuemMuu U 600HO-IAeKMPOIUNMHBIX

Hapymeﬁud, IHepzcemu4eCcKyro nod()epofacy U CHUJNCEHUSl UHMEHCUBHOCMU npoyeccos Kamaoboauzma

[1,2,4].

e PexoMeHI0BaHA SKCTPEHHAs] TOCIUTAIN3ALNS U BBHIIIOJHEHUE MEPOIIPUATHI IO KOPPEKIIUN
JUETOTEPANNU U IPOBEJCHUI0 HHTEHCUBHOW Tepanuu BceM nanuentam ¢ MMA mipu yrpose
WIH B Cllydae pa3BUTHUS METaOOJIMYECKOTO KpH3a C LEeIbl0 He3aMEATUTEIbHOTO MPOBEIEHUS
WHTEHCUBHOMW TEPAITUK U MPEJOTBPAICHHS KU3HEYTPOXKAIOLINX OCIoXKHeHui [1, 4, 16, 50].
YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — 5)
Kommenrapum: npu  wamuuuu 1106020 U3 pakmopos,  CHOCOOHBIX — CHPOBOYUPOBAMb

Memabonudeckull Kpus, HeoOX00UMO paccmompems 80NPOC O HA3HAYEHUU UHDY3UOHHOU Mepanuu.
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Daxmopul, cnocobHble CNPOBOYUPOBAN MEMADOIUYECKUL KPU3:

- npueMm nuwesvix 0elKo8 U JAHCUPO8 6 Koauuecmee, npesvlularowem moaepaHmHocmy
opeanuzma 601bHO20 pebeHKa,

- HeOdoedaHue, HU3Kas KaloputiHocms payuond;

- UHMEPKYPPEHMHblE — PECNUPAMOPHblEe  UMU  JHCENYOOYHO-KUULEUHble — UHQDEKYUOHHbLE
3abonesanus u opyaue paxmopul, nPosoyuUpyrouue Kamaboiusm,

- nogbluleHUue memMnepamypvl meid,

- anecmesus, xupypcuiecKkue emewameibemed.

. PexomMeHI0BaHO TAIMEHTa ¢ META0ONMYECKUM Kpu3oM Ha ¢one MMA mepeBecTd Ha
MUTAHUE MCKIIOYUTEIBHO CMEChI0 aMUHOKHCIIOT 0€3 M30JIeHIIMHA, MEeTHOHUHA, TPEOHUHA U
BaJIMHA, HO HE Oosiee yeM Ha 24-48 4acoB C LENbK0 CHMXKCHHS 00pa30BaHUS TOKCHYHBIX
metaboautos [ 1, 4, 16, 50].

YpoBeHb yoenuTebHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTeJIbLCTB — 5)

KomMmeHTapum: npu Hanuuuu cpvleuganuil, peomvl, OMKA3A Om eObl — KOPMJIEHUe uepes

HA302aCMPAbHbIL 30H0 WU 2acmpocmomy (yemanosxka cacmpocmomst) [1]. Cobnrodams pesicum

OPOOHBIX U YACBIX KOPMIEHUL C NPOMENCYMKAMU MeAHCcOY KopmaeHusamu 2-3 yaca

. PexomeHna0BaHo B METa0OINYECKOM KPHU3€ CHU3UTH MOTpeOIeHNE 00IIero MUIeBoro oemka
B paruoHe manueHToB ¢ MMA, CyTOYHBIM ypOBEHb Oelika — SKBUBAJICHTA JIOJDKEH OBITH HE
HUKe 0€30I1aCHOr0 YpOBHS, PU ATOM 00ECIIEUYNUTh BHICOKOKAJIOpUIHOE uTaHue (Tadbauua 2)
C LIEJIBI0 CHUXKEHUSI 00pa30BaHUs TOKCHYHBIX MeTaboauToB [1, 4, 16, 50].
YpoBeHb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
KommenTapuu: osuepecoyennocmv nuwu u  8800UMOU  IHCUOKOCMU NOGLLUAIOM 34  CUem
ucnonvzosanus 5-10% Oexcmposvl, 2IOKO30NOIUMEPHBIX PACMBOPOS8 (MANbMOOEKCMPUH) 8
O00NONHeHUue K CMecU Ha 0CHO8e AMUHOKUCIOM, paciem npou3goo0umcs ucxoos uz kaiopuiunocmu 1 2
yeneeo0oe = 4 kxan, 1 e manemodexcmpuna npupasuueaemcsa k 1 2 yene6o006. Bozmodcno
napenmepanvhoe 8gedeHue y2ne60008 (3-10% oexcmposvl **), a makace aunuoos 0o 1 2/ke/cymiu;
Tabnuya 2. besonachvili yposeHb nompedbienuss Oeika u nompeOHOCMb 6 3Hepeuu y oemel

PA3IUYHO20 803pACMA C MEMUIMANIOHOBO0M ayudemueti 8 nepuood Memaboruiecko2o Kpusa ™
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0-12mec 1-3 200a 4-6 nem | 7-10 nem 11-18
Bospacm

Obwuii 6enox e/ke/cym 1,8-1,31 13-1,2 1,1-1,0 |1,01-0,99 | 1,14-0,99
Ouepeus 150-120 110-80 80-70 60-40 60-50
Kran/xe/cymxu

JKuokocmo 120 100 1200-1500 | 1500-2000 | om 2000
(6 m.u. 8ooa, pacmeopwl ma/ke/cym | ma/xe/cym | ma/cym ma/cym ma/cym
0/151 NApeHmMepaIbHO20

numaHus)

*- aoanmuposarno uz Matthias R Baumgartner et al. 2014 [1].

. PexomengoBano uepe3 24-48 bacoB mocie OTMEHBI HATypalbHOro Oenka (B IMEpUOI

MeTaboIMYecKOro Kpu3a) nmanuenraMm ¢ MA mocTeneHHO BBOJIUTH MPOAYKTHI, COAepKaIlne
HATYypaJIbHBII 0€J0K LIeTbI0 MPEeIOTBPALCHIS] HyTPUTUBHOM HeocTaTouHoCTH [ 1, 2, 4, 16].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapun: Hcmounuxkom namypanvbnoeo 6enka O 0emell Nepebix Wecmu Mecayes HCusHu
ABNACMCA MAMEPUHCKOE MOJIOKO/OeMCKAs MOJIOYHAS CMeCh, 01 0emeli 8Mopo20 NOLYy200Usl HCUSHU
— makoice HU3K0OeNKosble NPOOYKMbl NpuKopma, 0is Oemell cmapuie 2004 — HU3KOOEIKO8ble
Hamypanvhvle npoOyKmul (Kpynul, 0860w, GpyKmMbl, pacmumenvHvle MACIa) U CReyuaiu3upo8aHHle

HU3K0OeNK08ble NPOOYKmMblL Ha 0CHO8e kpaxmanos [1].

. PexomengoBano mnamnueHTamM B MerabonumdyeckoM kpu3e Ha ¢oHe MMA npumeHaTsh
[JIFOKO30TOJIMMEPHBIE PACTBOPHI (MaJbTOJEKCTPHUH), a TaKXKe HU3KOOETKOBBIE MPOAYKTHI Ha
OCHOBE Kpaxmaja [uisl IOAJEP)KaHHUS COOTBETCTBYIOIIEH DJHEPreTUYECKOM LIEHHOCTH
pauuoHna [1, 2, 4, 16].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)

o PexomMeH10BaHO yYBETUYCHHE 03I #I€BOKAPHUTHHA MAIUEHTaM B METa0OINYECKOM KpHU3e
Ha (hone MMA 1yis1 noBbIineHus 3¢ dexruBHoCcTH Tepanui [1, 2, 4, 16, 50].

YpoBenb yoenuTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)

KommenTapuu: #resoxaprumun nasnauarom oonocuo He menee 100 me/xe maccvl mena u oanee

ocmasnsrom noodepacusaowyro 003y 100 me/xe/cymku. Jna nosviuwenus 3pgexmusnocmu
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NPeonoymumenbHO 6HYMPUBEHHOE UMW GHYMPUMbIULEYHOE 68e0eHUe Npenapama ¢ Yeablo
NOO00EPIHCaAHUSL COOEPIAHCAHUSL C80000HO20 KAPHUMUHA 6 KPOBU 6blule HOPMANIbHBIX 3HAYEHUIL.
Ilokazamenv c60600H020 KAPHUMUHA NOOOEPHCUBAIOM HA BbLICOKOM YPOBHE, Npesviularouem
epanuybl Hopmbl. Omo obecneuusaem OeMOKCUKAYUOHHYIO (DYHKYUIO KAPHUMUHA, VIyyuiaem
C6A3bIGAHUE U  BbIBEOCHUE U3 OP2AHUBMA MOKCUYHLIX NPONUOHOBLIX Npou3soouvix. Ilpu
UCNONBL30BAHUU BbLICOKUX 003 B03MOJICHO pazsumue 3Qghexmos 8 ude mouiHomvl U HenpusmHo2o
3anaxa (moua, ovixamue, nom). Ykazaunvle s61eHUs NPOXOOSAM NOCIE CHUICEHUS 003bl. B nepuoo
Memabonuuecko20 Kpusa u oCcmpou cunepammonuemuu 003a modicem Ovimov yeeauderna 00 300
me/ke/cym. OOnako He pekomeHOyem npesvluams CymoyHyio 003y 1eoKapHumuna eviue 12 2 ons

63pocavlx nayuenmos [1].

o PexomeHn10BaHO BHYTPHMBEHHOE BBEJCHHUE pacTBOpa JEKCTpo3bl™™* manuentam ¢ MMA B
COCTOSIHUM METa0OJMYECKOr0 KpH3a C IeNbI0 BOCTIOIHEHUS! SHEPIeTHIECKOro aAeduuuTa u
MPEIOTBPAIEHUS Pa3BUTHS HEBPOJIOTUUECKUX HapyuieHuii [ 1, 2, 4, 16, 33, 34].

YpoBeHb yoenuTeabHoCTH pekoMenaanuii C (YypoBeHb TI0CTOBEPHOCTH JI0KA3aTeIbCTB — 5)

KoMmMmenTapuu: enympusennoe 6sedenue pacmeopa 0ekcmposol ** uz pacuema.: HO80pOICOeHHbLE U

oemu 0o 1 cooa 8-10me/xe/mun, om 10o 3nem 1-8 me/xe/mun, om 4 oo 6 nem 5-6 me/xe/mun, om 7

00 12 nem 5-6me/xe/mun, cmapwe 12nem 4-5 me/ke/mun, e3pocavie — 3-4me/xe/mun. Ipu crudxcenuu

2NIOKO3bL HUdice 2,5 MMOAb/1 8 Kposu HeoOXooumo eHympugenHoe cmpyunoe esedenue 10%-25%

oexcmpo3svl** uz pacuema 2-3 mn/ke, Oanee nepexo0sam Ha 6HympuseHHoe Kanenvhoe ggedenue 10%

oekcmposvl™* co ckopocmvio 7-9 me/ke/Mun 00 HOpMaRuzAyuu YpoeHs 2NI0KO3bl 8 KpPOBU.

Hasnauenue oexcmposvl™* ne monvko 6ocnonmHsem mKamesou 3HepeemudecKull oepuyum, HO U

no0assem JUnOIU3 U CHUMCAem npooyKyuro MOKCUUHbIX 0ePUBAMO8 HCUPHBIX KUCTIOM.

Heomnooicnyto enHympueennyio mepanuio ciedyem HAYUHaAmMy KAK MONACHO paHvuie npu boee
MANCENIX COCMOAHUAX, C 6bICOKOU MeMnepamypou, NOGMOPAIOWECs PEOMOU UNU MANCENbIM
2acmpoIHmMeEPUMOM.

Pacmeopvr ona enympusennvix ungysuti, codepacawue 10% Oexcmposzy™* (unu 6onee)
crnedyem UCHOBL3068aMb 0adce NPU HOPMANLHOM YPOSBHe 210K03bl 8 Kpoeu. Ecau y nayuenma
PAa3eueaemcs 3HAYUMENbHAs SUnepaiukemMus (Hanpumep, yposeHs 210Ko3bl 8 Kposu 6Gonvute 250
Me/On) ¢ enroKo3ypuel U UMeromcs NPUHAKU Memadoaudeckol OeKoMneHcayuu, mo ciedyem

paccmompentb 603MONCHOCMb Haddjla qubyS’uu #MHC‘leuHa pacmeopumoco ['{eJl06€’~l€CK020 CEHHO-
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uHoceneprnoco] **)  emecmo cHudxcenus ckopocmu un@yzuu Oekcmposvl**, —cnocobcmeys
aunaboauyeckomy cocmoauuto. Hauanenas 0oza 0nsa  umdysuu Huncyiuna pacmeopumoco
[uenoseueckozo eenno-unaiceneprnozo] ** cocmasnsem 0,01- 0,05-0,1 ME/ke/y. Yposenv uncyiuna
cedyem mumpogams, Ymoobl N0OOEPAHCUBAMb YPOBEHb 2II0K03bL 8 Kposu medcoy 100 u 150 me/on.
Cnedyem ommemumo, ymo un@)y3us Oonee KOHYEHMPUPOBAHHOZO PACMBoOpa 0eKcmpo3sovl**
(15-25%) npu 6onee nuszkou ckopocmu uH@y3uu nOCPEOCMEOM YEHMPAILHO20 Kamemepa MOdNCem
nompe608amuvCs npu HedoCmamouHou cepoeynou @yuxkyuu. Kpome moeo, ciedyem cobnodamo
OCMOPOACHOCL NPU NPEKPAWEHUU BHYMPUBEHHOU UHEY3UU — He0OX00UMO MeONIeHHO CHUNICAMb
CKOpOCmb, uymobbl u30edcamv COCMOSHUSL PeakmusHou eunociukemuu. Eciu y nayuenma
PAa36UBAemcs 3HAYUMENbHAL SUNnepeIuKemMus (Hanpumep, YposeHb 2l0Ko3bl 8 Kpoeu 6onvute 250
Me/On) ¢ enroKosypuel U UMEIOMCs NPUSHAKU MemabdoIudyeckol OeKoMNneHcayuu, mo ciedyem
paccmompems 803MONCHOCIb HAYALA 6HYMPUBEHHO20 868€0€HUsl UHCYIUHO8 U UX AHAL0208 (npu

enuxemuu éviute 14 Mmoavli) ¢ yeuvro no0OepI’Canus A0eK8amHo20 yposHs 2oKo3bl Kposu [28].

. PexomengoBano: manueHtaM ¢ MMA npu MeTaboIMYecKoM Kpu3e Ha3HAYCHHE PacTBOpa

Hatpus ruapokapbonaTa™* ¢ meapi0 KOppeKnnn Metadbonnyeckoro anuaosa [1, 35].

YpoBeHb yoenuTeJbHOCTH 10Ka3aTebeTB — C (YPOBEHDb 10CTOBEPHOCTH 10KA3aTENLCTB — D)
KommenTapuu: nampus cuopoxapoonam™* npumensemcs é euoe 8,4% u 4,2% pacmeopa ons
yoobcmea nepepacuema na mmoab NaHCO3. E2o 0o3uposka (Mmonv) onpedensemcst no opmyne:
(-BE) x macca mena (x2) X 0,3 [35]. Kpome moeo, nayuenmam neobxooumo weiounoe numose —
pacmeop coovl uz paciema -1 uatinas noxcxa Ha 200 mn 60061, wjer0uHvle MUuHepaibHule 800bl. B
cyyae 0eKOMNEeHCUPOBAHHO20 MemaboIu4ecko20 ayuoo3a, He no00aroue2ocs MeOuKAMeHmMo3HOU
mepanuu, nPo8OOSIMCsl MeEMOoObl IKCMPAKOPHOPANbHOU KOPPEKYUU 20Meocmasa (Hanpumep,
cemoouagurbmpayus npooaerHas (6eno-eenosnas)) (cm. n.3.3) [36]. B 3asucumocmu om
MANCeCMU COCMOSIHUSA, 8 CPeOHeM, Kadxcovle 6-12 yacos credyem KOHMPOIUPOBAmMs NOKA3amen
KUCTIOMHO-0CHOB8HO20 COCMOsIHUA Kposu (Hccnedosanue yposHs 6ygephvix eujecms 8 Kposu,
HUccneoosanue yposHs 6000pooHblx uoHo8 (pH)), yposHs nampusi, Kaius u UOHUBUPOBAHHO2O
Kanvyus 8 Kposu, a makaice cooepicanue rakmama (Mccneoosanue yposHs MOIOUHOU KUCIOMbL &

Kp061/l), ammuaxka u enoKo3sl 6 Kpoeu. Kpoeu) C YelblO KOHMPpPOJIsl 1e4erusl.
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o PexoMeH10BaHO Ha3HAaYeHHE HATpHsi OeH30aTa (OMOJIOTMYECKM aKTUBHas N00aBKa) IMpH
ypoBHE amMMOHHSI B KpoBW Bbiie 200 MKMousp/n mamueHTaMm ¢ MMA mnpu pa3BUTHH
METabOIHYECKOr0 KpU3a C LEeNIbl0 KyIupoBaHus coctosuus [1, 16, 18, 21, 23].

YpoBeHb Y0eTUTEJIBLHOCTH J0Ka3aTeJbeTB C (YPOBEHb J0CTOBEPHOCTH peKoMeHAanuu — 4)

Kommenrapum: Hampus Oenzoam (6uonozuuecku axmusHas 000aéKa) HA3HAYAemcs u3 pacyema

om 250 melke 6 cymxu (maxcumanvno 0o 500me/ke/cym, ecau macca mena npesviuiaem 20 k2 00

5,52/M2/cym). Konmpone yposns ammonus oOondxicen npogooumscs Kadicovle 6-12  wacos.

Ocywecmenaiom 0653amenvHblil KOHMPOIb YPOGHS HAMPUsL U KAIUsl 8 Kpoeu He pexce | pasza 2

yaca. Co21ACHO MeNHCOYHAPOOHLIM PEKOMEHOAYUAM NO Ne4eHUI0 2UNePaAMMOHUEMUU NOKA3AHO

BHYMPUBEHHOE 88edeHlUe NPenapamos, CeA3bl8AUUX AMMOHUL, 0OHAKO 6 HACmosujee 8pems Ha

meppumopuu Poccuiickoii @edepayuu 0anHvle 1ekapcmeennbvle CpeoCcmea He 3apeucmpuposanbi.

Hexomopuvle uyscmeumenvHvle nayueHmuvl ¢ XPOHUYECKOU 2UNEpAMMOHUEMUE MAaKiIce MO2Ym

nONY4ams NepopaivbHyl0 mepanuto OeH30amom HAmpus, ¢ MuamenbHblM KOHMPOIEeM YPOBHS.

AMUHOKUCIOM U  DJIeKMpOIUmos. IOmom HPOMOKON He AGIAemcs CMaHOApmMu3upO8anHoU

NPAKMUKOU, HO MOdcen Oblmb NPUMEHEH 8PAYOM HA OCHOBAHUU TU4HO20 onbima. [46; 47].

. PexomengoBano HasHaueHue npemnaparoB Kapriymooit kucnotsl (A16AAOQS) nauuentam
¢ MMA c 1ienbio CHIKEHUsI ypoBHs amMonust [38, 39, 50].

YpoBeHb yoenuTesqbHOCTH N0Ka3aTedbcTB C (YPOBEHb J0CTOBEPHOCTH peKoMeHaamuu — 4).

Kommenmapuii: N-xapbamunenymamam aniocmepuiecKu akmusupyem

Kkapbamungpocchamcunmemasy I 6 yuxie MoueguHbsl, Ymo NPUBOOUN K CHUNCEHUIO YPOBHS AMMOHUSL

Buvibop 00361 N-xkapbamunenymamama, Komopwviti 0OCMYneH 6 68uoe NepopaibHo20 npenapamd,

pasauuaemcs 6 aumepamype. B uccnedoeanusx munumanvHas s¢ggekmusnas 003a cocmasuna

12,5 me/xke/cym, a makcumanvnas 0o3za cocmasuna 250 me/ke 6e3 kakux-1ubo nobounvix 2¢pexmos.

Ilpu cmotixoii eunepammoHueMuu 803MONCHO HAZHAUEHUe KAK OeH30ama Hampus 8 MOHOmMepanuu,

mak u 6 kKomourayuu ¢ kaperymosou kucromoti [39].

3.2. Xupyprudeckoe Je4yeHue

L4 PexoMeHg0BaHO IalliEHTaM C MMA Ipu MnporpeaAucHTHOM TCUCHUM NATOJIOTHYCCKOIO
nmpomnecca B ICYCHU U MMOYKaX paCCMOTPETh BO3BMOXKHOCTL TPAHCIUIAHTAIIUHA TICYCHU U ITOYUCK

110 *KM3HEHHBIM ToKa3aHusM [ 1, 4, 16, 24, 49].
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YpoBeHb Y0eTUTEJILHOCTH pPeKOMeHIaluii A (YPOBEHb J0CTOBEPHOCTH J0KA3aTeJbCTB — 2)
KommenTapumu: nposooumcs co2nacho pexomenoayusm no mpaHchnianmayuy nedeHu u nouex.
Ilokazanua Ona mpaHcnaaHmayuu neyeHu uiu KOMOUHUPOBAHHOU MPAHCHAAHMAYUU NedeHu U
nouex 6 Hacmosaujee 6pems He ONpeoeieHbl, 00HAKO, Hauboiee 4acmo 6 MUPOBOlU NpaKmuke
MAKOBLIMU CILYAHCAM MAACENAST MEMADOIULECKAST OeKOMNEHCayus, HedhphexmueHocms nposooUMOL
Memabonauueckou mepanuu. B mo oce epemsa MMA sensemcsa maubonee yacmvim NOKA3AHUEM K
MPAHCHIAHMAYUU NeYeHU 8 0emCKOM 603pacme CPeou BPOHCOCHHBIX Memaboauieckux OonesHel.
Tpancnaanmayusa nevenu Ovina NPUSHAHA MEMOOOM 3AMECMUMENbHOU (GepMeHmHOU mepanuu.
Kombunuposannas mpaucnianmayus nevyeHu u NOYeK, KAK NpABUNO, GbINOJHAEMC Npu
npozpeccupyioujem HapyuleHuu NOYeyHvlX @OYHKYull U @GOopMUpo8aHuU XpoHUYecKoUu NOYeyHOU

Heoocmamounocmu [22, 25-27].

o PexomengoBano manueHtaMm ¢ MMA BO BpeMsi MOJITOTOBKM K XUPYPIHYECKUM
BMEIIATEILCTBAM, NPOBEACHUS aHECTE3MOJOTMYECKHMX TOCOOMi M B cCiydasx, KOrja
TpeOyeTCsl yUIMHUTH TIEPUO/] TOJIOAaHUS UCTIOIh30BaTh BHYTPUBECHHOE BBEJICHUE PACTBOPOB
JNEKCTPO3bI** W  pacTBOPOB, BIMSIOIIMX HAa BOJHO-JICKTPOJUTHBIA OanaHC (Kajus
XJIOpUA+HATPHS areraTtHaTpust XJOopua**) ¢ Lenpro peruaparanuu, MpPU OTCYTCTBUU
NPOTHBOINOKA3aHUN K BBEJCHHUIO OOJBIINX OOBEMOB IKHIKOCTEH, W IPEIOTBPAIICHHS
pa3BuTus Metaboarueckoro kpusa [1, 2, 4, 16].

Yposenb yoeauteabHocTH pekomenaanuii C (YpoBeHb T0CTOBEPHOCTH 0KA3aTeJIbCTB — D)

Kommenrapum: unghysuonnas mepanus 6 ciyyasx, mpebyiowux yoauHeHue nepuood 20100aHUS,

pacmeopuvl 0ekcmpo3vl ** u pacmeopul, erusOUWUe Ha 600HO-2IeKMPOIUMHBLY OANAHC, 8600SAMCI U3

pacuema 8-10 me/xe/mun 0na demeil nepeo2o 200a HCuzHu, 6-7 me/ke/mMun — 01 demel om 200d 00

10 nem, 5-6 me/xe/mun — ona Oemeti cmapwie 10 nem. Tabnuya ¢ maxmuxou e0eHUs — CM.

Ipunosicenue A3.7 [1].

o PexomenaoBana racTpoOCTOMHUS JanapoCKOMUYECKUM JIOCTYTIOM/TaCTPOCTOMUS
9H/IOCKONIMYECKUM  JIOCTYTIOM/TaCTPOCTOMHSI ~ YPECKOKHBIM  JIOCTYIIOM/TacTPOCTOMHUS
OTKPBITHIM JOCTYIIOM, YCTaHOBKA raCTPOCTOMBI MJIM HA30TacTPaIbHOTO 30H/A MAIlIeHTaM B
MeTabonuueckoMm kpusze Ha done MMA npu Haau4uu pBOTHI U CPHITMBAHUS WIHM OTKa3e OT
npruemMa MU C LEeNbI0 KOPMIICHHUS CMEChl0 aMMHOKHUCIIOT 0Oe3 M30JeiIMHa, METHOHMHA,

TpEOHUHA U BaynHA [1].
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YpoBeHb yoeauTeqbHOCTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH J0Ka3aTebCTB — D)
KommenTapuii: no mepe neobxooumocmu npooOUmMcs 3amMeHd 2ACMpOCMOMUYECKOU MmpyOKu,
3aKpvimue 2acmpocmoMmyl, yX00 3d HA302aCMPATbHLIM 30HOOM.

3.3 Unoe Jeuenue

. PexomennoBano nanuenram ¢ MMA paccMOTpeTh BOIPOC 0 HEOOXOAMMOCTH TPOBEICHUS
NEPUTOHEAJIBHOTO AMAIN3a WM T'eMOJUaId3a MPU OTCYTCTBUHU OBICTPOM IOJIOKUTEIHHON
peaKuy Ha UHTEHCUBHYIO TEPAIHIO, COXPAHSIOIIEMCS KETOAI1103€ U TUIIEPAMMOHUEMUH C
CITBbI0 KOPPEKIMK JaHHBIX cocTosHui [1, 4, 16, 24].

YpoBeHb yoenuTebHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB — 4)

KomMmenTapuu: nepumoneanvhvlii ouanuz uiu 2emMoOUaiu3 nposoosimcs ¢ yeivto 0Ooiee

ahhexmueno2o 6vl8edeHUss MOKCUUHBIX MEMAOOIUNO8.

4. MeauuuHckasi peadWIMTAUMs M CAHATOPHO-KYPOPTHOE  JIeYeHHe,

MEINIMHCKHUE TIIOKa3saHUdA MW IPOTHUBONOKAa3aHUA K TINPUMCEHCHHIO METOIA0B

peaﬁn.mnaunn, B TOM 4YHCJI€¢ OCHOBAHHbLIX HAa HCHOJbB30BAHHMHU IIPHPOIHBIX

JieyeOHbIX GaKTOpPOB

o PexomennoBano mnamueHtaM ¢ MMA rmpoBefeHHne peaOMIMTAllMOHHBIX MEPONpPUATHH,
HAIpaBJIEHHBIX HAa COLMAJBHYIO aJanTaliio, MOJAJIEp>)KaHWE M pPa3BUTHE KOTHUTUBHBIX U
MHTEJIEKTYaabHbIX QyHKIUI [1].

YpoBeHb yoenuteabHocTH pexoMenaanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTEIbCTB — 5)

. PexomengoBano mnamuentam ¢ MMA mnpoBefeHHE NCUXOJIOTMYECKON TMOAJNEPKKH U
o0y4yeHMsI poJUTeNeH npaBuiiaM OpraHU3ally MOMOIIX U JJUETOTEPANIUU B MEXKITPUCTYITHBINA
NepUo U B IEPHUOJ YTpo3bl MeTabonuueckoro kpusza [1, 4, 16].

YpoBenb yoenuTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
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5. IlpopuiakTuka U AUCHAHCEPHOEe HAOJI0OJAeHNe, MEIUUMHCKAE TMOKA3AHUA H

NPOTHUBONOKA3aHUSA K IPMMEHEHUIO MEeTO/10B NPOPUIAKTUKHA

5.1 IlpopuaakTuka

PexoMeHng0BaHa KOHCYJIbTALMSI Bpaua-T€HETUKA CEMbSIM C OTATOLEHHBIM aHaMmHe30M o MMA ¢
HENbI0 Pa3bsICHEHWH TEeHETHYECKOTrO0 pHUCKa, OOCYXKJEHHS BO3MOXKHOCTEH NpeHATaJbHOH U
MPEUMIUIAaHTAIIMOHHOW TUarHocTuku [1].

YpoBeHb yoeauTebHOCTH pekoMeHaanuii C (ypoBeHb JOCTOBEPHOCTH I0KA3aTEIbCTB —5).
KommenTapuu: yuumovisas aymocomuo-peyeccusuviii mun uaciedosanus MMA, ona kasicooti
bepemennocmu  puck pooicoenus pebenka ¢ MMA cocmasnsem 25%. C yenvio nposedenus
NPEeHAMANbHOU U NPEUMNIAHMAYUOHHOU OUACHOCMUKU CYNPYHCECKOU nape npeosapumensHo
HeobXo0umo npoumu 0bcredosanue Ha cemeposucomuoe Hocumerbcmeo mymayui ¢ cenax MUT,
MMAA, MAB, MCEE, CD320, LMBRD, MMADHC, MMACHC, ob6pamuswuce 6
cneyuanu3uposanuvlie OuacHocmuieckue aabopamopuu u meouyunckue yeumpul. llpenamanvuas
OUACHOCMUKA NPOBOOUMCS MOJIEKYIAPHO-2eHemUudecKkumy memooamu nymem uccieoosanus J{HK,
8bI0ENICHHOU U3 OuOnmama 60PCUH XOPUOHA UW/UNU KIeMOK AMHUOMUYECKOU HCUOKOCU U/UTU
NJI0OHOU KPOBU.

PexomeHna0BaHoO C 11€NbI0 NMPOPUIAKTUKN PA3BUTUS METAaOOIMUYECKUX KpPU30B HMH(OpMHpOBaHHE
ponuTeneld (WM 3aKOHHBIX TMpejacTaBuTeseil) manueHtra ¢ MMA o xapakrepe 3aboieBaHuS,
IPOBOIMPYIOIMKX (AKTOPaxX U MPEIBECTHUKAX KPU3a, BO3SMOXKHBIX €ro MmociaeacTBusx [1].

YpoBeHb yoenureabHocTH pekoMenaanuii C (ypoBeHb T10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
PexomengoBano mnanuentam ¢ MMA  npoBOAUTH NPOPMIAKTHUYECKYH) BaKIMHALKIO B
COOTBETCTBUM C HAIMOHAIBHBIM KaJleHAapeM MpOQMIAKTUYECKUX MPUBHUBOK C  LEJbIO
dbopmupoBanus 3¢GGEeKTUBHOIO MMMYHHOTO OTBeTa OT MHGEKIUHA U MPEeIOTBPALEHUS Pa3BUTHUA
MeTabomueckux Kpu3os [1].

YpoBenb yoenuTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
KommenTapuu: sakyunayusi HeoOX00uUMO npo8oOums 6 MmMOM Hucile Hpomue 2punna u
PpOmMasupycHou uHgekyuu ¢ Ccooa00eHuemM G03PACMHbIX O02PAHUYEHUU UMMYHOOUOIOSUYECKUX
npenapamos Ha QoHe cmpo2o2o GbINOIHEHUS OUeMUYeCcKUx U 1e4eOHbIX HasHavyeHul. Bakyunayuio
yenecoobpasHo NpoGoOUMb NOO KOHMPOLEM CHeYUualucmos, UMernwux onvim pabomel C

nayuesmamu ¢ Mmemabonuyeckumu  bonesHamu. B nocmeakyuHaaibHoM nepuode Cﬂe()yem
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APUCMATbHO HAOII00amb 3 NPUSUMbBIMU C NOBMOPHBIM USMEPEHUeM MeMnepamypvl mend, Ymo
HeoOXo0UMO Ol He3aMeOIUMeNbHO20  HA3HAYEHUs  JCAPONOHUdMNCAOWel  mepanuu  npu
ouazsnocmuposaruu auxopaoxku >38,0°C.

5.2 lucnancepHoe HAQJII0ACHUE

o PexoMeH10BaHO B Ipoliecce KOMIUIEKCHOTO JIEYCHUsI ManueHToB ¢ MMA ocCymiecTBIIsTh
KOHTpPOJIb TOKa3aTenell oOuiero (KIMHUYECKOro) aHajdn3a KpPOBH Pa3BEPHYTOro, OOIIETro
Oenka, HWccrmenoBanue ypoBHS anbOymuHa B KpoBH, mpeanbOymun (OmnpenencHue
COOTHOIIEHUS OCNKOBBIX (ppakiuii MeTogoM snekTpodopesa, OnpeneneHne COOTHOMICHHS
0enKOBBIX (DpaKIHMii METOJOM BBICOKOUYBCTBHTEIBHOTO KaNMJUIIPHOTO 3IIEKTpodopesa),
[JIIOKO3bI, (eppUTHHA, JIaKTaTa (MOJOYHOW KHCIOTHI), KOJUYECTBEHHOTO OMpPEICICHUS
ypoBHS aMUHOKHCIOT B KpoBu (KomiuiekcHoe ompeneneHue KOHIIGHTpAaIlMM —Ha
AMHHOKHUCIIOTHI U allMJIKapHUTHHBI B KpoBH, KOMIUIEKCHOE OmpeiesieHne KOHIEHTpAIu Ha
AMHHOKHUCIIOTH W allWJIKAPHUTHHBI B KPOBH METOJIOM TaHJEMHOH Macc-CIEKTPOMETPHH),
cBoOOAHOrO KapHuTHHA. KOHTponmupoBaTh mapamMeTpbl KHUCIOTHO-OCHOBHOTO COCTOSHUS
kpoBu (MccienoBanue ypoBHs BogopoaHbix HOoHOB (pH) kpoBu, MccrnemoBanue ypoBHS
OydepHbIX BemecTB B KpoBu) [1].

YpoBeHb yoenureabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommenTapum: obwuil (KiuHuueckuti) aHaius Kpoeu pasgepHymoiti KOHmMpoaupyemcs He pedice |

pasza 6 200. YposHu memuonuna, mpeoHuna, 8aIUHa, U30NetUyuHa 8 Kposu 8 pesyibmame JedeHus

00JDICHbL  ObIMb  NPUOTUdNCEHbL K peghepeHCHbIM  803pacmubiM  3HaueHusam). OcobeHHO BadcHO
obecneuusams HOPMANbHBIU CbIBOPOMOYHDBIL YPOBEHb AMUHOKUCTIOM C PA3BEMENEHHOU Y2nepOOHOU
yenvio. Tak, nedocmamounoe nompebaenue Oerka u oepuyum u3onetUyurHa AIAIOMCA NPUUUHOT

PA38UMUSL MANCEN020 AKPOOEPMAMUMA U CAYHCAM OCHOBAHUEM Ol OONOJHUMENbHO20 88e0eHUs 8

payuon numanus L-usonevyuna 6 o0oze 50-100 me/cym (npodykmwel numanus, cooepicawjue

usoneuyur 6 oozuposxe 50-100 me 6 cymku) 6 3asucumocmu om cmenenu oegpuyuma. Codepoircanue
2NIUYUHA 8 KPOBU MOJHCEm OblMb YMEPEHHO NOBGLIULEHHBIM.

° PexomeHnnoBaHO mnanmueHTaM C TOATBEpPKICHHBIM auarHozom MMA B mporecce
KOMIUIEKCHOTO JICUEHHs TIPOBOJMTH OTpEACTICHHE MOYSYHOW SKCKPEIMH METHIMAaIOHOBOM,
3-TUJIPOKCUMETUIIMATIOHOBOK, MeTWIuMOoHHOW  kucnoT (KommekcHoe —ompeneneHue
COJIepKAaHUsl OPTaHWYECKUX KHUCIIOT B MOYE) C ILIEJbI0 CBOEBPEMEHHOI'O IMPEIOTBPALCHHS
pa3BUTHs MeTaboInueckoro kpusa [1].
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YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbLCTB — D)

Kommentapun: Kpamnocms npogedenus anaiuzo8 3a6ucum oOm COCMOAHUSA Nayuenmad.

Konuuecmsennoe onpeodenenue ypoens amunokuciom 6 Kposu (Komnnexcnoe onpedenenue

KOHYEeHmpayuu Ha aMUHOKUCIOMbL U AYUIKApHUMuUHul 6 Kposu, Kommniexcnoe onpedenenue

KOHYEeHMpayuu HAa AaMUHOKUCIOMbL U AYUIKAPHUMUHbL 8 KPOBU MemoOOM MAHOeMHOU Macc-

cnekmpomempuu) — npu CMabulIbHOM COCMOSHUU - Kadcovle 3-6 mec. B nepuoo ungexyuonnwvix

3a001e6aHull, MemaboIUYecKko20 Kpu3a onpeoeieHue YpoeHs aMUHOKUCIOM 8 KPOSU U KAPHUMUHO8

(Komnnexcnoe onpeoenenue Konyenmpayuu HA AMUHOKUCIOMbL U AYUIKAPHUMUHLL 8 KpPOBU,

Komnnexcrhoe ompedenenue konyenmpayuu HA aMUHOKUCIOMbL U AYUIKAPHUMUHBL 6 KpPOBU

MemooomM maHoemMHOU Macc-cnekmpomempuu) ocyuecmensaom He pexce 1 paza 6 7-10 oueu, KII[C

(Uccnedosanue yposus 6000pooHbuix uonos (pH) kposu, Hccredosanue yposus oOyghepuvix sewecma

8 KPOBU) - exceOHesHo 00 cmabunuzayuu nokazamelell.

. PexomenaoBaHo manueHTaM ¢ MOATBEPXKACHHBIM AuarHozoMm MMA omnpeneneHue ypoBHs
o011ero KajabIus, HOHU3UPOBAHHOTO KaJIbLIKA, HEeOpraHuueckoro ¢ocdopa B KpoBU, 0OIIETO
MarHusi B ChIBOPOTKE KPOBHU, aKTUBHOCTH IeJouHoM ocdarassl, MccnenoBanue ypoBHs 25-
OH Burtamuna /[ B kpoBu, MccienoBanue ypoBHS MapaTUPEOUIHOTO TOPMOHA B KPOBH — C
IEJTBI0 OIEHKH MeTaboIM3Ma KaJIbIUS U KOHTPOJIs ocTeoneHuu [1].

YpoBeHb yoenureabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommeHTapum: ucciredoganus npoeoosmcs exce200Ho

. PexomengoBaHo naiueHTam c MOATBEPXKACHHBIM nuarHosoM MMA Omnpenenenve ypoBHS
ButamuHa B12 (umanokob6anamuH) B KpoBH, MccrnenoBanue ypoBHsS (POTUEBON KHCIOTHI,
UccnenoBanue ypoBHs (heppUTHHA B KPOBHU C IEJIIO OIIEHKU HYTPUTUBHOTO cTaTyca [1].

YpoBeHb yoenureabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommeHTapum: ucciredosanue npogooumcs exice2o0Ho.

° PexoMeHn0BaHO TIallM€HTaM C TOATBEPXKIEHHBIM auarHosom MMA  OmnpeneneHue
AKTUBHOCTH JIMMAa3bl B CHIBOPOTKE KpoBHU, OrmpenencHUEe aKTUBHOCTH MMaHKpPEATHYECKON
aMUJIa3bl B KPOBU C ENbI0 KOHTPOIIA (PYHKIIHUU MOKEITYA0YHON Kelle3bl U CBOEBPEMEHHOTO
BBISIBJICHUS MMaHKpeaTuTa [1].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)

KommenTapum: ucciredosanue npogooumcs ne pedice 1 paza é 6 mecayes.
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. PexomeHI0BaHO NanyeHTaM ¢ MOATBEPKACHHBIM IuarHo3oM MMA uccrnenoBaHue ypoBHs
KpeaTHHHHA B KpoBH, lccienoBanue ypoBHsS MOYEBHHBI B KpoBH, MccienoBaHue ypoBHS
MOUEBOIl KHUCIOTHI B KpoBH, VccnenoBanue yposHs nuctatuHa C B kpoBu, MccienoBanue
ypoBHS Kayiblus B Mode, MccnenoBanue ypoBHs dochopa B moue, Onpenenenue Oenka B
moue, Omnpenenenue ansOymuna B Moue, OnpezenieHre KoJauuecTBa 0eska B CyTOYHON MoYe
C 1IeJIbIO OIICHKU MOYEYHOM pyHKIMH — He pexxe | pasa B roj, HauYuHas ¢ 6-JIeTHEro Bo3pacra
WIM paHee — MpH HapylleHud ¢yHkuuu nouyek. OmpeseneHue CKOPOCTH KIIyOOUYKOBOM
GuIbTpAUM MO YPOBHIO KpEAaTHHHHA KPOBH PACYCTHBHIM METOJOM — MPHU OTKIOHEHUSX OT
HOPMBI BbIIIEYKa3aHHbBIX TapamMeTposB [1].

YpoBeHb yoenuTeabHocTH pexkoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KomMmenTapuu: xiupenc kpeamununa (ckopocmsv — KiyOOYK080U — (huivmpayuu) ciedyem

paccuumvléames no @Gopmyne HA OCHOBE CbIBOPOMOYHO20 KPeAMmuHUHA U NepeMeHHOU pocma no

«npukposamnouy («bedside») gpopmyne Llsapya (2009) u ¢popmyne lsapya-Jluona (2012). Ilpu

docmudiceHuu 3-4 cmaouu xpoHuueckou 060.1e3HU noueK OalbHelulee JleyeHue nayuenma OONNCHO

obcyscoamvcss ¢ npugiedeHuem — 8paia-o0emckozo  xupypea — (co  cneyuanuzayuei — no

MPAHCRAAHMONI02UL) (CM. KIUHUYeCKUue pekomeHoayuu «Xponuueckas 601e3Hb no4exy (603pacmmuast

Kamez2opusi 0emu).

. PexoMeHna0BaHO s OLEHKM S(PQPEKTUBHOCTH JUIMTENIBHOTO JIEUEHHUS MAIMEHTOB C
MOJATBEPKJIEHHBIM AuarHo3oM MMA ucronb30BaTh pedepeHcHbIe TOKa3aTeNN COepKaHus
NaTOr€HEeTHUYECKH 3HAUYMMBIX AMHUHOKHCIOT B KPOBHM M TMAaTOJIOTMYECKHUX METabOJIMTOB B
Mmoue [1, 2, 4, 16].

YpoBeHb yoenureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

o PexomeHnaoBaHo TalMeHTaM C TOATBEPKACHHBIM JOuarHozoM MMA  oCyIIecTBIsATh
KOHTPOJIb HYTPUTHBHOTO CTAaTyca C KOPPEKIMEH MHUTAaHUS B 3aBHCHMOCTH OT COCTOSHUS
MaIMeHTa ¥ ero TOJIEPAaHTHOCTH K Oenky [1, 2, 4, 16].

YpoBeHb yoenuTeqbHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH J10KA3aTeIbLCTB — D)

KomMmeHTapum: Koumponb @axkmuyeckoz0 numauus (XUMU4eckoco cocmasa payuona) Ons

npeoynpexicoeHuss passumusi 0eQuUyUmHslX COCMOSHULL NPOo80Oam Y oemel 8 PeaHUMAYUOHHOM

nepuooe — edxiceOHesHo, y oemell nepeoco 200a Jxcusnu — He pexce 1 paza 6 7-10 ouetl, y nayuenmos

cmapute 1 2o0a — 1 paz 6 1-3 mecaya.
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o PexoMeH10BaHO perucTpanusi d3JIeKTpoKapauorpaduu, MTpOBEAEHUE 3dXOoKapauorpaduu
BCEM MaI[MEHTaM C MOATBEPKACHHBIM auarHo3oM MMA  exeronHo, npu HEOOXOIMMOCTH
yaiie, ¢ 1eJIbl0 JUarHOCTUKHN KapHMOMUONATUH U HApYIICHUH pUTMa cepAlla U MPOBEICHUs
JICYEHHS COTIIaCHO COOTBETCTBYIOLIUM KIIMHUYECKUM pekomMeHaanusm [1, 4],

YpoBeHb yoenutenasHocTn pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommeHnTapuu: npu Heobxooumocmu, npu HAIUYuu NOKA3AHUU 0N  UCCAE008AHUSL —

Xonmeposckoco MOHUMOPUPOBAHUSL CePOeUHO20 pUmMMA, U/UIU CYMOYHO20 MOHUMOPUPOBAHUSL

apmepuanbHo2o 0asleHus (CO2NAcHO COOMBEMCMBYIOWUM KIUHUYECKUM DPEeKOMEeHOayusamM Nno

HapyWeHUuaM pumma cepoya u/uiu apmepuaibHoU cunepmeH3ulL).

. PexomengoBaHo mnanueHTaM C TOATBEPXKICHHBIM JauarHosoM MMA  mnpoBeneHue
yIABTPa3BYKOBOTO HCCIIEIOBAHUS OPraHOB OPIOIIHOW TOJOCTH M ToYeK (YIbTpa3ByKOBOE
HCCJICIOBAHUE OPTraHOB OPIOIITHOM MOJOCTH (KOMILJIEKCHOE), Y IbTPa3ByKOBOE UCCIIEI0BAHUE
MOYEK) MO TOKa3aHUSM, B TOM 4YHCJIE MPU OONSAX B KUBOTE, B CBSI3U C BO3MOKHOCTHIO
pa3BUTHUS MAHKPEATHTOB U MopakeHus nouek [1, 4, 12, 13].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 3)

KommenTapuu: xpamnocms npogedenusi onpeoensiemcs UHOUSUOYATbHO.

. PexomengoBan mpuem (0CMOTp, KOHCYyJIbTallusl) Bpada-oTanbMoiora MNEpBUYHBIN U
MOBTOPHBIN MAaIlMEHTaM C MOATBEPKICHHBIM JuarHo3oM MMA, mpu Halu4yuM MOA03PEHUM
Ha MOpaXeHWEe OpraHa 3peHus, B TOM YHCJI€ BO3MOKHOTO Pa3BUTHs aTpOpUH 3PUTEIBHOTO
HEpBa EXKEroAHO TOcie 6 JeT ¢ IEeNbI0 MOHHUTOPHHTA COCTOSHHS M CBOEBPEMEHHOTO
Ha3HAYCHUS] CHMIITOMAaTHYEeCKO# Tepanuu [1, 4].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 5)

o PexomenaoBana rmpueM (OCMOTp, KOHCYJIbTAllMs) Bpaya-TeHETHKA TEPBUYHBIN U
MOBTOPHBIN TMAIlMEHTaM C MOJTBEPXKACHHBIM auarHo3oM MMA ¢ 1enbio Ha3HAYCHUS U
KOPPEKIIMH JUETOTEPAINH, TUCTIAHCEPHOTO HaOmoAeHus [1].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTeJILCTB — 5)

KoMmmenTapuu: unmepsanvt mexcoy uzumamu O0IHCHbL ONPedeisimvbCsi UHOUBUOYATbHO C YHEemOoM

6o3pacma, msdcecmu  3a001e8anus, CMAOUILHOCMU O00OMeHa  eewjecms U  CcoOn00eHUs

ouemomepanuu, Ho He pedxce | paza & 200.
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o PexomMeHI0BaH MyIbTUANCIUILTUHAPHBIN TOIX0/] K HAOTIOACHHUIO U JICYCHUIO TTAIIUEHTOB C
NOJTBEPXKICHHBIM JarHo3oM MMA  crenuanucraMu  pasHbIX Npopuied ¢  IENbIo
o0ecrieyeHNsT KOMIUIEKCHOM Teparnvy ¥ CBOCBPEMEHHOW €€ KOPPEKIIUU MIPU HEOOXOJMMOCTH
[1].

YpoBenb yoenuteabHOCTH pekomMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEJILCTB — 5)

KomMmeHTapum: nayuenmol Habaio0aromces, 8 mom yucie nocie 8bINUCKY U3 CmayuoHapa, epaiom-

neouampom, 8padoM-mepanesmom, CemeunbiM 6pa4oM, BPAYOM-2eHEMUKOM, 8PAYOM-HEeBPOL02OM,

BDAYOM-OUEMON020M,  BPAYOM-MPABMAMONIOCOM-0PMONEOOM,  BPAYOM-IHOOKPUHOTIO020M/BPALOM-

0emcKuUM  IHOOKPUHONO2OM, — BPAYOM-KAPOUOLOOM/BPAUOM-0EMCKUM — KAPOUOLO2OM,  8PAYOM-

ogpmanbMmono2om, 6paiom-cypooi020M-0MOPUHONIAPUHLOTIO2OM, BPAYOM-CIOMAMOI020M/8PaA14OM-
0emcKUM CMOMAMON020M, BPAYOM-2ACHPOIHMEPONOZOM, 8PAUOM-AILIEPSOIOCOM-UMMYHOLO2OM,

BDAYOM-2eMAMNONI020M/BPALOM-OCMCKUM  2eMAMOL020M, 8PAYOM-HEPPOIO2OM, BPAYOM-0EMCKUM

xupypeom (co cneyuanuzayueri NO  MPAHCNIAHMONO2UU), 8PAYOM-NCUXUAMPOM,  BPAYOM-

Peabunumono2om, MeOUYUHCKUM NCUXOI020M, 1020NE0OM-0epeKmonocoM U OpyeUMU.

Escecoono nayuenmor ¢ MMA Oonscnbl npoxooumsv yenyOleHHy0 OUCNAHCEePU3aAyU U
ocyuecmanams Heobxooumvlie peadburumayuoHusvie meponpusmus (IIpunoscenuu A3.5).

Pooumenu oonocnel 6bims 00yueHvl npasuiam OpeaHuU3AyUY MePanuu 8 MedCHPUCHYNHbIL
nepuoo u 6 Nepuood yepo3vl Memadoauueckoeo Kpusa. Y pebenxa npu cebe 6ce20a O0AHNCHA
HAXo00UmMbCsi NAMAMKA C YKA3AHUEM HEOMIONCHbIX MepONpUsmuil 6 Nepuod HAYUHAIOWE20Cs
Memabonuuecko2o Kpusa

6. Opranusanus okazaHusi MeIUIIUHCKOW MOMOIIH

HeoOxoaumo npeaycMoTpeTh HaOMI0IeHHEe U TOCTIUTATU3AIMIO TAIIUEHTOB B MHOTONIPO(GUIHHOE

JITY.

[TokazaHus TS TIAHOBOM TOCIIMTATIN3AIMN B METUIIMHCKYIO OPTaHU3AITHIO:

1. mpoBeneHuE TUATHOCTHKU W JIEUEHHUS, TPEOYIOUIHMEe MPOJOHKUTEIBHOTO (IHEBHOE WU
KpPYTJIOCYTOYHOE TMpeObIBaHUE) MEIUIIMHCKOTO HAONIONEHUS W MOHUTOPUHTA KJIMHUKO-
1ab0paTOPHBIX MOKA3aTENCH;

2. HEOOXOJMMOCTh TIPOBEICHUS pPA3IMYHBIX BHUJIOB OKCIEPTH3 WU OOCIICJIOBaHHS B
MEAWIIMHCKOW OpraHW3allii IPU HEBO3MOXXHOCTH TIPOBEJCHHS WX B aMOyIaTOPHBIX
ycIoBusAX (B TOM uucie odopmileHHe 3aKioueHus (eneparbHOT0 KOHCHINyMa/BpaueOHOU

KOMHCCHH ).
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[TokazaHus 11t 5KCTPEHHON TOCTIMTAIM3AIMN B MEAUITUHCKYIO OPTaHU3aIHIO:

1.

OCTpBIE YTPOKAIOUIWE JJsi JKM3HU M Pa3BUTHUS OCIIOXHEHMM COCTOsIHUA, Tpelyromue
HEOTJIOXKHOI'O JICYCHUS, B TOM YHUCJIE MHTEHCUBHOM TEpaluu, a TAKXKE KPYIJIOCYyTOYHOIO

MCIUIIMHCKOTI'O HaGJIIOI[CHI/ISI U MIPOBCACHUA CIICHHUAIBHBIX BUAOB OGCJIGI[OBaHI/ISI " JICUCHUA.

IToxazaHus K BEIITHCKE manMeHTa 13 MCHHHHHCKOﬁ OopraHu3alnuu:

1.

OTCYTCTBHE YIpO3bl JUISl )KM3HHM MAllMEHTa U YIpO3bl Pa3BUTHS OCIOXKHEHHM, TpeOyrommx
HEOTJIOKHOTO JICYEHHUs IIPH 3aBEPILEHUE TUarHOCTUYECKUX MEPOIIPUATHM.

cTa0mim3anusi  COCTOSIHMS M OCHOBHBIX  KJIIMHUKO-TA0OpAaTOPHBIX  IOKazaTesei
MaTOJIOTUYECKOT0  Tpollecca, OTCYTCTBUE  HEOOXOJUMOCTH B MPOAOJDKUTEIHHOM
MEAMIIMHCKOM HAOIIOIEHUH (JIHEBHOE UM KPYTIIOCYTOYHOE MPeObIBAaHUE);

BBIIIOJIHEH IUIaH oOOCJIeNOBaHUS M JIEYEHHUsS MAalMeHTa, JaHbl pPEKOMEHJAIUH IO
JaJIbHENUIIEMY HAOJII0/IEHUIO U JIEYEHUIO.

HEO0OXOUMOCTh MepeBo/Ia MAlMEeHTa B APYroe MEAUIIMHCKOE YUPEKACHUE WM YUpPEeKICHUE

COLIMaJIbHOI'O obecreyeHus..

6.2 IIpuHUUILI OPraHU3ANMY MEIHNIMHCKOW MOMOIIM nalueHTam ¢ MA

Ilocmanoexa ouacnoza MMA cmaeum mHO20 60MPOCO8 neped poOCMEEHHUKAMU NAYUEHMA

u neped cneyuaiucmamu, pa60marou4uMu C maKumu nayuermdamu. Mmuozeouucnennwvie I’lp06JZ€Mbl,

B03HUKAIOWUe NPU OOHAPYIHCEHUU U pa3eumuu 3a001eanus, mpeoyiom cpamMomHoOU Opeanu3ayuu

npoyecca oOKasanus Medm;uHCKoﬁ nomowu npu ydacmuu MyﬂbmuducuunﬂuHapHOﬁ KOMAHObI

cneyuaiucmos u CcOONI00EHUSI OCHOBHBIX NPpUHYUnoe u no0X0008 K ee OKA3aAHUIO.

Jannvlie npunyunvl O00MJCHBI COONOOAMBCA HA NH0O0M dmane OKA3AHUS MeOUYUHCKOU

nomouwiu, KaKk 6 MOMeHm noCnaHo6KU OZ/ICZZHOI%Z, max u Ha 1robom smane HabI00eHUs nayuermada.

1) TlanueHT ¥ €ro MpeaCTaBUTEIH JOJOKHBI MMOJydaTh MOJHYI0 HHGOPMAIHIO O 3a00JIeBaHUH, €TI0

2)

3)

TEYEHUH, IaTOT€HEe3€e, MPOTHO3aX, OCIOKHEHUAX U METOJaX BO3MOXKHOM TEepaIuu.

Juarno3 MMA noapazymeBaeT BO3MOXHOCTb OKa3aHUs NEPBUYHOM, CHEUAIN3UPOBAHHON M
NAJJTMAaTUBHOW MOMOIIM Ha BCEX ATarax 3a00JeBaHus.

IIpu mnocraHoBke pauarHoza MMA, cembsi JO0KHA OBITh HampapieHa K CHEHHUATUCTY,
MMEIOIIEMY ONBIT paboThl ¢ maneHnTamu ¢ MMA, o61aiaroniero CoBpeMeHHOM HHPpOpMaIuen o
TEYeHUH 3a00JIeBaHUS M BO3MOXHOCTH YYacTHsl B KJIMHUYECKUX MCIBITAaHUSAX (HOBBIX

JICKApCTBCHHBIX IIPCIIapaTOB W/WJIM  TEXHHYECKUX YCTpOﬁCTB). Taxxe BaXHBIM SBJISIETCS
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nH(POPMHUPOBAHUE CEMEH O CYIIECTBYIOIIUX OOIIECTBEHHBIX OpraHMU3aIusAX, paboTaromux ¢
3TOM IPYIIIONA MAIUEHTOB.

4) K nHabmoaeHuto 3a maieHToM ¢ MMA no/pkHa ObITh NMPHUBJICYCHA MYJIbTHIUCIHUILIMHAPHAS
KOMaHJla CHENHaINCTOB B COCTaBe: Bpaya-lieuarpa, Bpada-TeparneBTa, CEMEHHOro Bpauya,
Bpaya-TeHeTHKa, Bpadya-HEBpOJIOra, Bpaua-JAMETOJIOra, Bpada-TpaBMAaTolIora-opTrornesaa, Bpada-
SHOKPUHOJIOTa/Bpava-AeTCKOro SHJOKPUHOJIOTA, Bpayda-KapAHoJora/Bpaya-1eTcKoro
KapauoJIora, Bpaya-o(TaibMoiora, Bpaya-cypJ0J10ra-0TOPUHOJIAPUHT0JIOTA, Bpaua-
CTOMATOJIOTa/Bpaya-IeTCKOr0  CTOMAToJIora, Bpada-racTPOdHTEpOJIora, Bpaya-ajuieprojora-
MMMYHOJIOTa, Bpadya-reMaToJiora/Bpada-JIeTCKoro remaTojora, Bpaya-liCUXuaTpa, Bpada-
peabunuTonora, MEIUIMHCKOrO TICHMXO0Jora, Jjoromnena-aedexkroiora u apyrux. [pyrue
CHETIHAIIMCTHI JOJDKHBI TIPUBIIEKATHCS IO MEPE BOSHUKHOBEHHS CIICIU(DUUISCKUX MTPOOIIEM.

KommenTapum: g xpye obs3zanHocmell 8paya-eceHemuxa 6xooum o00cied08aHue U NoCMAaHo8Ka

ouazHo3a, UuHGopmuposaHue cemvu 0 3a00N€8AHUU, COCMAGIEHUE NIAHA MHO2ONPODUILHOO0

HabnooeHus, HaOI0OeHue 3a NAYUeHmoM, OYeHKA OUHAMUKU U CMeneHb HpocpecCupo8aHusl

3a001e8aHUsL NPU PESYIAPHBIX OCMOMPAX, HA3HAYEHUE NAMOLEHeMUYecKo2o jleuenus, 6 cayiae e2o

Hanu4us,  KOHMpOIbL  e20  dgekmusnocmu U 6E30NACHOCMU,  MeOUKO-2eHEeMUYeCcKoe

KOHCYIbMUPOBAHUE CeMblUl NPU NIAHUPOBAHUU OeMOPONCOEHUS C Yelbi0 NPOPUIAKMUKU POIHCOCHUS.

p€6€HK’Cl C 3(160]16661HH€M, C yuemom omiAicOUWeHHO20 AdHAMHRe3A.

7. JonosHuTeIbHASA HHPOpManud (B TOM Yucjie (GaKTOPbI, BJUSIONIAE HA HCXO/

3a200J/1eBAHUA WIH COCTOSTHUS)

HpOFHOB COCTOSIHUA W YPOBHA ICUXHUUYCCKOIO pPasBUTHUA IMAIIMCHTA 3aBUCUT OT TAKCCTU
38.6OJ'ICB8.HI/ISI, HaJIn4usd I/IHCYJ'ILTOHOI[O6HI>IX COCTOHHHﬁ, BOBJICUEHHS B IIATOJIOTHUECKUH mnmpounecc
BHYTPCHHUX OpPraHOB (HO‘{KI/I, cepane, MOoIKeIydodHas >Kene3a), a TaK¥XE CpOKOB Haudala
CHEUAIM3UPOBAHHON Tepanmuu M KadecTBa JIEYEHHs, CHOCOOHOTO MpeaynpeauTh HNPUCTYIIbI

MeTa00INYECKON JEKOMITEHCAIHH.
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Kpurepuu oneHkH kayecTBa MeAUIUHCKON MOMOLIU

Kpurtepuu xkavyecrBa

OIIeHKa BbINNOJTHCHUSA

[TpoBeneno UCCIIeIOBaHHe AMUHOKHCIIOT u
AlUJIKAPHUTUHOB B CYXOM TMSTHE KPOBH METOAOM
TaHJIEMHOU Macc-CIeKTPOMETPUHU (komILIeKCHOE
ONpe/ieJICHUE KOHIICHTPALlMM Ha aMUHOKHUCIOTHI H
AlMJIKAPHUTUHBI B KPOBU METOJOM TaHJAEMHOW Macc-
CIIEKTPOMETPUHU) BCEM MAaIMEHTaM C KIHHHYCCKUMH
npuzHakamu MMA

JIA/HET

[IpoBeneHo ompeneneHre BapuaHTOB I'€HOB B 00paslle
OH1OJIOrN4eCKOro MaTepuaia Ipyrom WIH
HEYTOYHCHHOM, HEKJIaCCU(UIMPOBAHHBIE B APYIHX
pyOpuKax, METO0M TapreTHOro
BBICOKOIIPOU3BOIUTEIHLHOTO CEKBEHUPOBAHUS
(uccnenoBanune remoB MMUT, MMAA, MAB, MCEE,
CD320, LMBRD, MMADHC, MMACHC, xommiekc
I/ICCJ'IeIlOBaHI/If/'I JJIsL JUAarHOCTUKHU OpTraHU4YCCKUX
alMIypuil) BCeM  MAIMEHTaM C  BBIABJICHHBIMU
OMOXUMHUYECKUMHU HN3MCHCHUSAMHU, XAPAKTCPHBIMH [JId
MMA

JA/HET

[lpoBenen mpueM (OCMOTP, KOHCYJbTAIMsI) Bpada-
T€HETHKA MEPBUYHBIA M MOBTOPHBIN BCEM IMAILIMEHTAM C
KJIMHWUYECKUM 1oJ103peHneM Ha MMA

JIA/HET

[MpoBenen mpuemM (OCMOTp, KOHCYJbTAllMs) Bpaya-
TE€HETHKA NEPBUYHBIA U MIOBTOPHBIM BCEM IALIUEHTAM C
MOATBEPKICHHBIM JrarnozoM MMA

JIA/HET

HasnaueHa nuetoTepamnusi U OCYIIECTBISETCS KOHTPOIb
ee 3(p¢exTUBHOCTH He pexe | pa3a B roJg BceM
naiueHTam ¢ MMA

JIA/HET

[TpoBeneHo Ha3HaYEHHE #IEBOKApHUTHHA BCEM
namuentam ¢ MMA

JHA/HET

IIpoBenena skcTpeHHass TOCIUTAIM3ALMSA U BBITOJIHEHBI
MEpPONPUATHS 1O  KOPPEKIUU  JTHETOTEpANUu U
MPOBEICHUI0 UHTEHCUBHOM TEPAMU BCEM IMALMEHTaM C
MMA 1npu yrpode wWId B CIOydae pa3BUTHUA
MeTabOIMYECKOTO KpH3a

JIA/HET
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IIpuiaoxkenune Al. CocraB padodeid rpynnbl 1o pa3padoTKe M INepPecMOTPYy
KJIMHUAYECKUX PEKOMEHIAIMH.

AnucumoBa MHra BaamMoBHa — K.M.H., 3aBEAyIOLIAs OTAEIOM OpPraHU3ALMKU MEIULUHCKOU
oMot — Bpay-reHeTuk PI'bHY «Menuko-reHeTu4eckuii Hay4Hblid LIEHTP UM. akageMuka H.

I1. BoukoBay, djieH Accoruanuy MEIUIIMHCKIX T'€HETUKOB

baraesa Mamiena JHBepOBHAa — K.M.H., CTapliMil HAay4YHbIH COTPYAHUK OTIECICHUS
MEeIMATPUUYECKON TaCTPOIHTEPOJIOoruu, renarojoru v nuerojorun Knunuku ®I'BYH "OUIL

OUTAHUA 1 OMOTEXHOJIOTHN"

BaiinakoBa I'anuna BukropoBHa — K.0.H., BeIyllMi Hay4yHBIH COTPYAHMK J1abOopaTOpUu
HacyieACTBEHHbIX Ooisie3Her oOMeHa DI'BHY "Menuko-reHeTHUYeCKH Hay4yHBIM LIEHTP HM.

axagemuka H. I1. boukoBa", uimeH Poccuiickoro oouecTsa MEIUIIMHCKUX T€HETHKOB.

bapanoB Auekcanap AJjexkcaHapoBud — akana. PAH, mnpodeccop, A.M.H., TOYETHBIN
npesuaeHt Coro3a neauarpo Poccuu, coBetHuk pykoBoautenss HUWM neauatpum m oxpanbl
3nopoBbst aereiit ®I'BHY «PHUX wum akan. b. B. IlerpoBckoro», mpodeccop kadeaps
nequatpu U naerckoil pesmaronorun PI'AOY «lepeiii MI'MY um. M. M. Ceuenoa»
Munszapasa Poccun (CeueHOBCKUIT YHUBEPCHUTET), TTIABHBIM BHEIITATHBIN CIIEIMATUCT TEAUATP

Mun3znpasa Poccun

BopoBuk Tarbsina InyapaoBHa — 1.M.H., ipodeccop, 3aBeyromias JadopaTopreil nuTanus
310poBoro u OosibHOrO pedenka PI'AY «HammoHanbHBIH MEIUIIMHCKUN HCCIEI0BATEIbCKUN

LHCHTP 3J0POBbA JIETEeI» MI/IHSI[paBa POCCI/II/I, YJICH ACCOI_[I/IaI_[I/II/I MCIHUIMHCKHUX I'CHCTHUKOB.

Bymyesa Tarbsina BaagmmmpoBna — na.m.H., OI'AY «HauvoHanbHbI MEIUIIMHCKUN
UCCJIEIOBATENbCKUN LIEHTp 310pOBba AeTeil» MunznpaBa Poccum, uneH Accouuanuu
MEJUIIMHCKUX TeHETHUKOB.

Bamaxkman3e Haro I:kymGepoBHa — 1.M.H., pyKOBOAUTENH OTAeNa op(aHHBIX OOJe3HEH U
npoUIaKTUKHA MHBATMAN3UpYIoX 3a0oneBanniit HUW neauatpuu u oXpaHbl 3I0pOBbs J1eTei
OI'BHY «PHIX wum. akan. b. B. IlerpoBckoro», mpodeccop kadempsl ¢akyIbTeTCKON
neauatpun nenuatpudeckoro Qaxyapreta ®I'BOY BO «PHUMY wum. H.U. Iluporosa»

Mun3snpasa Poccnn.
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Bumnésa Enena AjiekcanapoBHa — J.M.H., 3aMecTuTenb pykooaurtenss HUW neguarpun u
oxpanbl 310poBbs aereil ®IBHY «PHIX um. akan. b. B. IlerpoBckoro» mo Hay4HO# padore,
npodeccop kadeapsl (HakyIbTETCKON MeauaTpuu neauarpuyeckoro ¢akynsrera @I'bOY BO
«PHUMY nm. H. U. ITuporosa» Munsapasa Poccuu, wien Coroza neauarpos Poccun

I'no6a Oxcana BanepbeBHa — K.M.H., Bpau-HeBpojor ®I'AY " HanuoHanbHbIN MEIUIIMHCKUAMA

~ 1

UCCIICOBATEIbCKANA LIEHTp 310poBbi aered" Munsgpasa Poccun, wineH Accounumanuu
MEJULNHCKUX IT€HETUKOB.

JerrsapeBa AnHa BiagumupoBHa — a.M.H., mnpodeccop, Bpad BbICHICH KaTeTrOpHH,
3aBenyromas  oraenom neauarpud, PI'BY  «HMHAL[ axkymepcrBa, T'MHEKOJOTMHM U
nepuHatosiornu um. Ak. B.1. KynakoBa»

AKypkosa Haranbsa BsdecqaBoBHa — K.M.H.,, Beayumuid HayuHeld corpyanuk HUU
neauaTpu U oxpansl 310poBbs gered ®I'BHY «PHIX um. akan. b. B. IlerpoBckoro», unen

Coro3a niequatpoB Poccun, wieH Acconnanyy MEIUIIMHCKUX TeHETUKOB (AMI)

3apyounna Bepa BuaaumMupoBHa — Bpay-TEHETUK MEIUKO-TEHETHYECKOrO OTIEICHUs
Mopo3zosckoit II'Kb [I3M
3axapoBa Exarepuna IOpbeBHa — 1.M.H., 3aBeaymolas JiaDopaTOpHEl HacClIeCTBEHHBIX

6one3neit oomena ®I'BHY "Menuko-reHeTnyeckuii Hay4HbIM LeHTp uM. akagemuka H. IL
boukoBa", unen Poccuiickoro oOmecTBa METUIIMHCKUX TEHETHKOB, YIIEH EBpPOMNEHCKOro
oO1iecTBa 1o U3y4EHUIO HACJIEICTBEHHBIX Oose3Hell oomeHa BemecTB (SSIEM).

KekeeBa Tarbsina HukosaeBHa — 3aBeayronias OTACICHUEM MEAUKO-TE€HETHYECKOIO
otnenenus, Bpad-renetuk ' bY3 «Mopo3zosckas JI'Kb JI3M»

Kperop Baagummp BaaammupoBny — Bpay-peaHUMATOJOr OTACJICHHUS pPEaHHMaluud |
uHTteHcuBHo Tepanuun DPI'AY "HaumoHanbHBIT MEIUIIMHCKUN HMCCIEIOBATEIBCKUM LIEHTP
310poBhs AeTeit" Munzapasa Poccun.

Ky3enkoBa Jlwoamuiaa  MuxailjioBHa —  J.M.H.,, HayaJlbHUK I€HTpa  JETCKOU
IICUXOHEBPOJIOTUH, 3aBEAYIOIIAast OTACICHUEM IICUXOHEBPOJOTMM M IICUXOCOMATHYECKOU
naronoru @I'AY "HarmonanbHblii MEAMIMHCKUAN UCCIEA0BATEIbCKUNA IIEHTP 340POBbS eTei"
Munsapasa Poccun, wien Acconuany MEIUIIMHCKUX T€HETHKOB.

KyueB Cepreit HWBanoBuu — akagemuk PAH, n.m.H.,, mupektop ®PI'BHY "Menuko-
TEHETUUYECKNN Hay4HbI LEeHTp uM. akaaemuka H. II. bouxosa", IlpesnneHt Accoumanun
METUIIMHCKUX TeHeTUKOB (AMI).
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JlappoBa AJsuia EBreHbeBHa — J.M.H., TJIaBHbIII Hay4YHbId COTPYAHUK, Bpay BbICIICH
KBATM(HUKAIIMOHHON KaTeropuu 1o crneuunanbHoctd  “llenmmatpus”, 3aBenyroomas 2-M
neauatpuueckuM otaenenuem, ®I'bOY BO «lIpuBoimkckuil ncciaeaoBaTebCKuil METUIIMHCKUI

yHusepcure™» M3 PO

MaprueBa Tea BaiaukoeBHa — K.M.H., IVIaBHBIM cCHeUaIMCT MeETOAMYECKOro IIEHTpa
akkpenurtamuu crienuanuctoB ®I'AOY BO «lepseiit MI'MY um. U. M. CeuenoBa» Mun3zapasa

Poccun (CeuenoBckuii YHHBEpCUTET), Bpad-Hedpodor, wieH Coro3a neauatpoB Poccun

MuxaiiiioBa Cersiana BuranbeBHa — 1.M.H., 3aBeaytomas oraeneaueM OI'BY «Poccuiickas

Herckas Knuandeckas boinsaunay M3 PO.

Ha3zapenko Jloamuiaa IlaBioBHa — mpodeccop, 1.M.H., 3aMECTHTEIh TUPEKTOPa 0 HAYIHOU
u JeueOHOW paboTe, pyKOBOAUTENb JabopaTopuu HacleAcTBeHHOW mnartomorun HUU
MeauuuHcKol renetuku, Tomckoro HUMIIL PAH, dnen Acconuanyy MEIMIIMHCKUX T'€HETHKOB

(AMT).

Hama3oBa-bapanoBa Jleiiia CelimypoBna — akan. PAH, mpodeccop, n.M.H., Ipe3UAEHT
Coroza neauarpoB Poccun; mact-npesuneHT EPA/UNEPSA; pykoBoautens HUW nenuarpun u
oxpansl 310poBba Aetel OI'BHY «PHLX wum. akan. b. B. Ilerposckoro», 3aBemyromias
kadeapoi daxkymprerckoil meauarpuu neauarpudeckoro daxymprera GI'BOY BO «PHUMY
uM. H. H. IIuporosa» Munsnpasa Poccuu, riiaBHbIM BHEIUTATHBIM JETCKUM CIELUATUCT IO

npodunaktuyeckor Mmeaunrne Munzapasa Poccun

Huxonaesa ExarepuHa AJieKcaHAPOBHA — J.M.H., PYKOBOJWTEIb OTJENA KIMHUYECKOH
reHetuku OCII «HayuHo-uccnenoBaTenbCKuil KIMHUYECKUH HHCTUTYT MEIUaTpUU HMEHU
akanemuka lO. E. Benptumesa» ®I'AOY BO PHUMY umenn H. U. Iluporosa, unen

Poccuiickoro 06II_ICCTB3. MCIUIMHCKHUX I'CHCTUKOB, YJICH ACCOI_[I/IaI_[I/II/I MCIHUIMHCKHUX I'CHCTUKOB

IHeyarnukoBa Haranbsa JleoHmaoBHaA — Bpay-HEBPOJOr, 3aBEAYIOLIMM OTIEICHUEM,
Mopo3zosckasa JI'Kb [I3M
I[IymkoB Ajiekcanap AJiekceeBHY — K.M.H., BEIYIIUNA HAyYHBIA COTPYIHUK JJabopaTopuu

MOJIEKYJIIPHOM T€HETUKU U MeAuIuHCKON reHoMuku PI'AY "HannoHanbHbI METUIIMHCKUN
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MCCIIEIOBATENIbCKHUM IIEHTP 310pOBbs AeTeil”" Mun3apasa Poccun, unen Acconuanuu
MEJIUIIMHCKUX T€HETUKOB.

Penuna Cperiiana AdanacbeBHa — K.M.H., Bpad-reHeTUK PI'BHY "Menuko-renernueckuit
Hay4yHBIA 1eHTp uM. akagemuka H. I1. boukosa ", unen Poccuiickoro oOmiecTBa MEIUITUTHCKUAX
TE€HETUKOB, WIeH ACCOLMALNYI MEIUIIMHCKUX T€HETUKOB.

CaBoctbsinoB Kupuii BukropoBuy — 1.0.H., HadabHUK L{eHTpa GhyHIaMEHTAIBHBIX
uccinenoBanuii B neauatpun OI'AY "HauronanbHbIil MEAUIIMHCKUM HCCIEA0BATEILCKUN LIEHTP
310poBbs Aeteit" Munsapasa Poccun, wien Accouuanuy MEAUIIMHCKUX T€HETHKOB.
CeaumssnoBa JInausa PoGeproBHa — K.M.H., Beayuuil HayuHblii coTpyaauk HUU neguatpun
u oxpanbl 310poBbs AeTert ®PI'BHY «PHIX um. akan. b. B. IletpoBckoroy», poueHT kadeaps
nequatpun U aercko peBmarosiorun GI'AOY «lepseiiit MI'MY um. U. M. Ceuenoa»
MunsnpaBa Poccum (CedeHOBCKHME YHHUBEPCHUTET), JMOIEHT Kadenpsl (aKylIbTeTCKOU
neauatpun nenuarpuudeckoro ¢akynerera ®I'bOY BO «PHUMY wum. H. U. ITuporosay
MunzapaBa Poccuu, wien Coro3a neauatpoB Poccuu

CmupHoBa Oubra SIkoBjeBHa — Bpay-T€HETUK, CTapLIMil HAY4YHBIA COTPYIHHUK OTIENa
CTaHJApPTU3alMN M W3y4YEHUs OCHOB JoOKa3arenpHOM MenuuuHbsl HUW neauatpum m oxpassl
3nopoBba aered ®I'BHY «PHIX um. akax. b. B. IlerpoBckoro», unen Coro3a neauaTpos
Poccun, unnen Acconuanuyu MEIUIMHCKUX T€HETUKOB

CrtpokoBa Tarbsina BukropoBHa — n.M.H., npodeccop PAH, 3aBemyromas oTaeneHnem
MeUaTPUIECKON TacTpodHTEeposoruu, renatosorun u auetonorun Kmuauku OT'BYH "OUIL]
MUTaHUS U OMOTEXHOJIOTHH"

Cy06ornn JImutpuit MuxaitioBuu — Bpau-reHeTuk PI'BHY «Menuko-renernyeckuit
Hay4dHbIU 1IeHTp uM. akagemuka H. I1. BoukoBay, uien Acconuanuu METUIIMHCKUX TE€HETUKOB.
CyxanoBa Hartenna BaxranroBHa — PykoBoauTenb aHUPUIUITHOIO LIEHTPA, HAy4YHBIH
corpyanuk HUW neamatpum u oxpansl 310poBbs neteir IKb PAH, Bpau odransmornor, 4yieH
acconuanuu AeTckux odTanbsMonoroB Poccuiickoit ®epeparnuu, unen Coro3a mNeaHaTpoB

Poccun

TenaeB Pycram ®apugoBuy — J.M.H., pyKOBOJUTENb CIY>KObl aHECTE3UOJIOTUU-PEaHUMAIIUU
I'bBY3 «AI'Kb um. 3. A. banuseBoii JI3M», mpodeccop kadenpbl nmeauarpuud M JE€TCKOM
pesmatonorun  PI'AOY  «llepseii MI'MVY um. U.M. CeuenoBa» MunsnpaBa Poccun

(CeueHOBCKU YHHUBEPCHUTET)
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®ucenko Amujapeii IlerpoBuu — n.M.H., mpodeccop, 3aciaykeHHbIH Bpad Poccuiickoi
Oepnepauun, gupekrop PI'AY "HanuoHanbHBIM MEIUIMHCKUN HMCCIEIOBATEIBCKUN LEHTP

3710poBba Aetei" Munsapasa Poccun

IIpeacraBuresin 0011eCTBEHHBIX NANMEHTCKUX OPraHU3aLMIi:
IanduaoBa Panca — mnpeacraButens Bceepoccuiickoro obmectBa opdaHHBIX 3a00JIeBaHUH,
MpeJICTaBUTENb COOOIIECTBA MAMEHTOB C METHJIMAJIOHOBOH auypueit
Huxkntun CranuciaaBs BiaaguMupoBuu — mpeacTtaBuTenh cooOIIeCTBa MAIUEHTOB C
METHJIMAJIOHOBOM alluypuei
Huxkntuna Mapuna BuaaaguMupoBHa — TpeACTaBUTENh COOOIIECTBA TMAIIMEHTOB C
METWJIMAJIOHOBOW alluypueun

ABTOPBI TOATBEPIKAAIOT OTCYTCTBHE (PMHAHCOBOM MOAICPKKH/KOH(PIUKTa HHTEPECOB, KOTOPBIH
HE00X0IUMO 0OHAPOI0BATh.
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IIpunoxenue A2. MeTon0Ji0rus pa3padoTKi KJIMHHYECKHUX PEKOMEH A i
Hacrt (0 200105(¢ PEKOMCHAAINN npcaHa3HAYCHbI JJIA IIPUMCHCHU A MCEIUIIMHCKUMH

OpPTaHM3aAUAMU U YUPESKICHUSAMHU (pelepalibHbIX, TEPPUTOPUATBLHBIX U MYHUIIUIIATBHBIX OPTaHOB
yIpaBJICHUS 3/PaBOOXPAHEHUEM, CHCTEM O0O0S3aTeIBbHOIO M JOOPOBOJBHOTO MEIHIIMHCKOTO
CTPaxOBaHUsI, JPYTUMU MEAMIMHCKUMH OPraHU3alUsMU Pa3IU4HbIX OPraHU3aLMOHHO-TIPABOBBIX
dbopM AesITenbHOCTH, HAPaBICHHON HA OKa3aHHe MEIUIIMHCKOM MTOMOIIIH.

Hacrosimue pexoMeHanMu YCTaHABIMBAIOT BHJBI, O0bEM U HHJUKATOPHl KayecTBa
MEIUIIMHCKOW MOMOIIIM MAIIMEHTaM MPU METUIIMAJIOHOBOM alliIEMUU.

KiuHuYeckne pexkoMeHAAIlMM CO37aHbl Ha OCHOBaHWMU 0030pa Jureparypbl Medline
(Pubmed version), Embase (Dialog version) u Cochrane Library databases, Orphanet 1 OMIM, a
Takke MexXAyHapOoJHBIX KIMHHUYECKUX PEKOMEHIAIUMN IO JUAarHOCTHKE, JICYCHUIO U BEICHHIO
OOJIBHBIX C METAaOOJINYECKIUMHU OOJIE3HIMHU.

boimu  ucnonb30BaHbl  MHTEPHET-JAHHBIC, TMPEICTABICHHbIE HAa MEXKIYHAPOAHBIX U
HAI[MOHAJILHBIX CaliTax OOIIECTB PeIKUX O0JIe3HEH 1 0OIIECTBEHHBIX OPraHU3alIUH.

OneHka ypoBHSI YOeIUTEIbHOCTH PEKOMEHIALMI U YPOBHS OCTOBEPHOCTH JOKA3aTEJIbCTB
MPUMEHEHUS MEIUIMUHCKUX TEXHOJIOTHI TMPOBOAWIACE B COOTBETCTBUU C YHU(PUIIUPOBAHHOU
HIKAJIOH, MpuBeJeHHON B Tabmumax 1-3.

LeneBast ayiuTOPHUA JAHHBIX KIMHUYECKUX PEKOMEHIALMIA:

e Bpauu-neauarpsr;

®  Bpauu oO0IIeH MPaKTHKHU (ceMelHbIe BpauHl);
®  BpayU-TEpAIEBTHI;

®  BpAYN-TCHETUKHU;

®  BpaYM-/IUETOJIOTH;

®  BPAYU-TACTPOIHTEPOJIOTH;

®  BpaAYU-AIJIEPrOJIOrU-UMMYHOJIOTH;

®  BpaYM-TPABMATOJOTHU-OPTOIIEIHI,

®  BPAYU-dHJOKPHHOJIOTH/BPAYU-IE€TCKUE YHIOKPUHOJIOTH;
®  BpaYN-HEBPOJIOTH;

®  BpAYMU-TICUXUATPHI;

®  BpayYU-KapJUOJIOTH/IETCKHE KapAHOJIOIH;

[ ] Bpa‘-II/I-CTOMaTOJIOFI/I/Bpa‘-II/I-IICTCKI/Ie CTOMATOJIOI'H,
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®  BpPAYM-aHECTE3UOJIOTU-PEAHUMATOJIOTH;
®  BPAuYKM-HEOHATOJIOTH;
®  Bpauyu-HEPPOJIOTH;
®  BPAYU-YPOJIOTH/BPAdU-ACTCKUE YPOIOTH-aHIPOJIOTH;
®  BpauM JIAOOPATOPHOM I'eHETHKH;
®  MCIMIIMHCKHE TICUXOJIOTH;
®  CTyJeHThl MenuIMHCKuX BY30B;
e oOyyaromuecs B OpJIMHATYPE;
e oO0yuwaroniyecs B aCUpaHType.
Tabnuma 1. Illkana oueHku ypoBHEH noctoBepHOCTH AokazarenscTB (YJ) mis meronos

JUAarHOCTUKHU (I[I/IaFHOCTI/I‘IeCKI/IX BMCIIATCIIb CTB)

YA Pacmmgposka

1 CucremaTnueckue 0030pbl HCCIEAOBAHUN C KOHTPOJEM pedepeHCHBIM METOIO0M WIIH
CUCTEeMAaTUYEeCKUH 0030p paHIOMHU3UPOBAHHBIX  KIMHUYECKUX  HCCICJOBAHMMA C
MIPUMEHEHHEM MeTa-aHalu3a

2 OTI[GJ'IBHBIG HCCJICAOBAHUA C KOHTPOJIEM pe(bepeHCHBIM MCTOAOM MM OTACJIBHBIC
PAaHAOMHU3UPOBAHHBIC  KIIMHUYCCKHUE  HUCCICAOBAHUA U CUCTCMATHYCCKUC 0630131)1
HCCIIeI0BaHUM 000ro0 ,Z[H3alea, 3a UCKJIKOUYCHUEM PAHIOMHU3UPOBAHHLIX KIIMHUYCCKUX
HCCHGHOBaHHﬁ, C IPpUMCHCHHUECM METa-aHalin3a

3 |HccnenoBanust 0e3 MOCIEAOBATEIbHOTO KOHTPOIS pe(EepeHCHBIM METOIOM WU
UCCIEOBaHUsI € pedepeHCHbBIM METOJIOM, HE SBISAIOLIMMCS HE3aBUCHUMBIM  OT
HCCIIETyEMOr0 METOoJla WM HEpPaHJAOMHU3UPOBAHHBIE CPAaBHUTEIbHBIE HCCIIEIOBaHUS, B
TOM YHCJIE KOTOPTHBIE UCCIIEOBAHUS

4 HeCpaBHI/ITeHBHHC HCCJICAO0BAaHNs, OITMCAHNUEC KIIMHUYCCKOTO CIyvdas

5 Nwmeetcs nuib 0600CcHOBaHUE MEXaHU3Ma JAEHCTBUS UM MHEHHE SKCIIEPTOB

Tabmuma 2. Illkana omeHKH ypoBHEH AOCTOBEpHOCTH nokazaTenbcTB (Y /) mis metomos
npoUIaKTUKU, JIeUeHUs U peabunutanuu (MpOoPIIAKTHUECKUX, JTEUCOHBIX, PeaOUIUTAMOHHBIX

BMEIIIATENILCTB)

YA PacimmmdpoBka

1 | Cucrematnueckuii 0630p PKU ¢ npumenennem mera-ananusa
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2 | Orpensubie PKU u cuctemartuueckue 0030pbI HCCIENOBAaHHWM JI0OOOTO JaM3aifHa, 3a
uckimouenneM PKU, ¢ npuMmeHennem meTta-aHanusa

3 HepaHI[OMI/I3I/IpOBaHHBIe CPaBHHUTCJIbHBIC UCCIICAOBAaHNA, B T.4. KOTOPTHBIC UCCIICAOBAHNA

4 HeCpaBHI/ITeJIBHBIe HCCJIICAOBAHUSA, OIMCAHUC KIIMHUYCCKOr'o Cliydas UM CCPpHUU CIIy4dacB,
HCCICI0BaHUA ((CJ'Iy‘l&ﬁ-KOHTpOJ'IL»

5 HMmeercst nuiib 0OOCHOBaHHE MEXaHH3Ma I[CﬁCTBPIH BMEIIAaTCIbCTBA (I[OKJ'II/IHI/ILIGCKI/IG
I/ICCJIeI[OBaHI/ISI) HJIM MHCHUC SKCIICPTOB

Tabmuua 3. Hlkana onenku ypoBHel yOeauTenbHOCTH pekoMenaanuii (YVYP) mis metonos
npopMIAKTUKH, AUATHOCTHKH, JICYCHUS U peadmmuTanuu (MpoQHIaKTHUYECKUX, THarHOCTHYECKUX,

Je4eOHBIX, peaOMITUTAIIMIOHHBIX BMEIIATEIIHCTR)

YVP PacummgpoBka

A CunpHass pexoMeHmanusi (Bce paccMaTpuBaeMble KpuUTepud dSP(HEKTHBHOCTH
(ucxompl) SBISIOTCS BaKHBIMH, BCE HCCIEAOBAaHHS HMEIOT BBICOKOE WM
YIIOBJIETBOPUTEIHFHOE  METOAOJIOTUYECKOE  KadyeCTBO, WX  BBIBOABI  TIO
MHTEPECYIOIINM HCXO0/1aM SBIISIFOTCS COTIIACOBAHHBIMH)

B YcnoBHas pexomeHpalus (He BCe paccMaTpuBaeMble Kputepuu 3PQPEeKTUBHOCTH
(MCXOBI) SIBIAIOTCS BaXXHBIMH, HE BCE HCCIEIOBAaHUS HWMEIOT BBICOKOE WM
yIIOBJIETBOPUTENHFHOE METOJOJIOTUYECKOEe KA4eCTBO W/MIM WX BBIBOJBI IO
HWHTEPECYIOIINM MCX0JIaM He SBIISIOTCS COTJIACOBAHHBIMH )

C Cnabas pexoMeHaanusi (OTCYTCTBUE JOKa3aTeIbCTB HaJJIeXKalllero kauecTna (Bce
paccMmarpuBaeMble KpuTepuu 3(PQGEKTUBHOCTH (UCXOAbI) SBISAIOTCS HEBAXKHBIMHU,
BCE UCCIIEIOBAaHUS UMEIOT HU3KOE METOJI0JIOTHYECKOE KAaueCTBO M MX BBIBOABI IO
MHTEPECYIOIIMM UCX0JIaM HE SIBJISIFOTCSI COITIACOBAHHBIMHU )

[Topsinox 0OHOBIIEHUS KIMHUYECKUX PEKOMEH AU,

MexaHu3M  OOHOBJEHMS ~ KIMHUYECKUX  PEKOMEHJALUMH  MpeaycMaTpuBaeT  UX
CHUCTEMATHUYECKYIO aKTyaJIM3alluI0 — HE PEKE YEM OJIMH Pa3 B TPU I'0Aa, a TAK)KE IPU MOSABICHUU
HOBBIX JIaHHBIX C TO3MIMH JOKAa3aTeJbHONM MEIWLMHBI [0 BOMNPOCAM JUArHOCTHKH, JIEUCHMUS,
OpOPWIAKTUKA W peadWIMTAllMM  KOHKPETHBIX  3a00eBaHWN, HAIMYUH  OOOCHOBAHHBIX

JIOTIOJTHEHUI/3aMeuanuil K paHee yTBepkAEHHBIM KP, Ho He yame 1 pasza B 6 mecsies.
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IIpunoxenue A3. CipaBo4Hbie MaTepHAJIbl, BKJIIOYAas COOTBETCTBHE MOKA3AHUI
K TMPUMEHEHHI0 H NPOTHBONOKA3aHUH, CHOCO00B NpPUMEHEHHUS W 103
JIEKAPCTBEHHBIX MPENaparoB, HHCTPYKUHMHU MO0 NPHMEHEHHUIO JIEKAPCTBEHHOIO

npenapara.
1. [Tpuxaz Munszgpasconpazsutuss PO Ne 185 or 22.03.2006 roma «O maccoBom

o0cieIoBaHMM HOBOPOXK/ICHHBIX /€Tl Ha HACJIEICTBEHHbIE 3a00I€BaHUS»

2. [Ipuka3z MuHHCTEpCTBAa 3ApaBOOXPAHEHUS M COLMAIBLHOIO pa3Butusi PP ot 16
anpens 2012 r. N 366u «O06 yrBepxaeaun [lopsiika okazaHus neARATPUICCKON TOMOIIIH
3. [Tpuka3 Munucrepcrsa 3apaBooxpanenus PO «O06 yreepxxaennu [Topsaka okazanus

MEIUIIMHCKOM TIOMOIIM OOJIBHBIM C BPOXKISCHHBIMH W (WJIM) HACJIEICTBCHHBIMH

3a0oneBanuamMu» oT 21.04.2022 Ne 274y

4, [Tocranosnenue IlpaButenscrBa Poccuiickoit @enepaunu ot 9 anpens 2015 roxa
Ne333  «OO6 yrBepxkaenun IlpaBun ¢dopMupoBaHus TEpeyHS CHEHUATU3UPOBAHHBIX

MPOIYKTOB JIEUEOHOTO MUTAHUS JIJIsl ACTCH-MHBATHIOBY

S. [Tpuxa3 MunucrepctBa 3apaBooxpaHeHust Poccuiickoit ®enepaunn ot 14 sHBaps
2019 r. N 41 «OO0 yTBepXACHUU IOpsJIKa Ha3HAUEHUS JIEKApCTBEHHBIX IIpenapaTos, (Gopm
peLenTypHbIX OJIAHKOB Ha JIEKapCTBEHHBIE Ipernapathl, Nopsiaka oQOpMIIeHHUs yKa3aHHBIX
OJIaHKOB, UX y4YeTa U XPAHEHUS»

6. Pacniopskenue IlpaBurensctBa P® ot 31 nexabps 2018 r. Ne 3053-p «O6
YTBEPKACHUM NEpeyHe MeAUIMHCKUX H3IENUN, UMIJIAHTUPYEMbIX B OPraHU3M 4YeJOoBeKa
IIPY OKa3aHWU MEIULMHCKOM MOMOILIM B paMKaX IpOrpaMMbl TOCYJapCTBEHHBIX I'apaHTHH
0€ecCIuUIaTHOrO OKa3aHMs rpaX<1aHaM MEJUIIMHCKOMN MMOMOIIM U OTITYCKaeMBbIX O pelenTaM Ha
MEAUIMHCKUE U3/1ETUs TIPU IPEIOCTaBIEHUU Ha00Opa COLUAIbHBIX YCIYT»

1. MexnyHapoaHas kiaccuukanusi Oojie3HEH, TpaBM U COCTOSIHMM, BIUSIONIMX Ha
3nmopoBbe (MKB — 10)

8. [Tpukaz M3 PO ot 20 nexabpst 2012r. Ne 11831 «OO0 yTBep»k/1€HUN HOMEHKJIATYPHI
JOJDKHOCTEH MEMIIMHCKUX PaOOTHUKOB U (hapMalleBTHUECKUX PAOOTHUKOBY

9. [Tpuxaz M3 P® or 23 wurons 2010 r. Ne 541n. Eaunbiii xBanu@uKauoHHBIN
CIPAaBOYHHUK JIOJDKHOCTEH  pYKOBOAUTENEH, CHENMAIMCTOB W CIyXallUuX, pa3jeln

KBaJII/I(bI/IKaI_[I/IOHHBIe XapaKTCPUCTUKU JOJDKHOCTEN pa6OTHI/IKOB B C(bepe 3ApPaBOOXPaHCHUA.
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10. ®enepanbubiii 3akoH oT 25.12.2018 No 489 489-d3 «O BHeceHMHM W3MEHEHUH B
crateio 40 @enepanbHoro 3akoHa «O0 005f3aTEIBHOM MEIUIIMHCKOM CTPaxOBaHUHM B
Poccuiickoit ®enepanymn» nu dexepanbHbiii 3aKkoH «O0 0OCHOBAaX OXpaHbI 3J0POBbS TPAXKAAH
B Pocculickoit @enepanuu 1o BOpocaM KIMHUYECKUX PEKOMEH AU,
11. [Tpuka3z MunzapaBa Poccuu Ne 1031 ot 28.02.2019 1. «O0 yTBEepKICHHH TOpsJIKa U
CPOKOB pa3pa0OTKM KJIMHUYECKHUX PEKOMEHJAlUMH, HX MepecMOoTpa, THUIOBOH (OpMbI
KIIMHUYECKUX PEKOMEHIAIMi W TpeOOBaHMW K WX CTPYKType, COCTaBy H HAy4dHOU
000CHOBAHHOCTH, BKJIIOUAEMOH B KIIMHUYECKUE PEKOMEHIANN HHPOPMALTUN.
12. [Tpukaz MunznpaBa Poccum ot 13.10.2017 N 804n «O0 yTBepKIeHUU
HOMEHKJIATYPbl MEJULIUHCKUX YCIIYI»
13. [Tpuka3 MuHnuctepcTBa TpyAa U couuanbHoi 3amutsel PO ot 27 asrycra 2019 r.
585H «O xnaccupuKausax U KPUTEPUSAX, UCIIOIB3YEMBIX IMPH OCYIIECTBICHUH MEIHKO-
COLMAJIBHOW 3KCIEPTU3bl TpakAaH (eaepaabHbIMU TOCYAAPCTBEHHBIMU YUPEKICHUAMU
MEIMKO-COLUAIBHOMN 3KCIIEPTU3BI»
14. IIpuka3s MuHucTEpCTBa 3ApaBOOXPAHEHMSI M COLMAJIBHOrO pa3BuTHA Poccuiickoit
@enepann «O TOPsIIKE TPUMEHEHHUS JIGKAPCTBEHHBIX CPEJCTB Yy OONBHBIX 1O KU3HEHHBIM
nokaszanusm» ot 9 asrycra 2005 r. Ne 494
15. NudopmannonHoe mnuckMo MuH3znpaBa Poccun 1O  BO3MOXHOCTH — 3aKYNKH
JIEKApCTBEHHOTO MperapaTa o TOProBOMy HAMMEHOBAHHUIO
16. [lepeuenr cnenuanIM3UpPOBaHHBIX MPOAYKTOB JIEYEOHOTO NUTaHUS Ul JeTei-
uHBanaoB Ha 2023 rox, Pacnopspkenue IlpaBurenscrtBa Poccuiickoit depepaunu ot S
nexa0pst 2022 r. Ne 3731-p

HNudopmanusi o JekapcTBeHHBbIX cpeacrBax: https://grls.rosminzdrav.ru/

OcHOBHbIEe HOPMAaTHBHO-TIPABOBbIE AKTHI, PeryJMpyIolIHe 0Ka3aHue

NAJVIHATHBHON MeIMUMHCKON MOMOLIY

1. denepanbHblii 3akoH «O BHeceHnU U3MeHeHul B DeaepanbHblil 3ak0H "OO0 0CHOBaX OXpPaHBI
310poBbs rpaxaaH B Poccuiickoii ®enepauuu” 1Mo BOMpOcaM OKa3aHUA NAJJIMATHBHOW
MemuIHCKoH oMontiy oT 06.03.2019 Ne 18-D3
2. Tlpuxa3z MunzapaBa Poccun Ne 345H, Muntpyna Poccun ot 31.05.2019 Ne 372 «O6

YTBEP)KJICHUM TIOJOXKEHUsT 00 OpraHu3alii OKa3aHWs NaJUIMaTUBHOW MEJUIIMHCKON
MOMOIIH, BKJIOYash MOPSAOK B3aUMOJIEHCTBUS MEIULMHCKUX OpraHu3alui, opraHuzauui
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COLMAJIBHOTO OOCIYXHBaHHUA M OOLIECTBEHHBIX OOBEIMHEHUH, HHBIX HEKOMMEPUYECKUX
OpraHu3aIfii, OCYIIECTBIISIONINX CBOIO JAESITEIBHOCTD B Cepe OXpaHbl 30POBbS»

ITpuxaz MunznpaBa Poccun Ne 3481 ot 31 mas 2019 roga «O0 yTBepKIEHUHU IEpeyHs
MEAMIMHCKUX U3JIEIHUH, TpeIHa3HAYEHHBIX /71 NOAepKaHHUsI OPraHOB U CUCTEM OpraHu3Ma
YeJI0BEKa, IPEAOCTABIIAEMBIX JUISl UCIIOIb30BAHUS HA JOMY»

ITpuka3z Munzapasa Poccun Ne 5051 ot 10 mronst 2019 roma «O6 yrBepxkaenuu I[lopsiaka
nepejaud OT MEAMLIMHCKOW OpraHu3alud ManueHTy (€ro 3aKOHHOMY IpPEACTAaBUTEINIO)
MEIUIUHCKUX W3AETHH, IpeAHa3HaYeHHBIX IS MOAepKaHusl (GYHKIUH OpraHOB M CUCTEM
OpraHu3Ma 4eJjOBeKa, JJIs HCIOJb30BaHUS HAa JIOMYy IpU OKa3aHUM MaNIHATHUBHOM
MEIUIUHCKON TTOMOIL

[Tpukaz M3 PD Ne 831 ot 3 oxtsa0ps 2019 roma «OO0 yTBEp)KACHWU BEIOMCTBEHHOM

LEeJIeBOM mporpaMMbl «Pa3BUTHE CUCTEMBI OKa3aHUS MAJTIMATUBHON MEIULIMHCKOW MTOMOILIK)
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Ipuioxenune

A3.1. Cxema

METHJIMAJOHOBOM allJIeMHUH.

PaypoH BonbHoro

= == —————

MponuoHoBag cnoTa

L-KapHUTHH

META00JIHYEeCKNX

nmpoueccon npu

MaoneiLmH,

MeTHOHWH,
TpeoHuH

KUpHbIE KACNOThI C HEYETHBIM YMCNoM C-aTOMOB
M36bIToK MNMHMK

2

1
MponnoHun-KoA —D—> L-MeTUnManoHun-KoA

MponuoHun-KoA »
KapOokKcunasa *

BrvoTuH AN

_D_,

CyryuHun-KoA

MeTunManoHun-

KoA-myTa3

a

AJeHo3nN-
KoGanamuH

MeTunManoHoBas KMcnota

P ONMOHUN-KapHUTHH

|

3Krckpeyma ¢ MoYOiA

Liykn
Kpebca

Merabonuueckue OJIOKH BBIACIICHBI FO.]'IY6LIM OBCTOM (I'HpOHI/IOHOBa}I, 2-MeTHIMAaIOHOBAas

aIuIeMus ), TaTOJIOTHYECKUE META0OIUTHI BBIJICJICHBI TBOWHON paMKOA.

Ipuioxkenue A3.2. Hopmbl (pu3dno/iornyeckol mnOTPeOHOCTH B OCHOBHBIX
NHUIIEBbIX BelIECTBAX U SHEPIUH ISl 310POBBIX JIeTeil.

61



Tadauna 1. MunumansHbI Oe3omacHbi ypoBeHb Oenka corimacHo FAO/WHO/UNU 2007 B

3aBUCUMOCTH OT BO3pacTa.

Bospacr | r/xr/cyr

Munanenus! (Mec.)

1 1,77

2 1,5

3 1,36

6 1,31

12 1,14

Hetu (roaml)

1,5 1,03

2 0,97

3 0,90

4-6 0,86-0,89

7-10 0,91-0,92

ITonpocTku 1 B3pociible (rojbl)
JKEHIIUHBI | MY>KUHHBI

11 0,9 0,91

12 0.89 0,90

13 0,88 0,90

14 0,87 0,89

15 0,85 0,88

16 0,84 0,87

17 0,83 0,86

18 0,82 0,85

>18 0,83 0,83

Ta6auna 2. PexoMeH1yemMasi IOTpeOHOCTh B MAKPOHYTpHEHTax y narueHnToB ¢ [TA u MMA [37].

BO3pACT Harypansubr | OOuuit DHeprus 4
it Gemok™ 6emnok >* (xkxan/kr/cyr)
(r/kr/cyT) (r/kr/cyT)
M: 72 - 109
0 - 6 mec. 091-152 1.52-1.82
K: 72 -108
M: 65 - 97
7 - 12 mec. 0.72-1.2 1.2-1.44
K: 64 - 96
M: 66 - 99
1-3r 0.63-1.05 1.05-1.26
K: 66 - 99
4-8r. 057-0.95 |0.95-1.14 M:59 - 88
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XK: 56 - 84
M: 43 - 65
9-13r 0.57-0.95 0.95-1.14
K: 39 - 58
M: 36 - 53
14 - 18r. 0.51-0.85 0.85-1.02
K: 30 -45
19->70r 0.48 -0.8 0.8-0.96 80—-100% ot DRI (nuernueckuii pedepenc)
bepem 1-b1ii TpUMeECTp TaKKe Kak 10 OEPEMEHHOCTH
€HHOCTH .
0.66-1.1 1.1-1.32 2-oii Tpumectp — +340 kkan/cyT
>18yr-50r 3-i1 Tpumectp — +452 kkan/cyt
JlakTanusa 0.78-1.3 1.3-1.56 BapuaGenbpHbie 3HAUCHUS
Kommenrtapuu:

1. pexomeHIyemMoe KOJIMYECTBO HAaTypanbHOro 6enka cocrapiuser 60-100% RDA
(pexomeHayemas THeBHasi HOpMa noTpediienus) u Al (agekBaTHas HOpMa OTPeOICHUs).

2. TOTpeOHOCTD B OEJIKE PACCUUTHIBACTCS UHIUBUAYATBHO Ui KaXKOTO MalueHTa B
3aBHCHUMOCTH OT TOJIEPAHTHOCTHU K OEIIKy, aHTPOIIOMETPUUYECKUX TTOKa3aTeneil u
Pe3yabTaTOB JTAOOPATOPHBIX UCCIICAOBAHMIA.

3. eciu mepeHoCuMOCTh HaTypaibHOTO Oenka meHee 100% AI/RDA, pekoMeHI0BaHO 100aBUTH
CIUIIT Ha ocHOBE aMUHOKUCIIOT 0€3 METHOHHHA, TPEOHUHA, BAJIMHA, U30JICHIINHA, YTOObI
obecrieunth MuaEMyM 100-120% AI/RDA.

4. pexoMeHayemas YHepreTudeckas eHHOCTh pannona coctaBisier 80-120% DRI EER
(pacueTHas NOTPEOHOCTh B SHEPTHH) PACCUUTHIBAETCS HA JIOJKEHCTBYIOLIUI Bec.
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Tab6auua Ne 3 CpenHecyToYHbIE HOPMBI (PU3HOJIOTHYECKUX MOTPEOHOCTEH B SHEPTUU IS IETeH
cornmacio FAO/WHO/UNU 2001 (WHO Technical Report Series 17-24okt 2001)

Bospacr (mec.) DHeprus DHeprus
(kxan/kr) (kkan/kr) sxeH
MYK.
0-1 113 107
1-2 104 101
2-3 95 94
3-4 82 84
4-5 81 83
5-6 81 82
6-7 79 78
7-8 79 78
8-9 79 78
9-10 80 79
10-11 80 79
11-12 81 79
Bospacr (r.)
1-2 82,4 80,1
2-3 83,6 80,6
3-4 79,7 76,5
4-5 76,8 73,9
5-6 74,5 71,5
6-7 72,6 69,3
7-8 70,5 66,7
8-9 68,5 63,8
9-10 66,6 60,8
10-11 64,6 57,8
11-12 62,4 54,8
12-13 60,2 52,0
13-14 57,9 49,3
14-15 55,6 47,0
15-16 53,4 45,3
16-17 51,6 444
17-18 50,3 44,1
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Ipunoxenne A3.3. IlorpeOHOCTH B METHOHNHE, TPDEOHMHE, BAJIMHE, H30JIeHIIUHE

Y HalMMEeHTOB C METHJIMAJIOHOBOM am/meMneii B 3aBUCHUMOCTH OT BO3pacTa.
Tabauua 1 OpueHTupoBOYHAs MOTPEOHOCTH B METHOHMHE, TPEOHUHE, BaJHMHE, W30JEHIMHE Y

0O0JIbHBIX METUIIMAJIOHOBOM alluAypUell B 3aBUCUMOCTH OT BO3pacTa

Bo3spact CyTro4Hasi TOTpeOHOCTh B aMUHOKHCIIOTaX
0OO0JIbHBIX

HNzoneinun MeTtuonun Tpeonun Bamun
JIETH  TPYAHOTO MI/KT Macchl Tena
BO3pacra
0 — 3 mec. 75-120 30-50 75-135 75-105
3 — 6 Mec. 65-100 20-45 60-100 65-90
6 — 9 mec. 50-90 10-40 40-75 35-75
9 - 12 mec. 40-80 10-30 20-40 30-60
JIETU CTapIie MI/OeHb
1 rona
1-4ronma 485-735 180-390 415-600 550-830
4 -7 ner 630-960 255-510 540-780 720-1080
7—11 ner 715-1090 290-580 610-885 815-1225

Taﬁ.lmua 2 CHGI_II/IaJ'II/IBI/IPOBaHHLIe MMPOAYKTBI HA OCHOBC aMHUHOKHUCIIOT oe3 MCETUOHHHA, TPCOHHHA,

BanuHa, usoeinuHa (B 100 r cyxoit cmecn)

HaunmenoBanue benok Kup, Yrnesonsl, DHepreTu- Bospact
(PkxB.) T r r yeckast MIPUMEHEHUS

Ipo Ta
POAYK IHCHHOCTD, KKaJI
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XMTVI Anamix infant
Crnenuanu3upoBaHHbIN
MPOAYKT JETCKOTO
JINETHYECKOIO
JIeueOHOIr0 MUTAaHUS IS
JIeTel MEePBOro rojia
>kn3Hu ot 0 1o 12
MECSIICB B KQUSCTBE
OCHOBHOI'O IIUTAHUS U B
KauyecTBe
JIOIOJTHUTEIIBHOTO
MUTaHu JJ1d AeTei 10 3
et "MMA/PA AHaMHKC
Wugant"****

13,1

23

49,8

469

or 0 o 1 roma

XMTVI Maxamaid
Crnenuanu3upoBaHHbIN
MPOJYKT JETCKOTO
JHETUICCKOrO
J1Ie4eOHOIr0 MUTAHUS
nereii ¢ 1 roga no 8 et
C IPOMTMOHOBOM
aruaeMuen 1iIm
METHJIMAJIOHOBOM
aruaemueii "XMTVI
Makcameiin" ("XMTVI
Maxamaid'")****

25

<0,5

51

309

crapuie 1 roga

XMTVI Maxamum
Cnenuanu3upoBaHHBIM
MPOAYKT AETCKOTO
JHUETHYSCKOrO
JIEYeOHOTO MUTAHUS IS
JeTel crapiie 8 JIeT ¢
PEIKOU HACIEACTBEHHOMN
SH3UMOIIATHEM,
MIPONMOHOBOM
aluaeMuen Win
METHIMAIOHOBOM
amuaemucit, "XMTVI
Makcamym" ("XMTVI
Maxamum')****

39

<0,5

34

297

crapue 1 roga
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«Hytpuren 14

-tre,- met, —val,- ile»
Cnenuanu3upoBaHHbIN
MIPOAYKT CYXOH IJIs
JTAETUYECKOr0
J1Ie4eOHOI0 MUTAHUS
JIETEH IePBOTO Toja
JKU3HU, OOJIbHBIX
MPONMOHOBOM U
METHIMAIOHOBOM
anuaemuel, "Hyrpuren
14 -ile, -met, -thr, -

Val Nhkkkk

14

23

50,5

471

or 0 o 1 roma

«Hytpuren 20

-tre,- met, —val,- ile»
Criennanu3upoBaHHBIN
MPOJYKT CYXOH AJis
JHETUICCKOrO
JIe4eOHOIr0 MUTAaHUS
JIETEW cTapIiie OJHOTO
roaa, OOJIbHBIX
MPONMOHOBOM 1
METHJIMAJIOHOBOM
aruaemueit, "Hytpuren
20 -ile, -met, -thr, -

Val Nikkkk

20

18

50,4

444

crapuie 1 roga

«Hytpuren 40

-tre,- met, —val,- ile»
Cnennanu3upoBaHHbIN
MPOIYKT CYXOH JJIs
JTUETUYECKOTO
7e4e6HOro MUTAHUS
JIETEH cTaplie OJHOTO
roja, 0OJLHBIX
MIPONIMOHOBOM U
METHJIMAJIOHOBOM
anuaemuel, "Hyrpuren
40 -ile, -met, -thr, -

Val Nhkkkk

40

13

31,6

403

crapuie | roga
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«Hytpuren 70

-tre,- met, —val,- ile»
Cnenuanu3upoBaHHbIN
MIPOAYKT CYXOH IJIs
JTAETUYECKOr0
J1Ie4eOHOI0 MUTAHUS
JIETEH cTapiie 0JTHOTO
roga, OOJIBHBIX
MPONMOHOBOM U
METHJIMAJIOHOBOM
anuaemuel, "Hyrpuren
70 -ile, -met, -thr, -

Val Nhkkkk

70

4,5

298

crapure 1 roga

Milupa OU 2-prima
Crnenuanu3upoBaHHbIN
MPOAYKT TUETUYECKOTO
JIe4eOHOIr0 MUTAHUS IS
neteit crapuie 1 roaa,
CTpaJaroimx
OpraHn4eCcKon
anMaeMuen -
IIPONMOHOBOM WJIH
METHJIMAJIOHOBOM
aruaemueit, "Milupa OS
2 Prima"****

60

5,3

261

or 1 no 8 ;er

Milupa OU 2-secunda
Criennanu3upoBaHHBIN
MPOAYKT JUETUYECKOTO
JIEYeOHOTO MUTAHUS IS
JeTel crapiue 8 JIeT u
MOAPOCTKOB,
CTpaIaroIINX
OpraHNu4eCcKou
aluIeMuen -
MPONMOHOBOW WJTH
METUJIMAJIOHOBOM
arunemueit, "Milupa OS
2 Secunda"****

70

1,6

286

ot 9 o 14 ner
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Milupa OU 3-advanta 70 0 1,8 287 crapiue 15 ner
Crnenuanu3upoBaHHbIN
MPOAYKT TUETHYECKOTO
JIEYEOHOTO TUTAHUS JUIS
neren crapie 15 et u
B3POCIIBIX, CTPAAAOIINX
OpraHn4eCcKon
aluaeMuei -
MIPOIMTMOHOBOM WIIH
METHIMAIOHOBOM
arunemuei, "Milupa OS
3 Advanta"****

Ipuioxkenue A3.4. [lpuMepsbl pacueToB NUTAHNUSA AJI NANUEHTOB IIPH
WHUIHMANMYA THETOTEPANUH.

| IIpumep pacyera nurtanus pedenky 1 mec. (;ken). Macca 4000r. I'pynHoe BckapMmiuBanue +
CIIJIIT Ha ocHOBE aMHUHOKHCIIOT 0€3 METHOHHMHA, TPEOHUHA, BaJIMHA, n3oJeinnna «MMA/PA
Anamukc MapanT

1) paccunTbiBaeM 6a30BYIO MOTPEOHOCTH B OEIKeE:

- O6mmii 6emoxk 1,82r/kr/cyt = 1,82x4=7,28r*

- Harypanbnsiit 6enok 1,2 r/kr/cyt =1,2x4=4,8r

2) PaccumnThiBaeM KOJIMYECTBO TPYAHOTO MOJIOKA!

B 100 M — 1,2r Genka

X —4,8r, orcroga X=4,8 x 100 /1,2 = 400m1

3) PaccuutsiBaem ckonbko pedeHok nomkeH monydutsh CITJIIT Ha ocHOBe aMHUHOKHCTOT 6e3
METHOHHWHA, TPEOHWHA, BajuHa, n3oneiuHa (ecau B 100r. cyxoit cmecu comepxkurcs 13,1r 6enka
(benka ->KBUBAJICHTA).

A) cunTaeM CKOJIbKO Oelika peOeHOK J0mKeH moyduTh 3a caet CITJII: 7,28-4,8= 2,48 r Genka
b) cuntaem KonuueCTBO CMeCH:

B 100r — 13,1r 6enka

X —2,48r, orcrona X=2,48x 100 /13,1= 18,9r (20r) cyxoii cmecH.

VYuursiBas, uto y aereit rpynnoro Bospacra CIIJIII sxenarenbsHO NPUMEHSTH B KaX10M KOpMIIEHHE,
a MHTEpBaJl MEX/1y KOPMIIEHUSIMM MUHUMYM 3 4aca, pas3zaeinseM Ha 8npuemon 20:8=2,5r x 8 pa3 B
JIEHb.

B) Pa3zBogum cyxyto cMech:

Ecnu St cyxoit cMmecu pazBoautces Ha 30 mut - 2,51 pa3BoauM Ha 15 mu1 BOAbI

4) PaccuntpiBaeM 00BEM M KOTUYECTBO KOPMIICHHA.

Ecnu peGenox ect 8 pa3 B IeHb, MOTyYaeTCs:

50ma rpynnoro monoka +2,5r CIUIIL, pa3zenennoi Ha 15Mi Boabl

5) [IpoBepsiem 3HEPreTUYECKYIO IIEHHOCTh paIlioHa:

B 100Mmx1 rpyaroro monoka conepxkutcst 70 xkkan, 3Hauut B 400mi — 280 kkan

B 100r cyxoit cmecu (CIJIIT) cogepxxkutcst 469 xkan, 3aaunt B 20 T — 93,8 kkan

280+93,8 = 373,8kkan = 93 kkai/Kr
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5) BocnonHsem neuIUT Kaaopuii™*, mienesas sHepreTuyeckas eHHOCTh panroHa 107kkan/Kr:
A) PaccuntsiBaeM MOTpEeOHOCTH B JIOMOJHUTEIBHBIX KaTOPHSIX:
107-93=14 kkan
b) Cuuraem konuuectBo 10% neKkcTpo3bl:
B 10mn 10% mexcTpo3sl — 4Kkai
X — 14kkan, orcroga X= 14x 10 /4= 35w 10% nexcTpo3bl B CyTKH, pa3eiseM Ha 8§ KOPMIICHHH,
nosryqaetcst 4-Smi 10% nexcTpo3bl B KaXK10€ KOpMIICHHUE.

*MoTpeOHOCTh B O€JIKE PaCCUUTHIBACTCS MHIUBUAYAIBHO JIJIs KaXKJIOTO MAllUeHTa B 3aBUCUMOCTH OT
TOJICPAHTHOCTH K O€JIKY, aHTPOMIOMETPUIECKIX MTOKAa3aTeNIel U pe3yIbTaToOB 1a00paTOPHBIX
uccienaoBanuil. [Ipu cTabuILHOM COCTOSTHUN, OTCYTCTBUM TUIIEPAMMOHUEMHUH, OOITHH OCIIOK MOYKET
ObITh yBenuueH 3a cueT CIIJIIT Ge3 MeTHOHMHA, TPEOHHMHA, BaJIMHA, U30JICHIIMHA.

** pu neunuTe Kaaopuii 1 HEBO3MOXKHOCTH J100aBUTh Ooibiee koaudectBo CITJIIT 6e3
METHOHHHA, TPEOHHMHA, BAIMHA, U30JICUIINHA (HAPUMED, B CIIy94ae THIICPAMMOHHECMHH ) TSI
JOCTHKEHUS ONITUMANIBHOM HEPTeTUYECKOM IEHHOCTH PAallMOHa UCTIOIb3YIOTCS PACTBOPHI
JIEKCTPO3bl, MATBTOICKCTPUH, 0€30€IKOBBIC 3aMEHUTEIIA MOJIOKA.

Il IIpumep pacyera nutanusi pedeHky 3-x Jer, Mmacca Teja 15 kr ¢ ucnoan3osanuem CIJIIT
HAa OCHOBE AMMHOKMCJIOT 0e3 MeTHOHMHA, TPEOHUHA, BaJIMHA, n3ojeinuHa «Hyrpuren 40
-tre, - met, —val, - ile». Pacuer IIPOBOJUTCS B COOTBETCTBHUH C NPHUBCACHHBIMH BBIIIC IPHUHIIUIIAMH.
CootHorienue 0: : y OT 0011Iel IHepreTUYeCKOi LIEHHOCTH pallioHa JOKHO CTPEMUTHCS K
10:30:60.

1) PaccuuteiBaem 0a30BYI0 MOTPEOHOCTH B OeTKe:

- OOmuit 6enok: 1,26r/kr/cyt = 1,26 x 15=18,9r*

2) PaccumnTbiBaeM HaTypasIbHBINH OEIOK:

0,85r/kr/cyr =0,85x15=12,75r

3) PaccuutsiBaem konudectBo CIIJIIT Ha ocHOBE aMUHOKHUCIIOT 6€3 METHOHHHA, TPEOHIHA, BaJlMHA,
u3oneinuHa (ecim B 100r. cyxoii cmecu conepxurcs 40 r 6emnxka).

A) CuntaeM CKoIbKO Oenka pedeHOK qomxkeH monyuuts 3a cuet CITUIIT: 18,9-12,75= 6,15r Genka
b) cuntaem KonMUyeCTBO CMeCH:

B 100r — 40r Genka

X —6,15r, orcroa X= 6,15x 100 /40= 15r cyxoii cMecwH.

2) PaccuutbsiBaem

4) PaccuuThIBa€M 3HEPIeTUYECKYIO IICHHOCTh PallMOHA:

66-99 kkan/kr/cyr= 990-1485 kkain B CyT.

Ha ocHOBaHWYM JaHHBIX PACYETOB MOXKET OBITh MPEATIOKEH CISAYIOIIHA MJIaH MUTAHUS:

O6veM benox bestok-3KBUBAJIEHT KanopuitHocTts
HaTypaJIbHBII
«Hytpuren 40 151 0 6 60 kkan

-tre,- met, —val,-
iley
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Kama pucoas 20r 1,4r 75KkKan
(merckast)

OpyKTHI 200r 0,8 r 88 kKkan
Osouwm P50r 3,2r 62 KKal
Kaprodens 100r Dr 77xkan
OauBKOBOE Maclo St 0 45 xxan
Banau 1501 1,8r 129,9 xkain
Kamra 40r 2.8r 150,3kkai
MYJIBTH3JIaKOBasI

(merckast)

Makapossl 6/6 A0r 0,02r 105,9 kkai
CnuBouHOEe Macio pr 0,025r 38kkai
HEwmomoxo A00MT 0,8 240kkain
pHucOBOE

HUTOI'O 12,81 6T 1071kkan

*[Ipn cTaOUIBHOM COCTOSTHUM, OTCYTCTBUM THUIIEPAMMOHUEMHHU, OOIMMNA O€IOK MOXKET OBITh
yBenuueH 3a cueT CITJIIT 6e3 MeTnoHMHA, TPEOHUHA, BaJlHAa, U30JIeHIINHA
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IIpunoxenue A3.5. IlpuMepHBbIi CyTOYHBINH HA00P NMPOAYKTOB, €r0 XMMHYECKHUI1
COCTAB M JHEpPreTuYecKasi HEHHOCTH VIS AeTel JOIIKOJIBLHOI0 BO3pacTa ¢

METHJIMAJIOHOBOM alueMHen.

XHUMHUYECKUM COCTaB, T

TponyKThi Konnuectso, OHepreTuyeckas
r (m) GelKH | KHUpBI | yriaeBomel | CHHOCTE, KKl

X1eb6 HU3K0OEIKOBBIH 140 1,06 3,5 84,2 378
Xne600yI0UHbIC U3IEITHS 30 0,23 2,7 19,4 105
Cyxas cMech HU3KOOEIIKOBas 54 0,87 1,8 50 79,3
Bepmuiiens Huzkob6enkoBast 13,7 0,12 0,08 11,2 479
Kpymna nuskobenkoBas 25 0,2 0,5 21,6 90
Cyxoii 6e30e1KOBBII HATUTOK 24 5,0 17,2 114
Macio cIMBOYHOE 20 0,1 16,5 0,16 149
Macio ToruieHoe 10 0,03 9,8 0,06 88,7
Maco pacTuTeabHOe 15 - 14,9 - 134,8
Caxap 30 - - 29,9 113,7
Bapenbe 20 - - 14,0 56
Kaprodens 100/70 1,4 0,28 11,4 56
Kamycra cBexas 55/44 0,79 0,05 2,1 11,9
MopkoBb 95/76 0,98 0,07 4,8 25,8
Caexia 60/48 0,72 0,05 4,32 20,2
Kabaukn 25/19 0,12 0,06 1,0 4,75
Orypust 5/4 0,03 - 0,11 0,65
Cainar 10/9 0,12 - 0,18 1,4
[ToMugopb! 15/13 1,3 0,03 0,49 3,0
Tomar-niacra 8/7 0,35 - 1,33 7
JIyk penyartsbIii 5/4 0,05 - 0,32 1,45
Kiroxsa 10 0,05 - 0,38 2,6
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Coku 100 0,5 - 11,7 47

DpyKTHI CBEXKHE 200/170 0,9 0,5 16,6 78,17
DpyKTHI cyxue 10 0,3 - 5,05 22,7
3a cyeT HaTypaIbHBIX MPOIYKTOB 9,5 70 258 1700

IIpunoxenune A3.6. Meradoau4ecknii KOHTPOJIb, MOHUTOPHHT IHETHYECKOI0
JICYeHH s, HYyTPUTHBHOI'0 CTATYCA U BO3MOKHBIX OTAAJIEHHBIX 0CI0KHEHUM
3a00J1eBaHusA

Uccnenosanue Yacrtora

HccnenoBanue ypoBHA aMMOHMS, MOJIOYHOM | B KaKIblil BUSUT
KHCIIOTBl B KpPOBHU, MCCIENOBAHUE KHUCIOTHO-
OCHOBHOT'O COCTOSIHUS U I'a30B KPOBU

AMHUHOKHUCIOTHI Tu1a3Mbl kKpoBu (KomriekcHoe | 1 pa3 B 3-6 mec
orpezeNieHue KOHIICHTPAIlM aMHUHOKHCIOTHI U
AlMJIKAPHUTUHBI B KpoBH, KoMIUIeKCHOE
orpezeNieHue KOHIICHTPAIlM aMHUHOKHCIOTHI U
AIMJIKAPHUTUHBI B KPOBU METOJOM TaHJIEMHOMU
Macc-CIIEKTPOMETPHH)

(mocne 3-44 roysiogaHus)

Opranunueckue kuciotel B Moue (Kommiekchoe | 1 pa3 B 3-6 mec
ONPEACIICHUE  CONEPKAHMS ~ OPraHMYECKHUX
KHCJIOT B MOYE)

HccnenoBanne  ypoBHs  cBoboaHoro  L-|1 pa3 B 6-12 mec
kapHuTHHa B kpoBu (TMC)

KonTponb nuets! (muieBoil THEBHUK) B kaxnablil BUSUT
AHTponomeTpus B kaxnablil BUSUT
Kinnanueckuit ocMoTp B xaxxnapIit BUBHUT
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HccnenoBanne ypoBHS anbOyMHHAa B KpPOBH,

npeanbOyMUH KpOBU (Onpenenenue
COOTHOIIICHUSI OENKOBBIX (paKIMii METOJJOM
anekTpodopesa,

Onpenencaue COOTHOIIICHUS OEJIKOBBIX

dpakuii MeTOJOM BBICOKOYYBCTBUTEILHOTO
KalMJUIIPHOTO AJIeKTpodopesa)

1 pa3 B 6 MecsiieB

CocrosiHME KOCTHOW TKaHHM (OmpeieicHHe
YPOBHSA OOIIEro KaJbIUsi, MOHU3UPOBAHHOTO
KaJIbIIHsI, HEOPraHu4eckoro gochopa B KpOBH,
o0mero MarHusi B CHIBOPOTKE  KPOBH,
AKTUBHOCTH IEITIOYHOM docdarassl,
Uccnenoanue ypoBus 25-OH Butammna /I B
KpOBH, UccnenoBanue YPOBHSI
NapaTUPEOUTHOTO TOPMOHA B KPOBHU

1 pa3 B rog,
MIPU OPAXKEHUH TTOYEK Yalle

Ompenenenne  ypoBHS  BuTamMuHa  Bl12
(mmaHokoOalaMuH) B KpoBH, MccimemoBanue
ypoBHs (oymeBOl KUCIOTHI, VccienoBanue
ypOBHS (heppUTHHA B KPOBU

1 pa3 B roz

OcmoTp Bpaya-HEBpOJIOTA

Kaxxnplii BU3UT

Omnpenenenue TIIOMEPYISIPHOM U TyOYIsIpHOI
¢yHKIMH  TOYeK  (MCCleOBaHHE  YPOBHSA
KpeaTnHWHa B KpoBH, MccienoBaHue ypoOBHS
MOYEBHHBI B KpoBH, lccienoBanue ypoBHS
MOYEBOW KHCJIOTHI B KpoBH, HccnemoBanme
ypoBHs 1ucratuHa C B kpoBH, MccnenoBanue
YpOBHA Kainplus B Moue, VcciaenoBanue
ypoBHS (ocdopa B moue, OnpenencHue Oenka
B Moue, Omnpenenenve anbOymMHHa B MOUe,
Omnpenenenue KoauyecTBa Oellka B CYTOYHOH
Moue, OrmpenenieHne CKOPOCTH KIIyOOYKOBOM
GuIbTpallul MO YPOBHIO KpEaTHHHHA KPOBU
pacyeTHbIM METO/I0M)

1 pa3 B 6-12 mecsieB, HaunHas ¢ 6 JET, WIK
paHblIEe MpPU HAIWYUU NPU3HAKOB MOPAKEHUS
MOYEK

OmnpeneneHre akTUBHOCTH MMaHKpeaTHUECKON
amMwiIasbl B KPOBM, OIPEIEIIEHUE aKTHUBHOCTH
JUNa3bl B CHIBOPOTKE KPOBU

1 pa3 B 6 Mec

Kapauonorudeckoe odciieoBaHme
(OKT, 9XO0O-KT)

B MOMeHT muarsocTHKH 3a001eBaHus,
nanee 1 pa3 B rox nmocie 6 jer
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Koraurusnsie ¢pynkimn (1Q) Jnst onpeneneHHoro Bo3pacra

Odranbmonoruueckoe o0cieI0BaHe 1 pa3 B roa nocnue 6 jget

20T, MPT T'OJIOBHOT'O Mo3ra, | Ilo noxazanusam
CYpIOJIOTHUECKHUE TECTHI (ayTHOMETPHS)

Cromarosoruueckast IoMoIib He pexe 1 pa3a B rox

amantupoBano u3 Matthias R Baumgartner et al. 2014.

Hpuiaoxenue A3.7. TakTuka npea- v nMoCJae0NepaMOHHOI0 BeJleHUS NALMEHTOB.

Heo0s3aTebHbIEe IpoLEyPbI

[IpoBeprTe, uTO pedeHOK 30pOB (0e3 MPOosABICHUI BUPYCHOU MM OaKTepHalbHON HH(EKITIH) B
Teuenue 48 gacoB 1o onepanmu. Eciu ecTh NPOSBICHUS, TO ONEPALUIO CIIEAYET OTIOKHUTh

[Tocneanee KIMHUYECKOE 00CIIE0BaHNE 10 3200JICBAHUIO JTIOJDKHO OBITH ITPOBEJICHO HE MCHEE
yeM 3a 3 MecsIa 0 oneparuu

HeoTJ105kHbI€e MEpONIPUATHS U OCHOBHBIE Mpoueayps! (> 30 MuHYyT)

HanpaBLTe Ha KOHCYJIbTAIIUIO CTICIUAJIMCTa

[Tpu mocryrienuu: npoBepbTe aMMoHuH, pH, ra3sl kpoBu. Eciin ammonwmii 6onee 200 mmons/m, |
pH menee 7,30 nim geguuut ocHoBanuu Oosiee 10 MMOIB/1 WiIM peOEHOK UyBCTBYET ce0sl MII0XO,
HE00X0IMMO OTMEHUTH HE00sM3aTeIIbHBIC IPOIIETyPHI M/ HAIIPaBbTE HA KOHCYIBTAIHIO
CIeLUaINCTa

Benenue npeponepanuoHHoe

[TpekpaTuTh KOPMIIEHHE B COOTBETCTBHH C MUHUMAIBHBIMU TI0 BpEMEHH TPEOOBAHUAMU K
aHecTe3UH W HaYHUTE BHYTpUBEHHO 10% pacTBOp IIFOKO3BI U AJIEKTPOIUTOB C IEIbI0 OCTAHOBKU
JIATIOJIN3A:

- 8-10 Mr/kr/MuH A7 HOBOPOXACHHBIX U Aetei 10 1 roma

- 6-7 mr/xr/muH g gereit ot 1 roma no 12 ner

= 5-6 MI/KI/MUH 17151 TOAPOCTKOB OT 13 ser

- 4-5 MI/Kr/MHH JUIsI B3pOCIIBIX

s B12-gyBctBuTensHBIX (hopm HeoOxoqumo BBenenne BO3BAOL [lnanokobamamuna 1 Mr
MapeHTepalibHO 3a 24 Yaca JI0 MpOoIeAyphl U B IEHb OTepaIiu

Jlo6aButh BHyTpHBeHHO JleBokapHuuTuH u3 pacueta 100 mr/kr/cytku. MakcumanbsHo 12 rpamMm
IS B3POCIBIX
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Bce nH(]y3un 10KHBI IPOIOIHKATHCS B TEYSHUE BCETO OMEPATUBHOTO BMeNIaTenbeTa. [Ipu
JUTUTEITHHBIX OMEPAUIX HEOOXOIMMO PACCMOTPETh BOIPOC MPUMEHEHUS JKUPOBBIX IMYIIbCUN IS
MapeHTepabHOTo MUTaHUS ** (0T 1 10 2 MI/KI/CyTKH BHYTPHUBEHHO)

Benenue mocjieonepanuoHHoe

KOpMJIeHI/Ie IMOCJIC onepal B 3aBUCUMOCTHU OT MeTa00JIUYECKOTr0 COCTOSHUS nanmueHTa C
Y4Y€TOM CTaHAAPTHBIX ITOCICOIIECPAalnOHHBIX BCI[CHI/Iﬁ IHalueHTOB

HpOI[OJ'DKI/ITB CUMIITOMAaTUYCCKYIO TEPAIIUIO

Pemenue Borpoca 00 oTMeHe HHGY3MOHHOHN Tepanuu NPUHUMAETCS] HHAWBUYaIbHO M1OCIIe
CTaOMIN3aIuu COCTOSIHUS TTAllUEHTA

Ecnu B mociieonepaimoHHOM Meprojie peOCHOK HE BOCCTaHOBHII OOBIYHBIN PEKUM MPHEMa TTHIIN
WJIA HaYaach pBOTA:

~ TPOBEPHTE ra3bl KPOBHU, JCKTPOIUTHI 1 AMMOHUI

- o0cynuTe Ha3HAYCHHE MTPOTUBOPBOTHBIX IIPEMapaToB (M30eraiTe MpUMEHEHHUS
METOKJIONPaMHU/Ia)

MPOJI0JDKANTE BHYTPUBEHHBIC HHDY3UU ACKCTPO3bI**, JIeBOKapHUTHUH U BHYTPHUBEHHBIX
YKHPOBBIX dMYJIbCUH TS TApEHTePaTbHOro muTanus** (1-2 rp/Kr/cyTKu)

n00aBbTe aMUHOKHCIIOTHI JIJISI TAPEHTEPATLHOTO MUTAHUS ¥, €CIIM MTPHEM IUIIH HE
B0300HOBUJICS, U3 pacuera 0,5-0,8 rp/kr/cyTku

BBINKCHIBAKTE/TIEPEBOIUTE TOIBKO MOCIE CTAOMIM3AIMHA META0OINIECKOTO COCTOSIHAS peOeHKa

Ipuioxenne A3.8. [lacnopT nanueHTa ¢ MeTado0IMYeCKUM 3200 1€BAHUEM.

ITACIIOPT ITALIMEHTA C METABOJIMYECKHUM 3ABOJIEBAHUEM
dUO

[ara poxnenus
Jlnarunos: (MKB-10)

[Tomc OMC:

KOHTAKTHAA NTHO®OPMALIUA OTAEJIEHUA/JIEHAIIEI'O BPAYA:
KIIMHNYECKHWE PEKOMEHJIAIIMU M3 P®
https://cr.minzdrav.gov.ru/recomend/694_1

CKOPA U HEOTJIOXKHAS ITIOMOIIb
VY nanueHTa BEICOKMH PUCK Pa3BUTHUSI METAOOIMYECKOTO KpH3a
Tpebyercst SKCTpeHHAs TOCMUTAIU3AIMS PU HATMYUKM CUMIITOMOB METab0IMYeCKOro Kpus3a

CUMIITOMBI METABOJIMYECKOI'O KPU3A: gnutenbHbIN 0TKa3 OT €/1bl, TOITHOTA, PBOTA,
YTHETEHHUE CO3HAHMS, CyIOPOTH.

ITPOTUBOITIOKA3AHUMA:

. BBenenune 6enkoBBIX pacTBOPOB (AMUHOKHUCIIOTHI AJIs TAPEHTEPATbHOTO BBEICHHS )

. JlnuTenpHOE roJI0JaHne

. NCKIIFOUYUTD I[MTPOAYKTHI MscHbIe, ppiOHBIEC, MOTIOYHBIE, 000OBBIE, COEBBIE U OPEXH.
. MenukaMmeHTO3Has Tepanus: npenaparsl BanbnpoeBoi KUCIOThI
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HEXEJIATEJIBHO:

Bricokue 10351 TITIOKOKOPTUKOHIOB

HEOTJIOXXHAS JTUATHOCTUKA:

oTpeIeIICHUE JICKTPOIUTOB KPOBH, TTIOKO3bI, MOYEBUHBI, KpeaTuHHHA, amuiiasbl, KIIC
(OukapOoHaTHI, IaKTaT, Oy epHble OCHOBaHMS), AMMOHHH.

HEOTJIOXHAS TEPAIIMS:

. OKCTpEHHOE BHYTPUBEHHOE BBECHUE JEKCTPO3bI*™*: HOBOPOKIAEHHBIE U JI€TH 110 2-X jeT 10-
12mr/kr/muH, ot 2 1o 11 ner 8-10 mr/kr/mun, ctapme 11 et 7-8,5 mr/kr/muH. [Ipu cHkeHnn
TJIFOKO3BI HUXKe 2,5 MMOJIb/T — cTpyitHoe BBeaenue 10%-25% nexkctpossl u3 pacuera 2-3 MI/KT,
nanee kaneiabHoe BBeaeHue 10% MeKCTpOo3bl CO CKOPOCTHIO 7 - 9 MI/KI/MHUH 10 HOpMaJTU3aIiu
YPOBHS TIIFOKO3BI B KpoBH. [Ipn HEOOX0AMMOCTH 100aBICHIE HHCYIHUHA.

. JleBokapuutun 100-200 MI/KT B CyTKH 10 HOpMaJIU3aIluu COCTOsIHU. B mepuos kpuza u
OCTpPOIl TUTIEpaMMOHUEMHH 1032 MOXKET ObITh yBennueHa 10 300 mr/kr/cyTku (12r Makcumym).
. Huera. B Teuenue 24-48 yacoB (He Oojee) mepeBecTH Ha MUTAHUE UCKITIOYUTENIEHO CMECHIO

AMUHOKUCIIOT 0€3 M30JICHIIMHA, MCTHOHWHA, TPCOHWHA ¥ BAJIMHA C COXPAHECHUEM CYTOYHOU
KAJIOPUHHOCTH ITUTAHHMS.

. OTIepaTUBHOE BMEIIATEIILCTBO/aHECTE3MS - MH(DY3HMOHHAS Tepanus B CIydasx, TPEOYIONIIX
YAJTUHEHHUE NEePHO/ia TOJI0AaHUS, PACTBOPHI AEKCTPO3bI U PACTBOPHI, BIUSIIOIINE HA BOJIHO-
AJICKTPOJIUTHBINA OaJilaHC, BBOIATCS U3 pacueTa 8-10 MI/Kr/MUH JUIs IETEH MepBOTO rojia Ku3Hu, 6-7
MT/KI/MHH — 1J1 ieteid ot roaa 1o 10 ser, 5-6 mr/xkr/mMuH — i aetei crapie 10 mer.
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Ipuioxkenue b. AiropuT™Mbl 1eCTBMH Bpaya

[TauueHT ¢ oAO3pEHUEM Ha
METUIMAIOHOBYIO allUIEMUIO

"'\

JlmarHocTuka

Koncyn
bTaIus
npogu
BHOT'O
crierman
ucTa

Jlmarunos
MOATBEPKIACH?

Tepanust B cranMoHape

A 4

JlucriancepHoe HaOMIOICHUE U
JIeYCHHUE

Tepamnus

s exTrBHA?
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Hpuiaoxenue B. Undopmauus 114 namueHra

Yro Takoe MeTHJIMAJIOHOBAS auuaeMust/auuaypus?

MertunmanoHnoBast anuaypusi (auuaeMus) — TpyIa HACJIEACTBEHHBIX HapylIeHUN oOMeHa
METHUJIMAJIOHOBOM KHUCJIOTHI WM KoOamamuHa (ButamuHa B12). M3pectHo 7 dopm MMA, Bce oHM
CBSA3aHBl C HapyUIeHUsIMH paboThl (EPMEHTOB, KOTOpbIe HEOOXOAMMBI JJsi MPaBUILHOTO
MeTabonu3Ma aMUHOKHUCIIOT: METHOHUHA, TPEOHUHA, BAJIMHA, H30JICHITHA.

Kak yacTo BcTpedaercsi METHJIMAJTOHOBAs alluaeMusi?

MMA - penkoe 3aboneBanue. Yacrora paHHeH, Tspkenoi ¢opmbl MMA cocTaBisieT B
cpeaneM 1:50 000 KuBBIX HOBOPOXKJACHHBIX.

Kak nposiBisieTcsi MeTHJIMAJTOHOBAs allUAypus?

MMA MOeT NpOSBIATHCA B Pa3HOM BO3pAcTe — OT MJIAJEHYECTBA 10 AeTCKOro. Ilpu stom
3a00JIeBaHNY HAKAIUTMBAIOTCS TOKCUYHBIE BEIIECTBA, KOTOPHIE OKA3bIBAIOT BO3/ACUCTBUE HA KIIETKU
HEPBHOM CHCTEMBbI, MO/KETYIOYHOU IKele3bl M CepIeYHOM MBIl Y pebeHKa MOXeT
HaOJIIOaThCSl CUMITOMBI, HATIOMUHAIOIINE OTPaBJICHUE (MHTOKCUKAIIMIO) — YacThle CPBITMBAHUS,
pBOTa, OTKa3 OT €J1bl, MBIIIEYHAas C1a00CTh, BSIIOCTh, CYJIOPOTH, MOBHIIIICHHAS! COHJIUBOCTb.

Haubonee omacHbIMH AJ KU3HU COCTOSIHUSIMH, BEIYIIMMU TPU OTCYTCTBUHU JICUEHHUS, K
HEOOPATUMBIM MOCTEACTBUSM BIUIOTH JI0 JIETAJIBHOTO UCXO/a, SIBISIFOTCS «METAa00THUECKHE KPU3bD».
B »Tu nepuoibl MOBKINIAETCA KOHIIEHTPAINS OPTaHUYECKUX KUCIIOT B KPOBH, aMMOHHUS, U3MEHSIETCS
KHCJIOTHO-IIIEJIOUHOE COCTOSIHUE KPOBHU, HAPYIIAETCS YHEPTETUUECKHUI OOMEH.

Kpusbl 00bIYHO TPOBOIMPYIOTCS TaKUMHU (DaKTOpaMH, KaKk BHUPYCHBIE M OaKTepUalbHbBIE
WH(EKIINU, CTPECCOBBIE CUTYAIlUH, TPABMbI U, XUPYPTUUECKUE BMEIIATEIbCTBA, IMOLIMOHABHEIE U
du3HYecKue Harpy3KH, MPUEM HEKOTOPBIX JIEKAPCTBEHHBIX MpenapaTosB.

Heotnoxnoe neyeHne o4eHb BaXKHO, TaK KaK CYIIECTBYET BHICOKUM PUCK HEBPOJIOTHMUECKHUX
OCJIO)KHEHUH.

Kak Hacaenyercss MeTHJIIMAJIOHOBasi anuaypus?

Bce ¢opmer MMA HacneayroTcsi IO ayTOCOMHO-PEIECCUBHOMY THIy. DTO 3HAYHT, YTO
00JIe3HB TIPOSIBISIETCS] TOJIBKO B TOM CITydae, €CiIu 00a pOIUTEINS SBISIOTCS HOCUTEISIMU OOJIC3HH W,
XOTS caMd OHH He OOJIEI0T, MepenaloT peOeHKyY JABa MOpakKeHHBIX reHa. boJIbIIMHCTBO cemel, Tae
ecTh pebeHOK ¢ 3TUM 3a00JeBaHHEM, HE CTAJIKHBAIWCH paHbIle C MOJ0OHON mpoOnemoit. Puck

MOBTOPHOTO POXAEHUS OOJIBHOTO peOeHKa B CEMbE, I/I€ YK€ €CTh OOJbHBIE AETH, cocTaBiseT 25%
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Ha KaXJyl0 OepeMeHHOCTh. MyTanuu B OJAHOM W3 7 pa3HbIX I'€HOB  MOTYT NMPUBOAMUTH K ATOMY
3a0oneBannto. KpaifHe Ba)KHO yCTaHOBUTH T'€HETHYECKYIO (hopMy OOJIE3HH, MOCKOJIBKY OT 3TOTO
3aBUCHUT U TAaKTHKA TEPANHH, U IIPOTHO3.

Bpatest u cecTpbl 60IBHOTO pebEeHKa, MOTYT OBITH OOJBHBIMU, JAXKE €CJIM Y HUX HA MOMEHT
JUArHOCTHKU YJIEHOB CEMbU HE OBLJIO CHUMNTOMOB. B maHHOM ciyyae HE0OXOIUMO MPOBECTH
JTUArHOCTHKY, YTOOBI KaK MOXXHO paHbIIIe HayaTh TEPANUI0 M M30€XKaTh OCIOKHEHUH. Takke OHU
MOTYT OBITh HOCHUTEJIIMH, KaK MX poauTenu. YTo Kacaercs APYrHMX WICHOB CEMbU, TO UM BaXKHO
COOOIIUTH, YTO OHU MOTYT OBITh HOCHUTEISIMU. DTO 3HAYUT, YTO U Yy HUX €CTh PUCK POKICHUS
pebeHKa ¢ JaHHBIM 3a00JICBAaHUEM.

Bce cempu ¢  MMA  nomkHBI  00s3aTENIBHO  MPOWTH  MEIUKO-T€HETHYECKOE
KOHCYJIFTUPOBAHHE U TIOIYYUTh TOJHYI0 MH(OpMAIMIO OT Bpavya-TeHETHKAa O PHCKE MOBTOPHOTO
NPOSIBJIICHUS TAHHOTO 3a00JICBaHUS B CEMbE, OOCYAUTH CO CIICIUAIMCTOM BCE BOIPOCHI, CBS3aHHBIC
¢ HacienoBaHueM 3a0oneBaHusi. B Poccum menmko-reHeTHueckue KOHCYJIbTalMM pPabOTarOT B
Ka)KJIOM pPETHUOHE.

C uenpio MpoBe/ieHUs IPEHATAIbHON U MPEUMILIAHTALMOHHON JTHarHOCTUKU CYNPYKECKOU
nape IpeaBapUTEIbHO HEOOXOIUMO HPOMTH 00CiIe0BaHHWE HAa HOCUTEILCTBO MYTalMid B IeHax
MUT, MMAA, MAB, MCEE, CD320, LMBRD, MMADHC, MMACHC, obpaTtuBmucsy B
CHeIMalM3UpPOBaHHbIE JHArHOCTHYECKHE JabopaTopuu W METUIIMHCKUE UeHTphl. [IpeHaTanbHas
JUAarHOCTHKA TPOBOJAMUTCS MOJICKYJISIPHO-TEHETHUYECKUMHU MeTojaMu, myteM uccienoBanus JIHK,
BBIZICJICHHOW M3 OHWONTaTa BOPCHH XOPHOHA W/WJIM KJIETOK aMHUOTHYECKOW >KHIAKOCTH W/WUIIH
IIJIOTHON KPOBHU.

Kak ycranaBiuBaeTcsi IMarHo3 MeTWIMAJIOHOBOW anuaypun?

Ha ocHOBaHMM KIMHMYECKHX CHUMIITOMOB Bpau MOKET 3aIl0J03PHUTh JUATHO3 U OTIPABHUTH
nanueHTa Ha JiabopaTopHoe oOcienoBaHue. MeToloM TaHIEMHOW Macc-CIIEKTPOMETPUU B KPOBU
ONPENENSAI0T YPOBEHb TAKUX COEIMHEHHUM KaK KApHUTHUH, AlWJIKAPHUTUHBI U aMUHOKHUCIOTHI, C
MOMOIIBI0 METOJ]a Ta30BOW XpomaTorpauu Macc CIEKTPOMETpUEH — YpOBEHb OPraHUYECKUX
kuciotr mouu. [Ipy MMA HaGmogaercss moBblmieHHe mnponuoHmwiKapauTuHa (C3), Hu3KOe
conepxanue ceobomuoro kapautuaa (C0), moseimenue cootHomenus C3/CO u C3/C2 B kpoBH, B
MOY€ TIOBBIIIEHA KOHUEHTpalus METHJIMAJIOHOBOW  KHUCIOTHI,  3-THAPOKCHUIIPOMUOHOBOM,
MeTTUMOHHON. [Ipu HekoTopeix (opmax MMA Takke HaONIOAaeTCs TOBBIIIEHHE YPOBHSA

roMoouCTeMHAa B KPOBH. HaHI/IeHTaM C BBIIBJIEHHBIMH OHOXMMHYECKUMU NU3MCHCHUAMU,
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xapakTepHbIMU 1711 MMA, 1U1s1 OATBEPK/IEHUSI TMAarHO3a MPOBOAST MOJIEKYJISIPHO-TEHETHUECKOe
UCCIICIOBAaHHE C IIETIbI0 BBIABICHUS MyTAllMil B TeHaX, OTBETCTBEHHBIX 38 MMA. OGBIYHO /7151 3TOTO
IPUMEHSIOT UCCIIEI0BAHUE C IOMOIIBIO TAPreTHBIX T€HETUUECKUX TTaHeeH.

Kak sieyaT manueHTOB ¢ METHJIMAJIOHOBOM anuaypueii?

OcHoBHbIMU ~ MeTOfamMHu JiedeHuss MMA  sBisercs AWETOTepanvs W Ha3HAa4YCHHE
CHEIHANIbHBIX JIEKAPCTBEHHBIX IPENapaToB, KOTOPbIE MO3BOJIAIOT CHHU3UTH BIMSHHE TOKCHYHBIX
METa0OJUTOB Ha OpPraHU3M M TO3BOJSIOT MM JIerde BBIBOJUTCS C Mouol. Jluerorepamus
3aKJII0YAeTCsl B OTPAHWYCHHUU MOCTYIUICHUS Oelka W TeX aMHUHOKHCIOT, METaboJIM3M KOTOPBIX
HapyuieH. Co3/1aHbl crelalu3upoBaHHbIe JeueOHbIe CMeCH ISl MTUTaHusl AeTel pa3HOro BO3pacTa.
Bpau-reHeTuk W Bpay-IUETONOT MOMOTYT PACCUUTATh AWETY, NMPABUIBHO BBOJIUTH MPUKOPM H
Hay4YaT OCHOBHBIM IIpaBWJaM jaueTorepanuu. KpaiiHe BakHO cOOMIOJaTh BCE PEKOMEHIAINU
Bpaueil, 4T00bI MaKCUMAIIBHO N30€KaTh PA3BUTHS META00INYECKUX KPU3O0B.

Kak jieyaT naumMeHTOB B IEPHOJ MeTA00IHYECKOr0 Kpu3za?

Cnenyer BpeMEHHO MNpeKpaTuTh noTpedbneHue Oenka (Ha 24-48 wyacos). [lomHocThiO
OTMEHHUTH OEJIOK HEBO3MOXKHO, TaK KaK OPraHW3M HYKIACTCS B MOCTYIJICHHH OelKa W, €CIH €ro
OyJeT MocTynaTh HEI0CTaTOYHO, aKTUBUPYIOTCS IIPOLIECCH KaTabOoau3Ma.

JloMa mipu mepBBIX MpPU3HAKaX 3a00JieBaHUs, 0COOEHHO KOTJa y peOeHKa CHUKEH ammeTuT
(Hampumep, TpH TPOCTYAE, TPHUMIMNONOAOOHBIX CHMITOMAaX, BHUPYCHBIX HHQEKIHUAX, JFOOBIX
3a00JIEBaHUAX, CONPSDKEHHBIX C Temreparypod >37 °C, TOH3WJUIUTE, TaCTPOIHTEPUTE) CIEIyeT
HA4aTh TEPAIHUIO 10 MPEAOTBPAIIECHUIO pa3BUTUS Kpu3a. Eciiu poauTenu He yBEepeHbI B MOSBICHUH Y
pebeHka TepBBIX MPHU3HAKOB NpuOmmKaromerocs 3aboneBanus (OJE€AHOCTh, COHJIUBOCTD,
pa3apaXUTENbHOCTh, TOTEPS AamnmeTuTa, JUXOpajKa, ToJOBHas Ooib, JOMOTa W oOmas OoIb,
Kalesb, 00JIb B ropjie WIM ylax), TO B KaYeCTBE MEpPbI NMPEAOCTOPOKHOCTH PEOEHKY ClIelyeT AaTh
BBITIUTH PAcTBOpP OAWH pa3. (CaMbIMU paHHUMHU MPU3HAKAMU OOBIYHO SIBJISIFOTCS HE3HAYUTEIHHBIC
U3MEHEHHsS B IMIOBEJICHHM, KOTOpbhIE OOBIYHO JIETKO 3amevaroT poautenn. Eciam  pebeHok
OTHOCHTEJIBHO 3/I0POB M Y HETO HET PBOTHI, @ TOJIBKO CJIA0OCTh U HEOOJNbIIAsh COHIUBOCTh MOXKHO
MOUThH €r0 Yepe3 poT PACTBOPOM IMOJIMMEpA IITFOKO3bl YaCTHIMU JIPOOHBIMU HOpIUsAMU (Tabmuna 1).
TouHBIN penenT/KOHIEHTPAIMS MMOJUMEpa TIIIOKO3bI, PEKOMEHJAOBAHHBIN VISl KaXJA0ro peOeHKa,
OTIIMYAETCs, HY)KHO Vy3HaTh Yy JIeYallero Bpada YTO HMMEHHO IMOAXOJIUT BallleMy peOeHKY.
HekotopelM neTsiM HE HpaBUTCA BKYC NOJMMEpa TIJIIOKO3bl, U OHU MPEANOYUTAIOT HAMMTKH,
KOTOpBIE MPOJAIOTCA B CyNEpPMapKeTax, HO KOHLEHTPALMU YTJIEBOJOB B TAKUX HAMUTKAX HUXKE.
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[ToxymaeMble HAmUTKA HY)XKHO MPUMEHSATH C OCTOPOKHOCThbIO. Hu3KoKanopuiiHble HAMHUTKH,
HanmUTKU Oe3 J00aBJIeHMs caxapa CoJepXKaT OYeHb Majl0 WM BOBCE HE COJEpXKAT YIJICBOJOB,
[I03TOMY UX HE CJIEIyET HUCII0JIb30BATh.

C mosiBeHUEM TIEPBBIX MPU3HAKOB METAOOIMUECKOTO KpH3a, HE TOKUIASCh IPUXO0/1a Bpaya,
CIIeIyeT YBEIIUYUThH 103y MEepopabHOro (uepe3 poT) #neBokapHuTHHa 10 200 MI/KI/CyTKH.

Tabmuna 1. O0beM KHUIKOCTH IPU PA3BUTUU META00INYECKOTO KpH3a

Bospacr (s1et) O0BeM KXUAKOCTH (MII) B JIEHb Yepe3 POT

0-1 Munumansso 150 mi/kr

1-2 120 mu/kr

2-6 1200-1500 mi B cyTKH

Crape 6 MHTeHcHuBHAs Tepamnus NPoJI0JDKAETCs B TOM e 00beMe, 4To U B Bo3pacTe 2-6 JerT,
BO3MOJKHA MHMBHTyalbHAs aJanTanus 00bemMa 1 J103BblI.

3areM B TeueHUE 1—2 4YacoB HYXHO pEryIsipHO OLEHUBATh KJIMHUYECKOE COCTOSHUE
pebenka.

Ecnu y pebeHka MOCTOSHHas pPBOTa U €My HE CTAaHOBUTCS JIy4IlE, POIUTENSIM CIEAyeT
HEe3aMeUIUTEIbHO 00paTUThCS B OONBHUILY Ui 00CIET0BaHUS.

Bpauam ckopoil momomu HEOOXOAMMO IMepenaTh BBIMHMCKY C 3aK/IIOUYEHUEM U
pPEKOMEHIALMAMHU Bpaya Mo Teparnuu B IepHoJ METa00INYECKOTO KpH3a.

PonuTensM HyXHO B3sThb ¢ co00il B OONBHHUIYY BCIO MH(OpMAIMIO 00 HCIOJIb30BaHHBIX
pacTBOpax M »KeJIaTeIbHO CaMH PacTBOPBI.

Kakoii Hy’kHO IPOBOAUTH MOHUTOPHHT /IS NAIIUEHTOB?

HeoOxonuM MynbTUIMCHUIUVIMHAPHBIA TOAXOJA K HAOJIOJIEHUIO M JICUEHHUIO MAIlEHTOB C
MMA cneunmanuctaMu pasHbIX Mpopuied ¢ I1eablo oOecredyeHuss KOMIUIEKCHOM Tepanuu H
CBOECBPEMEHHOH €€ KOoppeKuuu mpu HeoOxoaumocTH. J[ns mamumentoB ¢ MMA HeoOX0IuMbl
perynsapHbele oOcienoBaHus. B TaOnuie mnpuBeieH MNPUMEPHBIM MepeueHb U PEryisipHOCTb
HCCJIEIOBAaHUM, HO B KaXKJIOM CJy4ae Bbl JIOJDKHBI COIJIACOBBIBATH IJIaH O0OCJEIOBAaHUS CO CBOUM

JICHaIlluM Bpa4yoM.

Hccneoosanue Hnmepesan

82



Koppexyus ouemomepanuu (npoeoosm epauu-

2EHEMUKU UL 8PAYU-OUEMOTI02U)

1 p/mec na 1 200y sncusznu, oaree 1 p/3 mec u no

noxazanusam 0o 3 nem; 1 p 6 mec nocne 3 nem

yavmpa3zeykosoe uccieoosanue (Y3HU) opeanos

bprowHot norocmu

1 pas 6 200

npogederue 3nexmposuyepanocpagpuu (331)

1 pas 6 200

npoeedeﬂue OUOXUMUYECKO20 AHANU3A Kpoeu

06u;emepaneemuuecz<oeo

He pedxce 1 paza 6 200 Onpedenenue

AKMUBHOCMU IUNA3bL 8 CbIBOPOMKE KpPOSU,
OnpedeneHue aKmusHOCMU NAHKPeaAMu4ecKou

amunaswvl 8 Kpoeu — He pedxce 1 paza 6 6 mec

Obwuti (kiuHuvecKuil) anaius Kposu

He pedxce 1 paza 6 200

onpeoeieHue yposHs C80000HO20 KAPHUMUHA,

AMUHOKUCIIOM, OP2AHUYECKUX KUCTIONT MOYU

Kadxcovle 3-6  Mmecayes 8  CMAOUILHOM
COCMOoAHUU
6 nepuoo  UHGDEKYUOHHBIX  3a00nesanull,

Memabonuveckoz2o kpuza He pedxce 1 paza 8 7-

10 oneu

Kapouonoeuuecrkoe obcnedosanue (OKI, IXO-
KT)

B momenm ouazcnocmuxu 3abonesanus, oanee 1
pas 6 200

Kak nanuenTsl mnoJy4awr Jiedenue B Poccuiickoii @enepanun?

MMA OTHOCHUTCS K YUCIy PEIKUX HACIeICTBEHHBIX OoJie3HEeH oOMeHa BEUIeCTB U BXOAMT B
nepeyeHb penkux (opQaHHbIX) 3a00J€BaHMM, JIEYEHHE KOTOPBIX MPOBOAMTCS 3a CYET CPEICTB
peruoHanbHOro Oromxkera. Ilocie ycraHoBiIeHHE IuarHo3a HEOOXOJUMMO BKIIIOYEHUE NAlMEHTA B
PETHOHAIBHBIN CErMEHT PEerucTpa MO KXU3HEYTPOXKAIOMIUM pelkuM (ophaHHBIM) 3a00JIEBAHUAM, C
LEeNbI0  JaJbHENIIero oOecredyeHruss HEeoOXOIUMBIM JICUeOHbIM MUTAHWEM M JIEKapCTBEHHBIMU
npenapatamMu. B pa3HbIX pernoHax 3a BeJJleHHE PEerucTpa OTBEYalOT pa3Hble CHEIHAIMCThI, HO Yallle
BCEr0 O3TO BPAUU-TEHETUKH, IOITOMY IIOCIE YCTAaHOBIEHMS JHArHo3a oOO05A3aTEIbHO HYXHO
00paTUTHCS K pErHOHAIIbHOMY Bpauy T€HETHUKY.

Kak MoryT nomorarhb poaHsle u 0s1u3kue?
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He 3a0biBailiTe — OT ceMbHM TakKe 3aBUCHUT Yycrex JedeHus. HyxHo cobmromarh
PEKOMEHJIAllMK, HU TPU KaKUX YCIOBUAX HE JIOMYCKAaTh «CPBIBOB» B JUETOTEPANHH, CIEAYET
yIENATh BHUMaHUE PeaOuINTAIMK U TIAHOBBIM 00CTIeIoBaHUsIM. Bee WieHbl CeMbH JOKHBI 3HATH,
9T0 peOCHOK HYXJaeTCs B 0COOOM MUTAHUM U OJIM3KUE POJICTBEHHUKHU JOJHKHBI OCBOUTH HABBIKH
pacyera IUETHI.

Ponurenn mamuenta ¢ MMA, a B JaipHEHIIEM U caM IMAIMEHT JOKHBI OBITH OOYYEHBI
MpaBujIaM OpraHU3alMy TEPAuu B MEKIPUCTYITHBIM MEPUO] U B MIEPUOJ YTPO3bl META00IHMUECKOTO
Kpu3a.

Y pebenka mpu ceOe Bceraa JI0JDKHA HAXOJUTHCS MaMATKa C YKa3aHHEM HEOTIOXKHBIX

MEpOIPUATHIA B IIEPUO]T HAYMHAOIIErocss Metabomnueckoro kpusa ([Ipunoxerue A3.8).

Hpuiaoxenne I'. IIkanbl OLEHKH, BONPOCHUKHM M [Jpyrue OLCHOYHbIE
HHCTPYMEHTbI  COCTOSIHUSA  MALMEHTa, MNPUBEACHHbIE B  KJIMHUYECKUX

PEKOMEHIAIIUAX.
He npumennmo.
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