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TepMuHbI U onpeaeIeHUs

I'emoamanu3 — MeTOJ BHENOYEHYHOr'O OYMILIEHUS KPOBH, BO BpeMs KOTOPOTO MPOUCXOIUT
ylajeHue W3 OpraHu3Ma TOKCHUYECKHMX TMPOAYKTOB OOMEHa BEIIECTB, HOpMaIHU3aIUsl
HapyIIEHUH BOAHOIO U 3JIEKTPOJIMTHOIO OAJaHCOB, IPU 3TOM OYMILEHUE KPOBU OCYLIECTBIISIETCS
Yyepe3 HCKYCCTBEHHYIO MEMOpaHy ¢ MPUMEHEHHUEM alllapaTa «MCKYyCCTBEHHAS MTOYKay.

Mertaboanyecknii KpPU3 —  KPUTHUYECKOE, YrpoXKarollee IKU3HU  COCTOSHUE,
CIPOBOIIMPOBAHHOE HEOIArONPUIATHBIMU (paKTOpaMH, OOYCIIaBIMBAIOIIMMU YCUJICHHE MPOLECCOB
KJIETOYHOTO0 KaTaOoiu3Ma C HAKOIJICHMEM TOKCHYHBIX META0OJIMTOB M MPOSBIAIONIEECS OCTPO
BO3HUKIIIEH 2HIIE(aNonaTueil, mpucTynamMu pBOTHI, CyJJOPOTaMH.

IlepuTOoHeaJbHBIN IMATHU3 — METOJ BHEMIOYEYHOTO OUMILEHUS KPOBH, BO BpEMs KOTOPOIO
MPOUCXOIUT YyAaJleHUE U3 OpraHu3Ma TOKCHMYECKHX MPOJYKTOB OOMEHa BEIECTB, HOPMAalIU3alUs
HapyIIEHUH BOAHOIO U 3JIEKTPOJUTHOTO OANaHCOB, MPU TOM OUMLIEHHE KPOBU IPOU3BOJUTCS 3a
C4€T CMEHbI CIIELHaIbHBIX PACTBOPOB B OPIOIIHOM MOJIOCTH, @ B KAUECTBE MEMOpaHbl BHICTYIAET
OprollIMHA TAIUeHTA.

HeonaTaibHbIii CKPUHUHI — MEAMIMHCKAsl JUAarHOCTHYECKAas TEXHOJOTUS CIUIOLIHOIO
0€3BBIOOPOYHOTO Ja00PATOPHOTO 0OCIEIOBAHNUS BCEX HOBOPOKICHHBIX HA HEKOTOPHIE 3a00JIeBaHNs,
IpU3BaHHasi 00ECIEYUTh CBOEBPEMEHHOE BBISABICHUE U HAYAJIO JEUEHUs OOJBHBIX JETEH C IENbIo

NpeaoTBpaAlICHHA UX WHBAJIMJAU3alUH.



1. KpaTkasi uHgpopManus mo 3a00J1eBAHNI0 UM COCTOSTHHMIO (rpynime

3a00J1eBaHUil UM COCTOSIHUI)

1.1 Onpenejenue 3200JeBaAHNA WJIH COCTOAHNSA (ITPYHNbLI 3200J1€BAHNNA UJIM COCTOSTHMI)

MertunmanonoBast auujaeMust (auuaypusi) — TEHETHYECKH TeTeporeHHas TIpymna
HACJICJICTBEHHBIX OPraHMYECKHUX aluypui, CBSI3aHHBIX C HApylIIEHUEM OOMEHa METHJIMAaJIOHOBOM
KHUCIIOTHI U KoOallamuHa (BuUTamuHa B12), compoBoxparomiuecss HapylleHHeM MmeTtaboiu3ma psiaa
AMUHOKHCIIOT (M30JICHIIMH, BajluH, TPEOHUH, METUOHUH), KUPHBIX KHUCIOT C HEYETHBHIM YHUCIOM
aTOMOB YTJIEPOJIa U XOJIECTEPUHA.

1.2 DTHOJ0rN U NATOreHe3 32001eBAHNA WJIH COCTOSHUSA (rPVINIbI 32001€BAHMI W

COCTOSTHM )

Knaccuueckast ¢dopma 3aboneBanusi oOycnoBieHa nepuuuToM MeTUManoHuI-KoA mytassl,

BCJICJICTBUE MAaTOTeHHbIX BapwaHToB B reHe MUT. T'en kaprtupoBan Ha 6p2l. 3aboneBanwue
xapaktepuszyercss noiaHbiM (Mut0) mim yacTuyHbIM (MUt-) OTCYTCTBHEM aKTUBHOCTH (PEPMEHTA.
JanHas ¢popma, Kak IPpaBUJIO, SIBJISETCS PE3UCTEHTHON K Tepanuu ButamMmuHoMm B12.

Onucansl popmMbel MMA, conpoBoxaromyecss HapyluieHueM MeTtaboiau3ma BUTaMuHa B12:
METHJIMAJIOHOBAs alMeMusI, OOYCIIOBJIICHHAs HapylieHHeM oOMeHa ajeHO3MHKOoOamamuuaa ChIA
BeiesicTBre BapranToB B reHe MMAA (4031.1-031.2), MmeTniiMaioHOBas aliiAeMusi, 00YCIOBIICHHASI
HapyleHueM oOMeHa ajieHo3uHKoOanaMuHa cblB BciiecTBHE NMAaTOreHHBIX BapuUaHTOB B TI'eHe
MMAB (12924) — yka3anHbie ()OPMBI SBISIOTCS YyBCTBUTEIBHBIMU K TEpauy BUTAMUHOM B12, u
METHJIMAJIOHOBasi auujemMusi, oOyCIIOBI€HHas JAepuuuToM MeTuiIManoHuI-KoA »snumepassl,
BCJIEJICTBHE NaTOreHHBIX BapuanToB B reHe MCEE (2p13.3), npu koTOpoii KOHIIEHTpalyst BUTAMIHA
B12 B mna3zme HaxonuTcs B mpejenax HOpMalbHbIX BenuuuH. KpaiiHe peako BcTpeuaercs Gopma
METUIMAIOHOBOM alMIypUH, CBA3aHHAs C HEJOCTATOYHOCTBIO pPELENTOpa TpaHCKoOalaMHHA U
natoreHHsIMU BapuaHTamu reHa CD320, kotopsiii kapTupoBan Ha 19p13.2.

MeTuiMaioHOBas alluypHsi C TOMOLIMCTUHYpHEH BKIItoYaeT Tpu (hopmbl 3aboneBanus: ChlF,
obycnosienHas Bapuantamu reHa LMBRD, ¢opma cblD — Bapuanramu rena MMADHC, dopma
cblC — Bapuanramu rena MMACHC.

Tun HacnenoBanusgs MMA 1ipu BceX r€HETHYECKUX BapHUaHTax — ayTOCOMHO-PELECCUBHBIN.

[TaTorenez 3aboneBaHMsS CBS3aH C HAKOIUICHWEM NPOM3BOIHBIX METHJIMAJIOHOBOH W
IPOMHOHOBOM KUCJIOT BCIEICTBUE OIOKMPOBaHUS 0OMEHa Ha ypOBHE Mepexoia MeTuIManoHmI-KoA
B cykumHWI-KoA. IlpeamiecTBeHHUKaMH IPOMUOHATOB B OPraHU3ME CIIY)KaT aMHUHOKHCIIOTBHI

U30JICHIINH, BaiuH, TpeoHHMH W MeTnoHuH (50% oOIIero KojguuecTBa MPOMUOHATOB), JKHUPHBIC
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KHCIIOTBI C HEUSTHBIM YHCIIOM aTOMOB YTJIepo/ia u xonecTepuH (25%); octanbHas 4acTh MPOIMTUOHATOB
oOpa3yercss B KHIICYHHKE B pe3ylbTare JesATEIBbHOCTH OJHAOTeHHOH (mopel. Hakomnenue
OpPTaHUYECKUX KUCIOT (ITPOMMOHOBOM, METUIIMAJIOHOBOM, METUJNIMMOHHOM | JIp.) BENIET K TSHKEIOMY
MeTaboIMYecKOMy  KETOaluuJ03y,  BTOPUYHOW  TUINEPAaMMOHHEMHH,  TUIEPIIIMIHUHEMUH,
runornukeMud. IloBBIIIEHHBIT ypOBEHb B KPOBHM UM BBICOKass IOYEYHas AKCKpenus
MPOMTMOHIIIKAPHUTHHA 00YCIIOBIMBAIOT UCTOIICHUE 3a11aCOB KAPHUTHUHA U €T0 BTOPUYHBIN Te(DUIIUT.
Cxema MeTabOIMYECKUX HAPYIICHUM, HAOMIONAIOIMMUXCA NpPU METHWIMAIOHOBON alluJeMUH,
npeJcTaBlieHa B pujioxkeHun A3.1

Takxe BBIIENSIOT COCTOSIHHS, CBSI3aHHBIE C JUETapHbIM aeduuurom BuTamuHa B12, mpu
KOTOPBIX TaK)K€ MOXKET HAONIOAAThCS TOBBIIICHUE METUIMAIIOHOBOW KHCIOTHI B KPOBH M MOUYe, a
Tak)Ke MPONMMOHMIKAPHUTHHA B TATHAX BBICYIICHHOH KpoBuU. [Ipu 3Tom medunut Butamuaa B12 y
MaTepu MOKET MPUBOJUTH K OMOXMMUYECKUM HApPYIICHUSM y HOBOPOXKICHHBIX M OBITH MPHUUMHOM

IMMOJIOKUTCJIBHBIX PE3YJIbTATOB IIPU MMPOBCACHUN HCOHATAJIbHOI'O CKPUHUHTA.

1.3 DnmaeMuoJiorusi_3a00J1€eBaAHUsSI MM __COCTOSIHUS (rpynnbl__3a00J1€BaHUH __ HJIHN

COCTOSIHMH)

3aboneBanue BCTPEYACTCA B PA3JIMYHBIX HOIIYIIALNUAX. YacrtoTa Cp€au HOBOPOXKICHHLIX B

ctpanax Epombr 1:48 000 — 1:61 000; monoBuHa ciiydyaeB mpeacTaBieHa Bl2-pe3ucTeHTHBIMU
dopmamu. B Poccuiickoit ®enepanuu dvactora 3a00JieBaHUST HA OCHOBAaHMHM PE3YJIbTaTOB
pacmMmpeHHoOro HeoHaraidbHOro ckpuHuHra 3a mepuonx 2023 r cocraBmina 1:95000 xuBBIX
HOBOPOXKJICHHBIX.

1.4 OcoGeHHOCTH KOIUPOBAHHUSA 3200J1€BAHUA MJIHM COCTOSAHHNA (rpynnbl 3a00JeBaHUHA WJIH

coCTOAHUI) Mo MeXIVHAPOIHOW CTATHCTHYECKON KJaccudukanum 0o0Je3Hell U mpoodJiem,

cBsI3aHHBLIX 0 310poBbeM (MKB-10)

MKB-10: knacc IV (60s1e3H1 SHIOKPUHHON CUCTEMBI, PACCTPOMCTBA MUTAHUS M HApYIIEHUsI OOMEHa
BemecTB), E71.1 — npyrue Buabl HapyleH!i oOMeHa aMUHOKHCIIOT C pa3BETBICHHON LEMbIO.
MKB-11: 5C50.E0

OMIM: 251000

ORPHAcode: 27

1.5 Knaccudukanus 3a60/1eBaHUA MU COCTOSAHUS (IPYNIIbI 3200/1eBAHUI MU COCTOSTHUI)

Beigenstor wm3onupoBannyro MMA u MMA B coderaHMMm ¢ TOMOLMCTHHYPHEH.
W3onmupoBannass MMA mnonpasnensiercss Ha Bl2-pesuctentnyro (okono ‘2 ciydaeB) u B12-
3aBHCUMYIO (POPMBI METHIIMAIIOHOBOH anutypun. B12-pesuctentHas popma xapakrepusyercs Oonee
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paHHel MaHHdecTalued U TKENIbIM BOJIHOOOpPa3HbIM U KPU30BBIM T€YEHHEM OCOOEHHO BO BpeMs
UHTEPKYPPEHTHBIX WH(PEKIUI U CTPECCOBBIX COCTOSHUIA.

[To cpokam MOSIBICHUS MEPBBIX MPHU3HAKOB OOJE3HH Pa3IMYyar0T HEOHATAIBbHYIO, MIIAJICHUECKYIO H
MO3/THIOI0 (DOPMBI.

1.6 Kiiuan4yeckas KapTHHA 3200J1eBAHNS MJIHM COCTOSAHUSA (IPYNILI 32001eBAHNI HJIH

COCTOSIHMA)

Knuanueckne cumntomsel MMA HecniennuuHbl, 3200J€BaHRE MOXET MaHU(ECTUPOBATH B

T000M BO3pacTe, Kak ¢ OCTPO BO3HUKIIEH CUMITOMATHKHU, TaK U B BUJIC UCIIOABOJIb IPOTEKAIOIIETO
XpoHnYeckoro 3abonesanus (Taom. 1).

Tab6mumia 1.

Ocmprutii 0ebrom 3a601e6anus Xponuueckasn manughecmayusi 3a001e6anus

Memabonuueckuii  ayuooz ¢ Odeguyumom | HenocmosHHocms XapakmepHulX KIUHUYECKUX
OCHOB8AHUU, HEOHAMANbHBIU CEeNCUC, HAPYUEHUE | CUMIIMOMOS8 CM. HUDICe.
mepmopezyiayul, pecnupamopublii.  OUCmMpecc

CuHOpOM, cunepeeHmuislyus

HepsHaﬂ cucmema

Venemenus cosnanus om Mbuluweunas eunomonus

NOBBIUEHHOU COHAUBOCIU OO KOMbL 3a0€poHCcKaA UHMENLEKMYATbHO20 PA3GUMUSL
Onunenmuyeckue npucmynsi IKCMPANUPAMUOHbIE HAPYULEHUSA/OUCHOHUS
HUncynomonoodobHvie 5nu3000l Dnunenmuueckue npucmynovl

Ampodghus 3pumenvreix Hepeos
Icuxuampuueckue HapywieHus (2aiI0OYuHayuu,

nCcuxo3vl)

KKT napywenus

Psoma, napywenue eckapmrusanus Ilosmopnas  peoma,  COnpo8ONCOAIOUAACS
Kemoayuoo3om

Hapywenue nuwesoco nosedenus (anopexcus)
3adeporcka uzuueckozo pazsumus
Xponuueckue 3anopul

Ilankpeamum




T'emamonocuueckue HapyuierHus

Heuimponenus, nanyumonenus Heiimponenus, nanyumonenus
Bmopuuneiii  cemoghacoyumapuuiii - cuHOpom

(PAP peoxo)

Cepoeyno-cocyoucmas cucmema

Ocmpas cepOeunas HedOCMamoyHOCMb Kapouomuonamus
(npeumyujecmeenHo Ha ghone Yonunenue unmepeana QT na OKIT.
Kapouomuonamuu)
Apummuu

louku

XpOHl/llleCKaﬂ noveynas HedoCmamoyHOCHb

Kanaccnueckasi HeonatanbHas gopma MMA 00bIYHO HAYMHACTCS HA IEPBOM HE/IEIIC )KU3HU
C BO3HMKHOBEHUS OCTPO METa0O0INUECKOM 1eKOMIIEHCAIIMH B BUJIE TOSIBJICHUSI HEYKPOTUMOM PBOTHI,
00€3BO’KMBaHUS, OTPHUIIATEIILHOM BECOBO KpUBOW, KoJeOaHHI TemIeparypbl, HEBPOJOIHMUECKUX
HapyIIEHUH — MBIIIEYHON TMIOTOHUH/TUTIEPTOHUH, TOBBIIIEHHON BO30YAMMOCTH, SMUIEITUYECKUX
IPUCTYNOB, MPOTPECCUPYIOIIEH COHIMBOCTU BIUIOThH 0 KOMBbI. VIHOT/1a B HEOHATaIbHOM MEPUOJIE Y
HAlUECHTOB ¢ 4acTU4HbIM jaeduiuroM COIA, wmu cblB knnHuYeckre cuMnTOMBI MaHU(PECTHPYIOT
U30JIMPOBAaHHBIM TOYEYHO-TYOYNISPHBIM aIMJI030M WM Ppa3BUTHEM XPOHHUYECKOW IOYEUHOM
HexocTatouHocTH [6, 9].

[Tpu naGopaTopHOM HCCIEAOBAHUU BBISIBISETCA BbIPAXXEHHBIH METaOONIMYECKUN aluao3,
TUIEPKETOHEMUS,  TUIEpAMMOHUEMHS, HWHOTJAa  TPAH3UTOPHbIE  HApyLlIEHUs B  BHJE
TPOMOOIIMTONIEHUHU, HEUTPOTIEHUH, AaHEMHH.

Hecmotrps Ha panHioro auarHoctTuky MMA  uM CBOEBpPEMEHHOE  Ha3HAUEHUE
MAaTOT€HETUYECKOTO JIEYEHHS] COXPAaHSAETCS BBICOKUH PHCK JIETAIBHOTO MCXOAAa BO BpeMs
MeTabO0JIMYECKOro Kpr3a B HeOHaTaIbHOM Bo3pacte (okoso 40%) [1, 10].

IIpn  maagenvyeckoii  (uHanTHABHOWH)  dopme  3a0osieBaHHE  NPOSBIAETCA
METa0O0JIMUYECKUMH KPU3aMH, KOTOPbIE IMPOBOLUPYIOTCS MPUEMOM OOJIBIIOTO KOJIWYECTBA OEIKOBOI
nuny, OPBU, kumeyHbIMH MHQEKIUAMH U JIPYTrUMH (pakTOpaMH, aKTHUBHUPYIOIIMMH IPOILIECCHI

kaTaboan3Ma. PaHHuMH IMpU3HAKaMH META00INIECKOT0 Kpusa sABJIIOTCA BAJIOCTH, COHJIMBOCTH HUJIN

9



pa3IpaKUTENLHOCTh, OTKA3 OT elibl, pBOTa. HeBposIormueckue paccTpoicTBa MporpecCHpyoT BIUIOTh
JI0 CONopa WM KOMBI, KOTOPbIE MOTYT HPHUBECTH K JIETaIbHOMY HCXOAy. TsDKECTb COCTOSHUS,
[JIaBHBIM ~ 00pa3oM,  OMNpeNeNnsercss  BBIPAXCHHBIM  META0OJHMYECKUM  KEeTOalHJ030M,
THIIEPAMMOHHEMHUEH, B psiJie cllydaeB — THIIOTIIMKeMueH. [1o taHHBIM JInTepaTyphl, y OOJIBIIMHCTBA
nanueHToB ¢ MMA BBISBISICTCS 3a/IepiKKa (PU3UUECKOTO0 M NMCHXOMOTOPHOTO Pa3BUTHS, YaCTHIMH
nposiBieHussMI MMA SBISIFOTCS SKCTpanupaMHIHasi CHMIITOMAaTHKa (Xopesi, TPeMOp, TUKH, OaJlIH3M
U JIp.), HHCYJIBTOMOAOOHbBIE SMU30/bl. MHTEIIEKTyanbHbIe HAapYyIIEHHUs, B OOJBIIMHCTBE CIy4acs,
HaOromaroTcs mpu  Tsokenblx popmax MMA. PeTpocneKTHBHO TOKa3aHO, YTO BBIPAKCHHBIC
HEBpOJIOTHYECKHE paccTporicTBa u cHkeHue 1Q Hke 80 y mamuenTo ¢ mut O BeisiBisiroTcst B 50%
cirydaes, npu HenoctarouHocTu CHIA/ChIB — B 25% [1]. V 50% nereii pa3BuBaeTCst SMUICITHYCCKHUI
CUHJIPOM: TOHHKO-KIIOHHYECKHE Ccyaoporu, abcaHcel, wmuokimoHun. Y 20-30% manueHToB
HaOJIF01aeTCsl qUIATAIIMOHHAS MIIM TUIIEPTPOPHUECKas KapAMOMHONIATHS, HAPYIICHUS pUTMa Cep/iia
— ymnuHeHHbIH uaTepBasl QT. Takke onmucaH OCTPbIM MAHKPEATHT, aTpo(dus 3PUTEIILHBIX HEPBOB,
spuTeMato3Hbiii nepmarut. Jetu yacto 6oneror OPBU, kumeunsiMu nHpekuusamu [1].

MMo3auss (moapocTkoBas U B3pociaas) popma.

VY NanueHToB CTapIIero BO3pacTa pa3BUBACTCS MHKpOIedaus, YMCTBCHHAs OTCTaJIOCTh,
CHUMIITOMATUYECKasl SIWICHICHsI, PE3UCTCHTHAs K IMPOBOAMMON (papMaKoTepanuu, CIacTHYCCKUI
TeTpanape3, OSKCTpalMpaMUIHbIE  HapylieHus. BO3MOXHO  pa3BUTHE  BHYTPHUEPEITHBIX
KpoBou3nusHUI [1]. YV HEKOTOpPHIX MAIMEHTOB HEBPOJIOTHYSCKHE HAPYIICHHUS MPOTPECCHPYIOT C
BO3pacToM [7]. B muteparype UMeroTCs onucanust maiueHToB ¢ MMA, y KOTOPBIX HEBPOJIOTHYECKHE
HapyleHUsT BO3HUKAINM B IOJPOCTKOBOM BO3pacTeé B BMJE MPOrPECCUPYIOLIMX TUIEPKUHE30B B
HIDKHUX KOHEYHOCTSIX 1 MHOKJIOHUH JIMIIEBOW MYCKYJIATYpPbI, IPY 3TOM KOTHUTHBHBIC HAPYIICHUS HE
HaOromanich. Y psa MalueHTOB OTMEUYaeTCs MPOTPECcCHpYIoiee CHUKEHHUE 3PEHHUS BIUIOTH JI0
CJIeNOThl. Y HEKOTOpBIX MAIMEeHTOB OTMEYAeTCsl TelaTOMEerajuss HpU HOPMaJbHOM YpPOBHE
NEUYECHOYHBIX (DEPMEHTOB, BO3MOXKHO pPAa3BUTHE OCTPOTO TIeMOPPAarvyeckoro maHKpeaTHTa Yy
B3pOCIIbIX, 0c0OeHHO pu B12-pe3uctentHoil popme. Merores coob1ieHns 0 HapyleHuu (pyHKIHUMI
MOYEK TI0 THUITY TIOYEYHOTO TYOYJISIPHOTO aIli103a C IMOBBIIICHHEM YPOBHS MOUYEBOW KHCIIOTHI, YTO
HEpeAKO TMPHUBOJUT K pa3BUTHIO YypaTHOH aucMeTabonnyeckoil HeppomaTud U IOYEHHOM
HEel0CTaTOYHOCTH. TyOyJIOMHTEPCTUIIMATIBHBIN HEPPUT OBbLIT TAK)KE OMKMCAH Yy MAIlMEHTOB C JaHHBIM
3aboseBanneM. [ puOKoBOE MopakeHUE KOKH SBISIETCS MApKEPOM METab0INIeCKO JeKOMITEHCAINH,
CUMTAIOT, YTO BBICOKHH YpPOBEHb METHWJIMAJIOHATOB W JPYTUX IPOMEKYTOYHBIX METaOOJIMTOB

BO3HCﬁCTByeT Ha CO3pPCBAHUS I'CMOIIOITUUCCKHUX KIICTOK, B TOM YHUCIIC CHHUIKACTCA O6p330BaHI/Ie T-
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KJeToK. OCTeonopo3 BCTpEUaeTcss y MHOTHX MallMEHTOB, HEPEIKO MPUBOIUT K IEpeIOoMaM IrOJIOBKH
Oenpa u 60JbIIEOEPIIOBON KOCTEH.

Ectb omnmcanusi poXIeHHs 300pOBBIX JAETEH OT MAalMEHTOK, cTpajaroumx MMA, 4gro
JTIOKa3bIBaCT OTCYTCTBUE TePaTOreHHOro 3(heKxTa MEeTUIMAIOHOBON KUCIIOTHI.

Metaboanyecknii Kpus

Cepbe3HbIM OCJIOKHEHHEM JJaHHOTO 3a00JIeBaHUS SIBIIICTCSI METAO0OINYECKUI KPU3, KOTOPBIN
HanOoyiee YacTO pa3BUBACTCA BO BpEMs OCTPHIX MHTEPKYPPEHTHBIX WHGeKIuii. PanHummu
KIIMHUYECKUMH CUMIITOMaMH METa0OJIMYECKOr0 Kpr3a SBIISIOTCS:

- B 90% ciyuaeB MOBTOpHAs PBOTA;

- OTKa3 OT €JIbl;

- YTHETEHUS CO3HAHUS OT COHJIMBOCTH /10 KOMBI.

TspkecTh COCTOSIHUMS, TJIaBHBIM OOpa3oM, OMPEAEINSeTCS BBIPAKEHHBIM METa00INYECKUM
KETO0AaI11030M, THIIEPAMMOHUEMHUEH, B PsJI€ CIIy4aeB — TMIOTTIMKEMUEH.

OcnoXHEHHsI, aCCOLMUPOBAaHHbBIC ¢ MeTabOIMYeCKUM Kpu3oMm [14]:

- OCTPBIN MAaHKpPEaTUT: HEOOXOJMMO MPOBEPSATh YPOBHHU aMHJIA3bl W JIMMA3bl B CHIBOPOTKE
KpPOBH, €CJIM €CTh KaKue-JIn00 CUMIITOMBI, YKa3bIBAIOIINE Ha BOZMOKHOCTh OCTPOro naHkpeatuta. K
HUM OTHOCSITCSI pBOTa, OOJIM B )KUBOTE M OTKAa3 OT €[IbI.

- UWHCYNbT (OCOOCHHO C BOBJICUCHHMEM Oa3ajbHBIX TAHIJIMEB): JIO00E YXYAIICHHUE
HEBPOJIOTHYECKOTO COCTOSIHUSA y manueHta ¢ MMA B MeTa0oiMueckoM Kpu3uce JOHKHO OBITh
HEMEJUIEHHO YCTPaHEHO, TOCKOJIbKY PUCK MHCYJIbTA BhILIE B JaHHON nonyisiuuy nanueHToB. KT umm
MPT ro/I0OBHOrO MO3ra BBINOJHSETCA MPH HAJIUYUK JIIOOBIX HEBPOJOTHMUECKUX MPU3HAKOB,
YKa3bIBAIOIINX Ha BO3MOKHOCTh HHCYIBTA. VI3MeHeH st B 0a3aIbHBIX TaHTIIUAX, 0COOCHHO B OJIETHOM
mape, XapakTepU3yIT «MeTab0IuYecKuii UHCYIHT» MMA.

- TIOYeyHas HEeJOCTaTOYHOCTh: Yy TMauueHToB ¢ MMA: BO3MOXHO BO3HHUKHOBEHHE
Iporpeccupyromeil Mo4eyHolH HEJOCTaTOYHOCTH M3-3a TYOYJIOMHTEPCTULMAIBHOW HepponaTHH.

Cremyetr KOHTPOJIMPOBATH (PYHKITUIO MOYEK y Jt00oro nanueHta ¢ MMA B MeTaboIM4YeCKOM KpHU3e.

2. JluarHocTuka 3a00j1eBaHMsl WJIM COCTOSIHMS (Tpynmnbl 3a00j1eBaHMil MU
COCTOSIHUI), MeAUIMHCKHE IOKa3aHWA M NPOTHBONOKA3AHUSA K NPHMEHEHHIO

METO/10B JMATrHOCTHKH

ﬂuaeyocmuka MEMUIMALIOHOBOU auu()ypuu OCHO6AHA HA aHdAlusze pOOOC]IOBHOIZ, OUYEHKE
OQHHbIX AHAMHe3d, KIUHUYeCKUxX npOﬂGﬂeHlxllz.
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Kpumepuamu ycmanoenenus ouazno3a memuimManioHo80U ayudemun/ayuoypuu seisemcs
HOBbIUEHUE YPOBHS MUSTUNTUYUHA, MEMUTYUMPAma, 3-2u0poKCUNPONUOHOBOU U MEMUIMAIOHOBOU
kuciom 8 moue, nogviuuerue nponuonunkapuumuna (C3) u/ unu coommnowenuss C3/C2 6 cyxom nsamue
Kpo8uU, pe3yibmam MOJeKYISAPHO-2eHEMU4eCKol OUACHOCIUKY —  GbIAGIEHUE NAMO2EHHbLX
sapuanmos 6 cenax MMUT, MMAA, MAB, MCEE, CD320, LMBRD, MMADHC, MMACHC ¢
20MO3USOMHOM/  KOMNAYHO-2eMepPO3USOMHOM — COCMOsiHuU. B psde  ciyyaeé  803MOIHCHO
noomeepocoeHue OUaeHO3a Ha OCHOBAHUU MOJIbKO OUOXUMUYECKUX UBMEHEHULl, eClU He BblsG/IeHbl
namozeHHvle 8apUaHmovl ¢ NPUMEHEHUEM CIMAHOAPMHbIX Memodos ananuza. K maxkum eapuanmam
OMHOCAMCS  KpYnHble Oelleyuu, 6CMAsKu, 21yOoKue UHMPOHHbIE BAPUAHMbBL, USMEHEHUs 8
Ppe2ysmopHbIX 00IACHAX 2eHOB.

2.1 Kaao0bl 1 aHAMHeE3

Ilpu cbope anamnesa u xHcanob HeobX0OUMO 0Opamums GHUMAHUE HA CLeOVIOUUe HCAI00bl U
anammecmuyeckue cooblmus:

- OmMA2OUeHHbIU CeMelHblll aHaMHe3 (Hanuyue 68 cembe 6oabHo2o ¢ MMA, ciyuaeé nezanHoll

cmepmu Oemell 8 paHHeMm 803pacme)
- @He3anHoe yXyouieHue cOCMoAHUs Ha poHe noiHo2o 300posvs unu OPBU,
- Hapywenus 6CKApMIUBAHUS,
- uacmuvle CpvlcUBAHUSA/PEOMA;
- sA10Ccmb, C1AOOCMb, COHIUBOCb,
- YeHemeHue CO3HAHUSL,
- UHCYTbMONOOOOHbIE INUZ00DL;
- cyoopoeu,
- becnokoiinoe nogedenue, NIAKCUBOCHb,
- No8bluleHHOe NOMOOMOeNeHUe,
- MbIUEYHAs 2UNOMOHUSA/ MbILUEYHBLI 2UNEPIOHYC,
- Henpou360.bHble/HaACUNbCIEEHHbIE OBUNCCHUSL,
- ocmpas/xpoHuyecKas nodeunas HedoCMAamoyHoCb.

Hebrom Knunuueckux noAGNeHUll 8 O0emcKOM 803pacme Modicem OblMmb CEA3aH CO CledyIOuUMU
Gdaxmopamu:

- ynompebnenue 60abu020 Koauiecmea DenKo8ol nuuu
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- OnumenvHoe 20]100aHue, HeoNnpasOaHHble 02PAHUYeHUs 8 Oueme, HU3KA KAJTOPULHOCHb

nUWe8020 Payuond,

- UHMEPKYPPEeHmMHble  PeCNUpamopHvle  UlU  JHCELYOOUHO-KULeUHble — UHQEeKYUOHHbLE

3ab01e6aHUsL;

- sakyunayus’;

- onepamusHvle BMeuaAmenbCmed,

- Qusuueckas uiu NCUXOIMOYUOHANbHASL HACPY3KA.

* Ungpexyuonnvie 3abonesanus 20pazoo bonee onacuul 015 nayuenmos ¢ MMA, wem saxyunayus.
Hmmynusayus — obszamenvno nokazana nayuenmam ¢ MMA, npu smom neped ee nposedenuem
cedyem yoeoumscsi 8 mom, Ymo NnayueHm HaxoOumcsi 8 KOMHEHCUPOBAHHOM COCMOSIHUU U ) He20
omcymemeyiom ocmpule 3abonesanus (cm. noopaszoen 5.2). Ilayuenmol 6 0eKOMNEHCUPOBAHHOM
COCMOAHUY UTU HEOUACHOCMUPOBAHHble — 2PYNNA PUCKA NO PA3GUMUI0 MeMADOIUYeCcK020 KpUu3d Ha

Gone nrobo2o mpuezepa [31, 54].

2.2 DusukajabHoe 00CJIe10BAHNE

IIpu ocmompe Heobx00umo obpamume GHUMAHUE HA Cledyloujue OCHOBHblEe KIUHUYECKUe
NPOABNIEHUA:
HeoHamanbHulil NEPUOO

- CpbleuBaHUs/peoma, OmKa3s om eovl,
- 3a0epoicKa pusuLeckoeo pazeumusl;
- 3A0epocKa MOMOPHO20 PA36UMUSL
- BAI0CMb, COHIUBOCTID,
- yeHemeHue COZHAHUS,
- MblUEeYHAs 2UNOMOHUA/MbIUEUHBLI 2UNEPMOHYC,
- nupamuoHvle HapyuieHus (NOBbIUUEHUE CYXONCUTLHBIX peqhieKcos);
- IKCMpanupamuoHvie Hapyuenus (Pasiudnsle munsl 2UNEPKUHE308, MbIUEYHAS. OUCTOHUSL),
- mpemop;
- cyoopoeu,

O0emu nepevix Jiem HcusHu
- 9NU300UYECKU BO3HUKAIOWAS PEOMA,
- 3a0epocKa NCUXOMOMOPHO20 U NCUXOPEYEB020 PA3BUMUSL,
- UBMeHeHUe MblUeYHO20 MOHYCA (MbIUEYHAs 2UNOMOHUA/MbIUEUHbLI 2UNEPIOHYC);
- nepuoouyeckas amaxcus, mpemop;
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- cyoopoeu,
- UHCYTLMONOOOOHbBIE COCMOAHUA,
- KApOUOMUONnamusi,
- Hapyuwlenus pumma cepoya,
- OCmpblll NaHKpeamum,
83pocivle
- DnunenmuyecKue NPUCMynvl;
- YMCMBEHHAs. OMCMALOCb PA3IUYHOLU CIENeHU GbIPANCEHHOCIU,
- Muxpoyeghanus,
- CHuUdICeHue 3peHust 6N10Mmb 00 CLeNnOmbl;
- eenamome2anus;
- XPOHUYEeCKasi NOYeyHasi HeOOCMAamoYHOCb,
- 0cmeonopos;
- CHOHMAHHbBLE NEPENLOMb.
11o0po6HO Oanmvie Pu3UKATLHO20 00CIC008AHUSL ONUCAHBL 8 PA30ee KKIUHUYECKAsL KAPMUHAY.

2.3 JIa0opaTopHbIe TUATHOCTHYECKHE HCCAST0BAHNS

Obpawaem eHuUMaHue, Ymo, CO2NACHO MPebOBAHUAM K pa3pabomKe KIUHUYECKUX PEKOMEHOAyull, K
KAdNCOOMY Me3UCy-pekomMeHoayuu Heooxooumo yKazvléams CULY PEeKOMEeHOayuli U OOKA3AMeNbHYIO
0a3zy 8 coomeemcmeuu co WKAIAMU OYEeHKU YPOB8HsA 0ocmosepHocmu 0okaszamenveme (V) u yposHs
yoeoumenvnocmu pexomenoayuii (YVP). /Ina muoecux mezucos YVP u V][ 6yoem nuskum no
npUYUHe OMCYMCMBUsL NOCEAUJEHHBIX UM KIUHUYECKUX UCCTe008aHULL 8blCOK020 Ousatina. Heszupas
Ha 2MO0, OHU ABIAIOMCA HEeOOXOOUMBIMU dleMeHmamu 00c1ed08anus nayueHma 0is YCmaHo81eHUs.
OUACHO3a U 8b1O0PA MAKMUKU ICYEHUSL.

° PexomeHI0BaHO ompeeiicHUE aMUHOKHCIOT M AIMUIKAPHUTHHOB B CYXOM IIATHE KPOBH
METOJIOM TaHJEMHOM Macc-CIEKTPOMETPHUH (KOMILJIEKCHOE OIpe/ielieHHe KOHIICHTPAIMH Ha
AMUHOKUCIIOTHI M AIIMJIKAPHUTHHBI B KPOBU METOJIOM TaHJAEMHOMN Macc-CIeKTPOMETPUN) BCEM
JIETSIM ¢ KITMHHYECKUMU Tipu3HakaMu MMA, a Takke 6eCCHMITTOMHBIM HOBOPOKICHHBIM TIPH
MPOBEJICHUM  HEOHATAJIhbHOIO CKPHHHMHTAa C  IENbI0  IMOJATBEPXKJICHUS  JIMArHO3a
OMOXMMHYECKMMH  MeTodamMu H  JAuQepeHInanbHOl  TUATHOCTHKU C  JAPYTUMHU
HACJIC/ICTBEHHBIMH HapyIICHUsIMU oOMeHa BemecTs [1, 7, 48, 50].

YpoBeHb yoeauTeIbHOCTH pekoMeHaanuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)
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KomMmeHnTapuu: ¢ namuax evicyuienHotl Kpo8u 8blA81a10Mm U3MEHeHUs. KOHYeHMpayuu amMuHOKUCIOM
U QYUIKAPHUMUHOB: NPU MEeMUIMAIOHO8OU ayudypuu Haba00aemcs NogvluleHue KOHYEeHmpayuu
nponuonunkapuumuna (C3), Huskoe coodepocanue c8ob0oHo20 xapuumuna (C0), nosviwenue
coomuouwtenusi C3/C0O u C3/C2. Taxoice 6 HEKOMOPHIX CAYHAAX MOJCEM NOBLIUAMbCA U
memunmanonurkapiumur (C4). Ypoeenv neiiyuna, usoneuyuna, 6aiuna, MEMUOHUHA 6 KPOBU Y
NAYUEHMO8 MOCem HAXO0OUMbCs 8 Npeoelax HOPMbl, Ymo He NO0360Jiem HA OCHOBAHUU AHAIU3A
AMUHOKUCIOM NOOMBEPOUMb UNU UCKTIOYUMb 3a001e6anue. Y MHO2UX NAYUEeHMO8 NOBbLULEH YPOBEHD
enuyuna. OOHAKO Mo He A61emcs CneyupuuHbM U HAOII00Aemcs npu Opyeux HAcC1e0CmEeHHbIX
HapyuweHusx oomeHa eewecms.

Ilpu nposedenuu macco8o20 HeOHAMAILHO20 CKpUHUHEA & ciyuae nogviuerus ypoeus C3 bonee 6,8
MM/ unu coomnowenus C3/C2 b6onee 0,22 pebenok d3KkCmpeHHO 8bl3b18AeMCsi HA KOHCYIbMAYUIO
epaua-cenemuxa. Bpau-cenemux oyenueaem KiuHuueckoe cocmosiHue pebeHKa U NpuHuMaem
peuileHue O HAIUYUU UTU  OMCYMCMEUU NOKA3AHUL K IKCMPEHHOU 20CNUmAanu3ayuu 8

peaHuUMayuUOHHnoe omoesieHue uau omoeneHue namoiocuul HOGOpOOfCOéHHblx.

o PexoMeHI0BaHO ONpE/CICHUE aMUHOKHCIOT M AIlMJIKAPHUTHHOB B CYXOM IISITHE KPOBH
METOJIOM TAaHJIEMHOW MacC-CIEKTPOMETpHH (KOMILICKCHOE OIPE/ICICHIE KOHIICHTPAIIMH Ha
AMUHOKUCJIOTHI M AIMJIKAPHUTHHBI B KPOBU METOJIOM TaHJAEMHOMN MacC-CIIEKTPOMETPHUH) BCEM
B3POCIIBIM TAlMEHTaM C KIMHUYECKUMHU Tpu3HakamMu MMA ¢ 1enblo MOATBEpk ACHUS
UarHo3a OMOXMMHUYECKUMH MeTogamMu U AuddepeHlnaTbHOol JTUAarHOCTUKUA C JIPYTHMH
HACJICICTBEHHBIMH HapyIIeHUsIMH oOMeHa BemecTs [1, 7, 48, 50].

YpoBenb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB — 5)

KoMMeHTapuu: 6 nsamHnax 6blcyuleHHOU KPOSU BbIAGISIION USMEHEHUSI KOHYEHMPAyuu AMUHOKUCIOM

U QUUIKAPHUMUHOB: NPU MEeMUIMAIOHO8OU ayudypuu HAOa00aemcs NoGbluleHUe KOHYEHMpayuu

nponuonunkapuumuna (C3), Huskoe cooepocanue c800600Ho20 kapHumuna (C0), noeviueHue

coomuowtenusi C3/C0O u C3/C2. Taxoice 6 HEKOMOPHIX CAYHAAX MOJHCEM NOBLIUAMbCA U

memunmanonurkapuumur (C4). Ypoeenv neiiyuna, usoneuyurda, 6aiuHd, MEMUOHUHA 8 KPOBU Y

NAYUEHMO8 MOcem HAXOOUMbCs 8 Npeoelax HOPMbl, YMo He NO0360JiAem HA OCHOBAHUU AHAIU3A

AMUHOKUCIOM NOOMBEPOUMb UNU UCKTIOYUMb 3a001e6anue. Y MHO2UX NAYUEHIMO8 NOBbLULEH YPOBEHD

enuyuna. OOHAKO 2Mo He A6Nsemcs CneyupuuHbM U HAOII00Aemcs npu Opyeux HAc1e0CmEeeHHbIX

HapyuleHusx oomena euecms.

Ilpu nposedenuu macco8oeo HeOHAMAILHO20 CKPUHUHEA 6 ClyYae nosviuieHus ypoens C3 bonee 6,8

MM/ unu coomnowenus C3/C2 b6onee 0,22 pebenok d3KCmpeHHO bl3b18aemcsi HA KOHCYIbMAYUIO
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epada-cenemuxda. Bpaq-zenemuk oyerHueaem KiuHudvecKkoe cocmosHue pe6eH7<a u npunumaem
peuteHue o0 Haluvuu  uiu  omcymcecmeuu NOKA3AHULU K 3Kcmp€HHOI;Z cocnumaiusayuu 6

pPeAHUMAUYUOHHOE omoesieHue uau omoeneHue namoiocuul HO@OpO()fCO@HHbDC.

° PexomMeHI0BaHO OIpe/IeIcHUEe KOHIEHTPAIMU OPTraHUYEeCKHX KHCJIOT B MOYE METOJO0M
ra3oBoi XxpoMaTorpaduu C Macc-CIeKTPOMETPHEH (KOMIICKCHOE OIPE/ICIICHHE COICP KaHUS
OpPTaHMYECKUX KHUCIIOT B MOYE) BCEM JIETSAM C KIMHUYECKUMH Tpu3HakamMu MMA ¢ 1enbio
noaTBepkKIeHUs nuarHo3a MMA OHOXMMHYECKMMH METOAaMu M JuddepeHInaaIbHOR
JUArHOCTHKH C JPYTUMH HACJIeCTBEHHBIMU HapylmieHUsIMU oOMeHa Bernects [1, 7, 48, 50].

YpoBeHb yoeIUTeILHOCTH peKoMeHAanuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIHLCTB — 2)

KommenTapuu: xapaxmepnvim ons MMA sensemcs nogvluterue KOHYeHmpayuu MemuiMaioHo8ou,

3-2u0poKCcUnponuUoHo8ol, MEMULIUMOHHOU KUCIOM.

. PexoMeHna0BaHO orpesesieHHe KOHILEHTPAIMM OPraHMYECKUX KHUCJIOT B MOYE METOJIOM
ra3oBoii xpoMaTorpaduu C Macc-CeKTPOMETpHel (KOMILJIEKCHOE OMPEIeIeHUEe COIeP KaHUS
OpPraHMYECKUX KHCIOT B MOYE€) BCEM B3POCIBIM MAlIMEHTaM C KIMHUYECKUMU MPU3HAKAMU
MMA ¢ uensio mnoATBepkAeHHs auarHoza MMA  OHOXMMHYECKUMH METOJaMH |
mudepeHIMATFHON TUArHOCTHKU C JPYTMMH HACJICICTBEHHBIMH HApYIICHUSIMH OOMEHa
BemtecTs [1, 7, 48, 50].

YpoBeHb yoenuTeabHocTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KommenTapuu: xapaxmepuwvim ons MMA sensemcs nogvlulenue KOHYeHmpayuu MemuimMaioHo8ou,

3-2UdpoKCUNPONUOHOBOT, MEMULTUMOHHOU KUCLOM.

o PexoMeHI0BaHO WCCICIOBAHUS YPOBHS T'OMOIIMCTEMHA B KPOBH BCEM TalMEHTaM C
KJIMHUYECKMMH TTpu3HakaMu MMA ¢ 1ienbto ycranoBiieHust GopMbl MMA OHOXUMUYECKUMHU
MeToaaMu U T HepeHITHaTbHON THaTHOCTUKHU C IPYTHMHU HACJICICTBEHHBIMU HAPYIIICHUSMHU
obmena Beriects [1, 7, 48, 49, 53].

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

KommenTapum: xapakmepHvim 05t Hekomopuix popm MMA aensemcs nogvluienue KOHYeHmpayuu

00we2co comoyucmeuna, umo npeonoiazaem ocooyro maxmuxy mepanuu [11].

o PexoMeHI0BaHO OIpe/iciCHHE BapUaHTOB I'EHOB B 00pasile OMOJOTHYECKOT0 Marepuaia

MCETOAOM TapreéTHOr0 BBICOKOIIPOU3BOJUTCIIBHOIO CCKBCHUPOBAHUA (I/ICCJIGILOBaHI/Ie I'CHOB
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MMUT, MMAA, MAB, MCEE, CD320, LMBRD, MMADHC, MMACHC, xommekc
UCCJICOBAaHUN JUIS JUArHOCTHKM OPraHMYeCKUX alUAypuil) BCeM IallMCHTaM C
BBISIBJICHHBIMU OMOXMMHUYECKUMH H3MEHEHUSMHM, XapakTepHbiMu Ui MMA, c¢ wnensto

OATBEp K AeHHUS quarno3a [1, 7, 48, 49, 50].

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

. PexoMengoBaHo 1mpoBesieHHE O0O0IIEro (KIMHUYECKOTO) aHajiu3a KPOBU PA3BEPHYTOTO
nanueHTaM ¢ KIMHUYEeCKUMH TnpuzHakamMu MMA c 1enbi0 CBOEBPEMEHHOI'O BBISIBICHHUS
naToJIOrHYecKux u3mMeHenui [1, 14, 52, 53].

YpoBeHb Y0eTUTEJIBLHOCTH peKoMeHaanuii B (ypoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB — 3)

KommenTapuu: nposooumcs npu nepsuyHol oOuazcHOCmuxke U 6 OUHAMUYECKOM HaON00eHulU,

0CODEHHO Y NayUeHmo8 ¢ HapyuleHHoU noyeunou hynxkyueu. Mooicem 8vla61ambcs HelimponeHus.

o PexomeHn10BaHO IPOBECTH OLICHKY YPOBHsI PH KpoBu (McciienoBaHne YpOBHS BOJAOPOIHBIX
nonoB (pH) kpoBu, uccinenoBanue ypoBHS Oy(epHBIX BEIIECTB B KPOBU) MAI[MEHTaM C
KJIMHUYECKUMH Npu3HakaMu MMA nipu 1o103peHHr Ha pa3BUTHE META00INIECKOTO KpU3a, C
IIeJIbI0 CBOCBPEMEHHOI Koppekuuu Tepanuu [1, 4, 53].

YpoBeHb yoenuTeabHOCTH pexoMeHaanuii C (ypoBeHb 1I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

KommenTapum: nabopamopnvimu npedsecmuukamu pazeumus Memadoiuiecko2o Kpu3a Aaeisaomcs

MeHOeHYusi K Memaboiuieckomy ayuoo3y ¢ 0epuyumom OCHOB8AHULL, YMeHbULeHUEe COOePHCAHUSL

€80000H020 KAPHUMUHA, NOBbIUEHUE YPOBHA NPONUOHUIKAPHUMUHA 8 KPOBU, NOYEeUHOU IKCKpeyuu

Op2aHU4YeCcKux Kuciom.

J PexomMeH/I0BaHO TIPOBECTH OIICHKY YPOBHS KETOHOBBIX Tel B Mode (OOHapyXKeHue
KE€TOHOBBIX TE€JI B MOYE, O6Hapy>KeHI/I€ KE€TOHOBBIX TCJI B MOYEC 3KCHpeCC-M€TO}]OM) nnanueHTam
C KIIMHUYECKUMH TTpr3HakaMu MMA mpu o103peHHn Ha pa3BUTHE META00INIECKOT0 KpHU3a,
C LIEJIBI0 CBOEBPEMEHHOMN KOppeKImy Tepanui [1, 4].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbLCTB — 5)

. PexoMeH10BaHO ManMEHTaM C KJIMHAYECKMMM Npu3HakaMu MMA u npu 1mojo3peHHH Ha
MeTaboNIMYeCKUid KpHU3 UCCIIEJOBAaHUE YPOBHS MOUYEBHHBI, UCCIIEOBAHUE YPOBHS TIIIOKO3BI

KPOBH C IMATHOCTHYECKOH LIENIBIO | C LENIbI0 CBOEBPEMEHHOW Koppekiuu Tepanuu [1, 50].
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YpoBenb yoeauTebHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 0KA3aTeIbLCTB — D)

o PexoMeH10BaHO HCClIeZIOBaHUE YPOBHS aMMOHHS, JJaKTaTa B KPOBU (MCCIIEIOBAaHUE YPOBHS
MOJIOYHOM KHCJIOThI B KpPOBHM) MAllMEHTaM C KIMHUYECKMMM npusHakamu MMA u npu
HOJO3PEHNH Ha MeTa0OJMYecKUi KpHU3, C JMarHOCTUYECKOH 1eIbl0 U C  LEJbIo
CBOEBpPEMEHHOM Koppekiuu Tepanuu [1, 50, 53].

YpoBeHb yoenuteabHocTH pexoMenaanuii C (ypoBeHb 1I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

2.4 HHCTpYMEHTAJIbHBIE THATHOCTHYECKHE HCCIeI0BAHUS

o PexoMeH10BaHO TIPOBEJCHUE MAarHUTHO-PE30HAHCHON TOMOTpauu TOJOBHOIO MO3Ta
NalyeHTaM ¢ KIMHUYECKHMMHU Tpu3HakaMu MMA ¢ 1enblo OLEHKH COCTOSIHUSI TOJIOBHOTO
MO3Tra ¥ BBISBJIIEHUS H3MEHEHUI XapakTepHbIx 111 MMA [1, 4, 15, 51].

YpoBeHb yoeIUTeILHOCTH peKoMeHAanuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 3)

KoMMeHTapuu: ucciedosanus npogoosamcs 6 mom uucie 0 OuhghepenyuanbHol OuaeHOCMuKU ¢

Opy2uMU HACIeOCMBEHHbIMU 3a001e6anuamu. BozmooicHo nposedenue KomMnvlomepHou momozpaguu

eonoenoco mo3sea. Ilpu nposedenuu KT/ MPT 2onoenozo mosea y nayuenmos ¢ MMA eviasnsiom

KOPKOB0-NOOKOPKOBYI0 ampo@uio, pacuiupeHue iceryo00yKko8 Mo32d, 3A0epHCKY MUeTUHUAYUU,

nosvlueHIue UHMEHCUBHOCIU CUsHAla 8 obaacmu 6azanvhvlx 2anenues. Ciedyem ommemums, Ymo

OanHble HApYUleHus He AGIAI0MCA  BbICOKOCHeYUDUYHLIMU U  MO2YM  HAOAI00ambCs  Npu

MUMOXOHOPUATbHBIX OOJIE3HAX, NPONUOHOB0U ayudypuu, opyaux 3abonesanusx. Ilpoeedenue napkosa

— 1O NOKA3AHUSM.

. PexomenaoBano perucrpanus snextpokapauorpammsl (OKI), sxokapauorpagpuu (9xoKI)
BCEM TalMeHTaM C KIMHUYeCKMMHU Tmpu3Hakamu MMA ¢ 1enplo  JTUarHOCTUKU
KapIMOMHOIIATHH U HapyIIeHui put™a cepaua [1, 4].

YpoBeHb yoenuteabHoCTH pexoMenaanuii C (YypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

KommenTapum: dannsie ucciedosanus Heooxo0umvl 6 mom ducie npu memabonuyeckom kpuse. Ilpu

HeobX00UMoCmu, NPy HAIUYUY NOKA3AHUU OJIs1 UCCIEe008AHUSL — XOIMEPOBCKO20 MOHUMOPUPOBAHUSL

cepoeuHo20 pumma, u/uil CymodyHo20 MOHUMOPUPOBAHUS APMEPUATLHO2O OaBNeHUsl (CO2NACHO

COOMBEeMCMBYIOWUM  KIUHUYECKUM DEKOMEHOAYUsM NO HAPYUWIeHUIM pumma cepoya u/uiu

apmepuaIbHOU unepmeH3ulL).

° PexomeHgoBaHO manueHTaM C KIMHUYECKUMHU mnpu3zHakamu MMA  npoBeneHue

YIABTPA3BYKOBOT'O HCCIICAOBAHUSA OPraHOB 6pIOLHHOI>'I IOJIOCTH M IIOYCK (yJ'IBTpa3ByKOBOC
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MCCJICIOBAHUE OPTaHOB OPIOIIHOW TOJIOCTH (KOMILIEKCHOE), YIBTPa3BYKOBOE HCCIICIOBAHNE
HI0YEK) C [EeJIbI0 TMarHOCTUKU TTAHKPEeaTHTa | mopaxenus nouek [1, 4, 12, 13].

YpoBeHnb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 5)

° PexoMengoBaH mnamueHTaM C KIMHMYECKMMHU mnpusHakamu MMA ocmotp Bpaua-
oprampMosiora  (odrambMOCKONUsA,  BU3OMETpUA,  pedpakTomMeTpusi,  MNepuUMETpUs
KOMIIbIOTEpHas, o TaTbMOTOHOMETpPHUS, UCCIIeIOBaHHe [[BETOOUIYIIICHHUS,
IEKTPOPUNOIIOTUYECKOE  UCCICNOBAaHUE  (PETUCTpalMsi  3PUTENBHBIX  BBI3BAHHBIX
MOTEHIIMAJIOB KOPHI TOJIOBHOTO Mo3ra), Ouomukpodororpadust TIazHoro JmgHA C
UCIIONIb30BaHUEM  (yHIyc-Kamepbl, OHOMHUKPOCKONHS TIJIA3HOTO JIHA, OINTHUYECKOe
UCCJIEIOBAHUE TOJIOBKM 3PUTEIBHOTO HEpBa M CJOS HEPBHBIX BOJIOKOH C TOMOIIBIO
KOMITBIOTEPHOT'O aHAIM3aTopa ¥ Jp.) MO IMOKa3aHWsAM, NPU HAJTUYHWA TOJO3PCHUN Ha
nopaxenue oprana 3spenus [1, 8].

YpoBeHb yoenuTeqabHoCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEJIbCTB — 5)

KomMenTapuu: unmepsanvt mexcoy eusumamu OO0JIHCHbL ONPeoesimbCs UHOUBUOYATILHO C YYemoM

gospacma, msdcecmu  3aO0nesanus, CcmMaduILHOCMU ~ 0OMeHa  eewjecms U COONOOEHUs

ouemomepanuu.

o PexomengoBaHo malMeHTaM C KIMHUYECKUMHU Tnpu3Hakamu MMA  mpoBeneHue
anektTpo3Hiedanorpadun (Ipu TUArHOCTUKE U JaJiee MPU HAJTMYUHU CY0POIKHOTO CHHAPOMA)
C LIEJIbI0 CBOEBPEMEHHON THArHOCTHKK U KOHTPOJIS JISYEHUSI CYJOPOKHOTO cHHApoMa [1].

YpoBeHb yoenuTeabHocTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KommenTapuu: makoice npogooumcs snekmpoduyedanocpadus ¢ 6UOoMOHUMOPUHSOM.

o PexomengoBaHo malyeHTaM C KIMHUYECKUMH Mpu3HakaMd MMA u mojo3peHueM Ha
CHW)KCHHE CITyXa/TIPU CHIDKEHUH CITyXa UCCIICAOBAHUS CiTyXa (IIPOBEICHIE OTOAKYCTHICCKON
SMHCCHU (TOHAJbHAs ayJAMOMETPHS, peueBas ayJAuOMETPHs, HWIPOBas ayJHOMETPHS,
perucTpaiys BbI3BaHHBIX aKyCTHYECKHX OTBETOB MO3Tra Ha MOCTOSHHBIE MOJIYTUPOBAaHHBIE
toubl (ASSR TecT)) (Ipu OTCYTCTBHH 3KCCYIATMBHOTO OTHTA) C ILENBIO CBOEBPEMEHHOM
nuarHoctuku [1].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbLCTB — 5)

KomMmeHTapuu: ucciedosarnus npogoosmes 8 3a8UCUMOCHU OM KIUHUYECKOU CUMYAYUU.

2.5 UHble TMarHocTHYecKre UCCJIe10BAHNSA
2.5.1 KoHcyJbTalluyu U HAOIIOAEHNE CIIEIHAJTUCTOB

L4 PeKOMeHI[yeTCﬂ JJIA Ha6J'IIOI[eHI/I$I MNanueHTOB C€ YCTAHOBJICHHBIM OHWAarHO30M MMA

MNPUMCHATH MYJ'IBTI/IILI/ICI_II/IHHI/IHapHHﬁ nmoaxonq B BUAY TOTO, yTo 3a00JeBaHUE
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XapaKTepU3yeTCsl MOPaKCHHEM MHOTHX OPraHOB M CHCTEM, TPeOyeT KOMITJICKCHOHN Teparum,

9TO JTUKTYET HEOOXOAMMOCTh COBMECTHOTO BEJCHHS TAIMCHTA CICIUAIMCTAMU Pa3HBIX

npodweii [1, 4, 50].
YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbLCTB — D)
KomMMeHTapum: nokasauvl nepeuyHvle U NOSMOPHbLIE KOHCYIbMAYUU BPAYdA-2eHemuKd, epaud-
ogpmanvmonoea, 8paua-HesponO2d,  6pPAUA-2ACMPOIHMEPONO2d, — 8PAUA-IHOOKPUHOI02a/8paAYa-
0emcKo20 IHOOKPUHONI02d, 8PAYA-KAPOUON02d, BPAYA-0eMCKO20 Kapouoaoed, epayd-rHegponoea,
spaua-neouampa/épava-mepanesma/épava  oowell  Npakmuxku  (cemeliHoco  8pava), epava-
Quzuomepanesma, épaua no neveOHOU QuU3KyIbmMype, a maKice epavell Opyeux CneyudibHoCmell

nayuenmam ¢ MMA, umerowum napyuenus yHKyuti COOmeemcmsyiouux opeanos u CUCmeM.

e PexoMenayercs npuem (OCMOTpP, KOHCYJIbTAIINS) Bpaya-TeHETUKA IEPBUYHBINA U TOBTOPHBIN
BCEM MAIMEHTaM C KIMHUYECKUM Moao3peHrneM Ha MMA ¢ 1enpio mpoBeneHUs MEIUKO-
TEHETUYECKOTO KOHCYJIbTHPOBaHUS, U epeHINaIbHON TUArHOCTHUKH, OIpeIeIeHHs
takTuk JTHK-AMarHoCTHKH U MOCIEAYIOIIEH HHTEPIPETAIIUH TOJYyYSHHBIX pe3yIbTaToB [1,
4].

YpoBeHb yoenuteabHoCTH pexoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

e PexoMenayercs npuem (OCMOTpP, KOHCYJIbTAIINS) Bpaya-TeHETUKA IEPBUYHBIA U TOBTOPHBIN
BCEM MAallMEHTaM C IMOATBEPXKAECHHbIM auarHozoM MMA c nenbpio NpoBeACHHS] MEIUKO-
TeHETUYECKOT0 KOHCYJIbTUPOBAHMS, COCTABJICHHUS IIJIaHAa JUCIIAHCEPHOTO HaOIIOJCHHUS,
Ha3HAUCHUS TUETOTEPANH M KOHTPOIIS ee 3Q(HeKTUBHOCTH B AanbHeliem [1, 4].

YpoBeHb yoenuteabHoCTH pexoMenaanuii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

o PexoMenayercsi KOHCYJbTAIlMsl Bpada-AHETOJIOra BCEM IMAIlMEHTaM C MOATBEPkKICHHBIM
quarHozoMm MMA i Ha3HA4YeHWsT NATOr€HETUYECKOM IHETOTEpanuu M KOHTPOJIS €€
3¢ deKkTUBHOCTH B nanbHeineM [1, 4].
YpoBeHb yoenuTeabHOCTH pekomMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
KomMeHTapuu: unmepsanvt mexicoy uzumamu OO0JIHCHbL ONPeoesisimsbCsi UHOUBUOYANbHO C Y4emom
go3pacma, msadcecmu  3abonesanus, CcmadulbHOCMU  0OMeHa  eeujecms U  COON0OeHUs.
ouemomepanuu. Hasnauenue, KOHMpOIb U KOPPEKYUro OUemomepanuy Moxicem OCyujecmensms
8pay-ouemonoe, a maxdce  8pau-neouamp/8pay-HeoHamoN02/8pay-mepanesm/spai-2eHemux,
umerowuil onvim 8 JledeHuy U Ouemomepanuu 3a001e6anutl U3 Spynnvl HacieoCmeeHHblx boiesHell

obMmeHna eewecmas
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e PexoMenayercsi npuemM (OCMOTp, KOHCYJIbTallusl) Bpauda-IICUXUATpa MEPBUYHBIA U
MOBTOPHBIN NarrenTaM ¢ MMA nipu o103peHNH WU HATMYUU TICUXUYECKUX PACCTPOICTB €
1IeJIbI0 CBOCBPEMEHHO TMArHOCTUKY M JICYCHUS BBISIBICHHOM naronoruu [1, 4, 13].
YpoBeHb yoenuTEeILHOCTH peKoMeHanuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIHLCTB — 3)
KomMMeHTapuu: nossienue ncuxuyeckux paccmpoucme cea3vl8aiom ¢ MOKCUUHbIMU Memadoaumamu
(ncuxo3vi, OUNONAPHOE paccmpoucmeo u 0p.), Koppekyus ouemomepanuu cnocoocmeyem
PA3peuwteHu0  CUMRIMOMO8 HapyuleHusi ncuxuku. Humepeanvl mexcoy U3UMAMU  OONNCHBL
onpeoenamuvcs UHOUBUOYANbHO C YUemoM 603pAcma maxcecmu 3a001e8aHus, CmaduibHOCmu 0O MeHd

seujecms u coo0eHUss Ouemomepanuiu.

e PexoMeHayeTcsi TEPBUYHAS W TIOBTOPHBIC KOHCYJIBTAllMM Bpada IO MEIUIMHCKON
peabunutanuu/Bpadya (GU3NYECKONM H  peaObWIMTAIIMOHHON MEIUIMHBI, MEIUIIMHCKOTO
ncuxoynora W Joromeda-gedexronora g [UIAHUPOBAHUS — MHIWBUIYyalbHOU
peadMIUTAIIMOHHON TPOTPaMMBI, TICHXOJIOTO-TIEarOTHYeCKON TMOAJIEPKKH TaIUeHTaM C
MMA u ux cembsm [1, 4, 16].

YpoBeHb yoenuteabHocTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEJIbCTB — 5)
KomMmenTapuu: paspabomka unHouuoyaibHoU npozpammsl oegexmonocuyeckol peabuiumayu,
paspabomka  UHOUBUOYATLHOU — NPOSPAMMbL  J1020nedudeckol  peaburumayuu. Ilayuenmam
He0bX00UMO MeCmUpoB8anue no YmeeprHCOeHHbIM MeMOOUKAM OJis1 ONPedeleHUsi UHMELLEKMYAIbHO2O
pazsumus. Illcuxonocuyeckas nomMowb nayueHmam modicem nompebosamsv Kypc 3aAHAMUL — 8
3a8ucuMocmu om UHOUBUOYANbHBIX 0CODEHHOCMel NAYUeHMA U CeMbU.

Yenyeu noeoneoa:

Meouxo-noconedouueckoe ucciedosanue npu oucghazuu

Meouko-nozoneduueckoe ucciedosanue npu agpazuu

Meouko-nozoneduueckoe ucciedoganue npu ou3apmpuu

Meouxo-noconeduueckas npoyedypa npu oucgazuu

Meouxo-noconeduueckas npoyedypa npu agazuu

Meouko-noconeduueckas npoyedypa npu ouzapmpuu

Meouxo-nozoneouueckas moHaIbHO-PUMMUYECKAs NPOYeOypa

Meouxo-nozoneouueckas npoyedypa ¢ UCHONb30BAHUEM UHMEPAKMUBHLIX UHPOPMAYUOHHBIX
MexHOoI02Ull

2.5.2 InddepeHuuaabHaAs AMATHOCTHKA
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e PekoMeH/10BaHO T1pOBOAUTH JU(PepeHINaNbHYI0 AUATHOCTHKY C TMOCTTUIOKCHUYECKHMHU
MOPaXCHUSIMU HEPBHOM CHCTEMbI, BHYTPHUYTPOOHBIMU HH(EKIUSAMHU, [TOCTBAKIIMHAIHHBIMU
OCJIO)KHEHUSIMH, CaxapHbIM Aua0eToM (IIpH BBISBICHUU TUIIEPIIIMKEMHUH), HACIIEACTBEHHBIMHU
HapymIEHUsIMH OOMEHAa BEIIECTB, B YACTHOCTH C APYrUMH (OPMaMU OPTaHUYECKHUX aIUIypHi,
nedexkTaMu IMKIa CHUHTE3a MOYEBUHBI, ¢ MUTOXOHIPHUAIBHBIMUA 3a00JIEBaHUSMHU, HAPYIICHUSIMU
[JIMKO3UIMPOBAHMUS, TIIMKOTeHO3aMHu U 1ip. [1, 4].

YpoBennb yoeaureabHocTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJILCTB — 5)
3. JleyeHne, BKJIIOYasi MeJAMKAMEHTO3HYI0 M HeMeJIUKAMEHTO3HYI0 Tepamnum,
ANETOTEPAININIO, 066360.]11/IB3HI/19, MEIANIUHCKHUEC NTOKA3aHUA U IPOTHBOIIOKaA3aHUSA

K IPUMEHCHNIO METOAO0B JICYCHUHA

Cmpamezus neuenus NAyueHmos 3aKuoUaemcss 8 CHUNCEHUU 00pA308aHUs MOKCUYECKUX
Memaboaumos, npeodynpexicoOeHuu pazeumus Kemoayuoosd, UNnepamMmoHUeMuu, mMoKCU4ecKo2o
NOpAdiCeHUsi MKAHell 20108HO20 MO32d U GHYMPEHHUX OpP2aHO8 C obecneveHuem npoyeccos
aHabonU3IMa, HOPMALHO2O POCMA U HympumugHo2o cmamyca demeu. OCHOBHbIMU KOMNOHEHMAMU
KOMNJIEKCHO20 JleUeHUsi NAYUeHMO8 CLYHCam HU3KoOenikoeas ouema U CReyuaiu3uposanHvle
npooyKkmul 6e3 NamozeHemuyecku 3HAYUMbIX AMUHOKUCIIOmM, npenapamsl #HieeoKapHumuHa.
Tepanuto 0ononHaom Ha3HayeHuem sumamunos (epynnsl B) (#yuanoxobanramun**) u buonoeuvecku
akmuenvimu  dooaskamu  (euopoxcoxobanamun) [11, 17]. Ilo nokxasanusm naznauaiom
NPOMUBOINUIENIMUYECKUe NPEenapamol, CUMNMOMAMUYECKYI0 Mepanuio, KOPPeKyuo GUMAamMuHHOU
He0OCMAamoyHOCHU.

3.1 KoncepBaTuBHOe JieUeHHE
3.1.1 luemomepanus

¢ PexomenngoBano BceM nanueHTam ¢ MMA npuem (0CMOTp, KOHCYNIbTAllKs) Bpaya-TeHeTHKa
W/ WU Bpada-AMeTONIOra TIEPBHYHBIM M TOBTOPHBIA C IIENBI0 HA3HAYCHUS W KOHTPOJIS
nuerorepanuu [20, 38].
YpoBeHb yoenuteabHoCTH pexoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
KommenTapum: orcenamenvno, umobbl cneyuanucmvl umenu ONblm JeYeHus U HASHAYEHUs.
ouemomepanuu nayueHmam ¢ 3a001e6aHUAMU 2PYNNbl HACIEOCMBEHHIX OONIe3Hell 0OMeHa eeujecms;
C Yenvio HA3HAYeHUs U KOHMPOAs IPhexmusHocmu Ouemomepanuy. maxkice 603MONCeH Npuem
(ocmomp, KOHCYIbmayus) 8paua-neouampa/8paia-HeoHamono2a/spaia-mepanesma, no

BO3MOJHCHOCHIU, UMENWUX oOonblnl 6 JliedeHuu u duemomepanuu 3abonesanutl U3 cpynnbl
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HacneocmeeHHbIX bonesHell oomena sewjecms. Ilpumepol pacuema ouemol npugedenul 8 [Ipunoscenuu

A3.4.

e PexoMeH10BaHO Ha3HAYCHUE JUCTOTEPAITUHU U OCYIIECTBICHHE KOHTPOIIS €€ 3 (HEeKTUBHOCTH
He pexe 1 pa3a B rog Bcem mnaruienTaMm ¢ MMA ¢ 1enbl0 POBEICHUS MaTOTEHETHIECKOTO
neucuus [38, 50].
YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbLCTB — D)
KommeHTapum: Heobxooum npuem (ocmomp, KOHCYIbmMayus) 6pava-neouampa nepeuyHvli u
NOBMOPHBILL U/ UMY Npuem (0CMOmp, KOHCYIbMayus) epaia-2eHemuka nepeuyHbslil U NOSMOopHbull U/
unu npuem (0CMOmp, KOHCYIbmMayus) 8paia-HeoHamonio2a nepeulHblil U NOGMOPHLLIL U/UlU npuem
(ocmomp, KoHCyIbmMayus) paua-ouemonoza nepsudnslil u nosmopuulil. Ha 1 200y scusnu konmpons
aghgpexmusnocmu ouemomepanuu 0o 1 paza 6 mecsy, danree oo 1 paza 6 3 mecaya, nocie 3 1em c

yacmomoti 0o 1 pasza 6 6 mecayes. Heobxooum KoHmpob ynompeonsnemou HCuoKoCmu.

e PexkoMeHI0BAaHO OTpaHWYHTH TMOCTYIUICHHE Oenka (B TOM 4YHCIE [I0 TOJXy4eHUS
Ja00paTOPHBIX PE3yJIbTAaTOB, MOJTBEPIKAAIOIINX WM HCKIIOYAMIIMX 3a00JeBaHKe) BCEM
NalMeHTaM C KJIMHUYECKMMHU TMPOSBICHUSMH, XapakTepHbIMH mii MMA wu  Takke
0ECCUMITOMHBIM TAIIMEHTAM, BBISIBICHHBIM TIPU MPOBEJICHUN HEOHATAJIBHOTO CKPUHUHTA C
1eJIbIO MIPEOTBPAICHHS Pa3BUTHsI MeTabonndeckoro kpusa [1, 4, 38, 50].

YpoBeHb y0eIUTEJILHOCTH peKoMeHaanuii B (YpoBeHb J10CTOBEPHOCTH J0KAa3aTeJbCTB — 3)
KoMMeHTapuu: nockoibKy pazeumue Memaboiuyeckoeo Kpu3a Modlcem npugecmu K Heoopamumvim
UBMEHEHUSIM CO CMOPOHbL HePEHOU cucmemvl, npu noodospenuu Ha MMA ciredyem cobpamo
buomamepuan 01s npogedeHUs. OUOXUMUYECKO20 MeCMUPOBAHUs U 3ameM nepesecmu nayueHma Ha
numanue ¢ HUSKUM cooepacanuem Oenxa. [ns Oemeii nepeoco NOAYe00Usi HCUSHU 2PYOHOE
BCKAPMIUBAHUE UTU BCKAPMIUBAHUE OEMCKUMU MOTOYHBIMU CMECSIMU C HUSKUM COOEPICAHUEM DelKd
(1,2 -1,3 2/100 mn soccmarnosiennozo npodykma). /s oemeil cmapuie 6 mecsayee — ucknoyenue
8bICOKODENKOBLIX NPOOYKMO8 (MAco, meopoe, pbloba) u3z payuonda. buoxumuueckue mecmoi
npoeoosimcs 6 meyerue 3-1 OHell, a MONEKYIAPHO-2eHeMUYEeCKUe UCCAEO08AHUSL MO2YM NOMPeb08amy
oxono 2-3 nedenv. Ilosmomy HeobX00uMo, umobObl 8 3mom nepuod pPedeHOK HAXOOUNC Ha

HU3BKOOENKo80U oueme.

e PexoMeHI0BaHO CTPOroe OrpaHHYeHHE OelKa HATypajbHBIX MHILEBBIX MPOAYKTOB BCEM

MNanuceHTaM IMOCJIC MOATBCPKACHUA JUATIHO3ad MMA, C ICJIBKO CBCACHUA K HCOGXOI[I/IMOMY
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MUHHMYMY TOCTYIUICHHE B OPTraHW3M aMUHOKHCJIOT METHOHMHA, TPEOHWHA, BaJHHA,
usoseiinuaa [1, 4, 16, 50].

YpoBeHb yoenuteabHocTH pekoMmenaanuii C (YpoBeHb J0CTOBEPHOCTH JI0Ka3aTeJbCTB — D)

KomMmeHTapum: nocie noomeepoicoeHusi oudacHo3a mMakmuxa Ouemomepanuu OCHO8AHA Hd

CLedyrouux NPUHYUNAx.:

- O2paHuyeHue NOCMYNIeHUsi U30NeUYUuHd, BANUHA, MPEOHUHA U MeMUOHUHA ¢ nuwel 00
MUHUMATbHOU nompebnocmu,; s Oemeu nepeoco NOAY200Usi HCUSHU O2PAHUYEHUE
PACNPOCMPAHAEMCsl HA MAMEPUHCKOE MOIOKO ULU OeMCKUe MONOUHble, Ul COesble CMeCl,
011 Oemell 8MOPO20 NOLY200Usl JHCUSHU — 3aNpem HA 66e0eHue 6 Kauecmee NpUuKopmd
8bICOKODENKOBLIX NPOOYKMOS (Msca, pblObl, MEopo2a, AuY, MOIOYHLIX NPOOYKMO8, O0O0BLIX
u m.0.), O nayueHmos cmapuie 00H020 2004 — CMpPo2ue 02PaAHUYeHUs 8 UCHONb308AHUU
8bICOK00ENKOBLIX NPOOYKMO8

- obecneuenue QuzuoI02U4ecKoU NOMpPeOHOCMU 8 OpYy2UX AMUHOKUCIOMAX U HeoOXOOUMBbIX
HYMPUEeHmax 0Jist nPeOYnPedcOeHUst Ux HedOCMamouyHOCMU U NOOOEPHCAHUSL AHAOOTUIMA,

- 02paHuyenue NompeOIeHUs HCUPHLIX KUCTIOM C HEeUYeMHbIM YUCIOM AmMOMO8 Y2aepood u
xXonecmepuHa,

- UCKTIFOUeHUe 20100aHUsl, NPEOYNPeNCcOeHUe AKMUBAYUU NPOYECCO8 KamaboIusMa,

Obwuti 6enox JneuebHo20 payuoHa paccuumvléaemcs Ucxoosi U3 B03PACMHbLIX NompebHOcmel

pebenxa (Ilpunosicenue A3.2), a makdce ¢ yuemom moONEPAHMHOCMU nayueHma K OelKy 8

3asucumocmu om opmul u msxcecmu medenust 3abonesanus [4]:

- K60mMa OenKa HamypaibHbIX NPOOYKMO8 HAZHAYAECMCSL C YYemOM MUHUMALLHOU NOMPeOHOCIU
8 NnamoceHemuyecku 3HAYUMbIX AMUHOKUCIOMAX — MemUoHUHe, mMpeoHuHe, 6aluHe,
usoneuyure (Ilpunosxcenue A3.3);

- C Yenvio Komnencayuu oepuyuma Oeika UCnoIb3yIomcst Cneyuaiu3upo8antvie npoOyKml Ha

OCHOBe aMUHOKUCIOM De3 MemUOHUHA, MPeoHUura, 8aluna, usonetiyuna (Ilpunoscenue A3.3,

A3.4).

Cﬂedyem NOJIb308AMbCS OOHUMU CnpaeovYHbIMU Mamepualamu no XumuiecKomy cocmaesy leO()meOG
(6 PA3HBIX CNPABOYHUKAX oanHble mozcym OI’I’lJZullCUHbC}Z) C yenvio npedomepameHuﬂ ouuboK 6

pacuemax.
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- B Ipunoosicenuu A3.5 npedocmasnen cymounslii HAOOp npoOyKmos 0Jisi oemell 0OUKOAbHO2O
8o3pacma ¢ MemuIMaloHo80l ayudemuel, a makice maoauya npooyKmoe 02paHu4eHHbIX U

paspeuteHnvlx K nPpUMeHeHUIO.

e PexomeHnaoBaHa KOMIICHCAIIHS IIC(bI/ILII/ITa Ocika 3a cyer CIICHHUAJIM3UPOBAHHBIX cMmeceit Ha
OCHOBC€ aMHMHOKHCJIOT, COOTBETCTBYIOIIUX BO3PACTHBIM HOTpe6HOCT$IM B OCHOBHBIX ITHIIIECBBIX
BCIIECTBAX M SHCPrur, HO HE COACPKAIIUX METHOHHH, TPCOHHH, BaJlUH, H30JICHIIMH BCEM

narnrentaMm ¢ MMA, ¢ nenbio nmojepkaHusi ajeKBaTHOIO HYTpUTHBHOTO craryca [1, 4, 16,
50].

YpoBeHb yoenuTeabHoCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

e PexoMeH10BaHO o0ecrieyeHUE JOCTATOYHOM HHEPreTHYeCKOM LEHHOCTH palioHa B
OCHOBHOM 3a CYET YIJIEBOJOB BceM manueHTam ¢ MMA ¢ 1enbio mojiepKaHusi poIecCcoB
aHaboJIM3Ma | [IPeIOTBPAICHHs Pa3BUTHS IIPOIECCOB KaTaboausma [1, 4, 19].

YpoBeHb yoenuteabHocTH pexoMenaanuii C (ypoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

e PexoMeHI0BaHO OrpaHuyeHHe KBOTHI XHPOB 10 50-60% OT BO3pacCTHBIX CYTOYHBIX
norpedbHocTeil BceM mnamueHTaM ¢ MMA ¢ Lenbl0 NpefoTBpAIlCHUs HAKOIUIEHHUS
METHJIMAJIOHOBOM KHUCIIOTBI — MPOIYKTA [3-OKUCICHUS KUPHBIX KUCIOT C HEYETHBIM YHCIIOM
aTromoB yriepona [1, 4, 16].

YpoBeHb yoenuteabHocTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
KomMmeHnTapuu: ¢ kauecmese ucmoynuka scupa npeonoumumeinbHee UCNOIb308aMb paAcmumenshsle
macna, cooepicawjue noJUHEHACLIUEeHHbLE JHCUPHBIE KUCTIOMbL (Pancosoe, IbHAHOe, OJIUBKOBOE,

nOOCOIHeYHoe U Op.)

e PexoMeHnnoBaHo obecrieueHue Bcex ManueHToB ¢ MMA 10CcTaTOYHBIM KOJIMYECTBOM
KHUIKOCTH C IEJbI0 MPOPUIAKTHKH HAPYIICHHsT BOIHO-JIEKTPOIUTHOrO Oananca [1, 16, 50,
52].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbLCTB — 5)

e PexkomennoBan BceMm nanueHTaM ¢ MMA npoOHBIN npueM NUIM 6e3 ATUTEIbHBIX HOYHBIX
HepephIBOB BO M30€kKaHUE TOJI0IaHksI, 0COOCHHO JIETSIM TPYJAHOT0 U paHHero Bo3pacra [1, 4,
16, 50, 52].

YpoBeHb yoenutelbHOCTH pekomMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
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3.1.2 Meouxkamenmosnoe neuenue.

° PexoMeHn10BaHO Tpu ycTaHOBIEHMHM jauarHoza MMA mpoBecTH NpoOHOE JiedeHue
#imanokobasramMuHOM™* * 11s1 onpenenenus Gopmbl 3a0osieBaHus — Bio-pe3ucTeHTHaAs WM
Bio-uyBcTBUTENBHAS [1, 11, 17, 50].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 4)

KommenTapuii: ¢ omoii yenvio nasnauaiom kopomxuti kype (8-10 onetr) #yuanoxobanamuna™®* 6 doze

1 me/cym noo xowmponem sKcKpeyuu MemuiMaioHO80U KUCIOMbL (UBMEPSAIOM 8 00pa3yax mouu,

coopannulx uepes oenv 8 meuenuu 8-10 oneil). Cruscenue na 50% u 6o1ee om ucxoouwvix yposrei

ceudemenvcmayem o Bio-3asucumouni ¢hopme 6Oonesnu. JJemsam ¢ ycmarnosnennou Biz-3asucumoti

Gdopmoti MMA mnasuauaiom oOnumenvhoe Jnedenue Hyuanoxooanramunom™*, 0oza noooupaemcs

UHOUBUOYATILHO, 6 3ABUCUMOCIU OM KIUHUYeCKUX U Ouoxumudeckux napamempos [1], nanpumep, 30

me kadxcovie 2 unu 4 neoenu [29]. bonee saghghexmusno npumenenue akmuenvix popm eumamuna (6

P®  3apecucmpuposanvt kax Ouonocuuwecku axkmusHvle 000a8Ku) — 2UOPOKCOKOOANAMUHA

(euopokcurkobanamuna) (1-14 me/neo ¢/m) [30].

Haoice 6 cnyuae Biz-3asucumott popmol, nayueHmam 0OnOIHUMENbHO HA3HAYAIOM OUEemMU1ecKoe

Jleyenue ¢ YMEePeHHbIM 02paHuyenuem 0eika HAmypaibHulX NpPOoOYKMmMos8, no0 KOHMPOLeM VPOBHS.

NPONUOHUNIKAPHUMURA 8 KPOBU U IKCKpeyuu MEMUAMAIOHOBOU KUCTOMbL.

e PexoMeH/10BaHO Ha3HaueHHE #HIEBOKApHUTHMHA BceM mnanveHtraM ¢ MMA ¢ uenbto
NOBBIIIICHUST  BBIBEJCHUS TOKCHYHONH  METHJIMAJIOHOBOW  KHCIOTBI ¥  JIMKBHIAIUH
HEI0CTaTOYHOCTH KapuutuHa [1, 4, 16, 50].

YpoBeHb yoeIHTeILHOCTH peKoMeHaanuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 2)

KommenTapuu: #i1esokapuumun naznavaemcs uz pacuema 100-200 me/ke/cym 6 2-4 npuema, 0osza
KOPPEeKMupyemcs. 6 3a8UCUMOCMU OM KIUHUYECKO20 omeema U yYpoeHs KapuumuHa. Tepanus
nPOOOUMCs.  NPAKMUYECKU HenpepuléHo. B nepuod memabonuueckoeo Kpuza u oCmpotl
eunepammonuemuu 003a moxcem ovims yeeauvena oo 300 me/xe/cym. Oounaxo epynna skcnepmos

npeonazaem He npesvlulams CymoyuHyio 003y #ieeoxapnumuna eviwe 12 2 ons e3pocavix [1].

e PexoMenaoBaHo BceM manueHTaM ¢ MMA Ha3HaueHHe aHTHOAKTEpUALHON Tepamuu C
IENTBI0 KOPPEKIIMK OOMEHa BEIIECTB IyTEM HOPMaTU3aIlii KHIICUHOW MUKpoOHoTHI [1, 4, 16,

50].
YpoBeHb yoenuteqbHOCTH pekoMeHaanuii C (ypoBeHb T0CTOBEPHOCTH JA0KA3aTeJIbCTB — D)
KommenTapuu: yuumsigas, umo okono 25% nponuonamoe obpasyromcs noo eiusHuem
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HCUBHEOESIMENbHOCMU KUUWEUHOU MUKPOOUOMbL, OONOIHUMETbHBIM CHOCOOOM KOppeKyuu oOMeHd
ABNAEMCA AHMUOAKMEPUATLHASL MEPANUSL C Yelbl0 NOOAGNIeHUSL AKMUSHOCIU NAMO2EHHbIX U YCTI08HO
NAmo2eHHbIX MUuKpoopeanusmos. Haznauarom xypcwlt #memponudaszona** 6 ooze 10-20 me/ke/cym ¢
meuenue 10-14 Oneui, uepes 3-4 medenu Kypc npu HeoOX0OUMOCMU NOBMOPAIOM UNU, 8 CAydde
Henepernocumocmu #memponuoazona™** unu uepedyrom c¢ #memponuoazorom™** ¢ unmepsaiom 1
mecay —  Hamoxcuyuniun®*  (50me/xe) umu  #Ko-mpumokcazon  [Cynvgpamemoxcazon +
Tpumemonpum] ** (20 me/xe) [1, 31, 32, 50]. UYepeoosanue npenapamos neobxooumo O
NPOUIAKMUKY  PA3BUMUSL  PE3UCMEHMHOCIU  MUKPODIOpbl K AHMUMUKPOOHOU mepanuu. Bo
usbesicanue pazeumusi KOIOHULL, YCMOUYUBbIX K 1eKapcmeam, pekomenoyemces 1-2 nedenu mepanuu,
yepedys ¢ 2-3 Hedenamu nepepuvle uiu yepedyst Kaxcovlil mecay. Modxcem Oblmb noie3H0 NPUHUMANMb
oobasku ¢ npoouomuxamu (AOTFA: Ilpomusoouapeiinvie mukpoopeanusmoi) (uzbezas mex, komopoie
codepoicam bakmepuu, npooyyupyiowue nponuoHosyr0 KUCIOmY), umobbl 60CCMAHOBUMDL U

coanancuposamo kuuteunyio gaopy [1].

e PexoMmenaoBanbl mnanueHTaM ¢ MMA 1o mnoka3aHusM BUTAMHHBI U TOJHMBHUTAMUHBI C
MUHEpaJIbHBIMH BEIIeCTBaMHU (colepikamiue KoyieKanbIudepor™®, mnmaHnokoOamamMuH™*,
¢donueByr0 KHUCIOTY*™ mpemnapaTsl LIMHKA, IpernapaTbhl CeleHa U JIpPYrue) B BO3PACTHBIX
JI03UPOBKAX C LEJIbI0 KOPPEKIIMK HYTPUTUBHOTO cratyca [1, 4, 16].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

e PexomenaoBano mnanueHtaM ¢ MMA uMeOmMM XPOHUYECKYK) THMIIEPAMMOHHUEMHIO
HazHaueHue mnpenapata A16AAQ5 kapriymoBas KHUCIOTa C LENIbIO TNPEIOTBPAIIECHUS
pa3BUTHS TUIIOAMMOHUEMHUYECKHX cocTostauit [39, 50].

YpoBeHb yoenuTEeILHOCTH peKoMeHIanuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 2)
KomMeHTapuii: nosgviuienuvim yposHem amMMOHUs 8 Niasme KpPosu y HOBOPONCOEHHBIX CUUMAEMCSL
yposenwv 6onee 150 mmonv/n (>260 me/on), y oemeii cmapwezo sospacma u 3pocivix — 6onee 100
mmonwv/n (175 me/on) [40]. Ilo oannvim aumepamypol yposeno amMMoHuUst, Mpedyiowull Ha3HaA4eHUs
Kapenymosou kuciomol, cocmaegnsem om 142 + 46,495 yuxmonv/n. Kapenymogyio kuciomy nasnauarom
6 dosuposke 100-250 me/ke. Boisisneno 0ocmosephoe CHUdCeHue YPOsHs AMMOHUSL 8 NAd3Me KPOBU
ApU OUMENbHOM JleYeHUU KapeiyMO8OU KUCIOMOLL U CHUNCEHUE YUCIA INU30008 2UNePAMMOHUEMUU,
mpebyiowue cocnumanuzayuu [41, 42, 43].

Onvim npumeHeHusi KapeaymMoBol KUCIOMbl UMeemcs 6 psoe MeOyYpedrtcOeHull, HO KOAUYecmeo

nayuernmoes, Komopbim npoeodumc;z OanHas mepanus ece ewe OcpaHudero, no3momy mpe6yi0m0}z
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oanvHetuue ucciedosanust 0si coopa 0oKasamenibcme no sppexkmusnocmu smo2o npenapama [44,
45].

3.1.3 Jleuenue NMALMEHTOB B IEPHOJ MeTA00JIHYECKOI0 KpH3a

Ilpu yepose unu 6 ciyuae pazeumusi MemaboOIUYecKo20 Kpu3a iedenue O0JIHCHO HAYUHAMbCS
He3aMeO0IUmenbHo.

JleueOnvlie Mmeponpusmusi HANpaeieHvl HA NpeKpaujeHue 00pa308aHus U HAKONJIEeHUs.
MOKCUUHBIX OP2AHUYECKUX COeOUHEHUL U 8bleedenue ux uz opeanuzma. Taxmuxa nevenus oemeli 8
nepuoo Kpu3a 6Kuo4aem KoOppekyuio Ouemomepanuu, bleeoenue HaKaniu8arowuxcs OpeaHuieckKux
KUCTIOM, KOPPEeKyulo Memadoauieckozo ayuoosd, UNepamMMOHUeMuu U 600HO-IAeKMPOIUNMHBIX

HapymeHuL?, IHepzcemu4ecKyro nOO@@pOfCKy U CHUJMICEHUSl URMEHCUBHOCMU npoyeccos Kamaboauzma

[1, 2, 4].

e PexoMeH0BaHA YKCTPCHHASI TOCITUTAIM3AIMS ¥ BBITIOJHEHUE MEPOIIPUATHIA IO KOPPEKIIUU

JMETOTEePAIMU U MPOBEJICHUIO MHTEHCUBHOM TEpanuyu BceM namnueHtam ¢ MMA nipu yrpose
WIN B CJIydae pa3BUTHs METa0OIMUECKOTO KpH3a C LENbI0 He3aMEUIUTEIIbHOTO TIPOBEICHUS
WHTEHCUBHOMW TEPAITUK U MPEI0TBPAIICHHS KU3HEYTPOXKAIONIKX OCiIokHeHu# [1, 4, 16, 50].

YpoBeHb yoenuTelbHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbLCTB — 5)

KomMmeHnTapuu: npu naauuuu 1106020 u3 haxmopos, cnocoomsbix cnposoyuposans Memaboiudeckull

Kpu3, He0OX00UMO paccmMompens 60NPOC O HAZHAYEHUU UHDY3UOHHOU mepanuil.

Daxmopbwl, cnocobHbLE CNPOBOYUPOBAMb MEMAOOIUYECKULL KPU3.

- npuem nuwesvix OeIKo8 U JHCUPO8 6 KOoauuecmee, Npesvluarowem moaepaHmHoCcms
opeanusma O0IbHO20 pebeHKa,

- HedoeOdaHue, HU3Kas KAIOPUIHOCIb PAYUOHA,

- UHMEPKYPPEHMHbLE — PECRUPAMOPHbIE  WIU  JHCETYOOYHO-KUULEUHble — UHQEKYUOHHbLE
3abonesanus u opyaue paxmopul, nposoyupyrwue Kamaboauzm,

- noBblUleHUe MeMnepamypvl meid,

- anecmesus, xupypcuiecKkue emeuwameilbcmed.

. PexoMennoBaHo mammeHta ¢ MmerabonmueckuM KpuzoM Ha (pone MMA mepeBectn Ha
MUTaHUE UCKIIIOYUTEIBHO CMEChI0 aMUHOKUCIIOT 0e3 M30JIeHIIMHA, METHOHHHA, TPEOHUHA U
BaJlMHa, HO He Ooyiee yeM Ha 24-48 4acoB ¢ 1eJbI0 CHUKEHHSI 00pa30BaHUs TOKCHUYHBIX
metabomutos [1, 4, 16, 50].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbLCTB — 5)
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KomMmeHTapum: npu Hanuuuu cpvleugaHuil, peomvl, OMKA3@ OmM edbl — KOpMIEHUe uepes
HA302ACMPAIbHBLU 30HO UIU 2acmpocmomy (yemanoeka eacmpocmomot) [1]. Cobriooams pescum

OPOOHBIX U YACBIX KOPMACHUU U U30e2amb OIUMENbHO20 20100AHUSL.

o PexomMeH10BaHO B METa0OIMYSCKOM KPH3€ CHU3UTH MOTPEOIeHUE O0IIEero MUIIEeBOro Oenka
B palyoHe MmanueHToB ¢ MMA, CyTO4YHBINH ypOBEHb O€jKa — SKBHBAJICHTa JIOJKCH OBITh HE
HIOKE 0€30I1aCHOTO YPOBHS, IIPH TOM 00CCIIEYNTh BHICOKOKAIOPUITHOE MUTaHue (Tabnuma 2)
C LIEeJIbI0 CHUXKCHHUSI 00pa30BaHus TOKCHYHBIX MeTtabonuToB [1, 4, 16, 50].
YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 5)
KomMmeHTapum: sHepeoyeHHOCMb nuwu U 6600UMOU  JHCUOKOCU NOBLIWAIOM 34 CUem
ucnonvzosanuss 5-10% oOexcmposol™™, enoxozononumepuvix pacmeopos (MaibmoOeKCmpum) 6
O0ONONHeHUe K CMeCU Ha OCHO8e AMUHOKUCIOM, paciem Npou3gooumcs ucxoos uz kaiopuinocmu 1 2
yeneeoooe = 4 kkan, 1 2 manemooexcmpuna npupaenugaemcs k 1 2 yeneeodos. BozmooicHo
napenmepanvHoe 8eedenue yene600os (5-10% oexcmposvl**), a makoce aunudos 0o 1 e/xe/cymru;
Tabnuya 2. bezonachvili ypoeenv nompebiienus 6eika u nompeOHOCMb 8 SHepeuu y oOemell

PAa3iUdYHOc0 80o3pacma c MEMUIMAIOHOBOT auu()eMueﬁ 6 nepuod Memabonuyecko2o Kpusal

0-12mec 1-3 200a 4-6 nem | 7-10 nem 11-18
Bospacm
Obwuti 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
Kkan/ke/cymku
JKuokocmo 120 100 1200-1500 | 1500-2000 | om 2000
(6 m.u. 600a, pacmeopul ma/ke/cym | ma/ke/cym | ma/cym ma/cym ma/cym
0/151 NAPeHMePanIbHO20
numawus,)
L aoanmupoeano uz Matthias R Baumgartner et al. 2014 [1].
. PexomengoBano uepe3 24-48 bacoB mocie OTMEHBI HATypallbHOTO Oeclika (B TIEPUOJ

MeTaboIMYeCcCKOro Kpu3a) nanueHtam ¢ MMA mocTeneHHO BBOAUTH MPOIYKTHI, COACpKAIINE
HATYpaJbHBII OCJIOK IIeJTbI0 TPEAOTBPAIICHUST HYTPUTUBHON HemocTtaTouHocTH [1, 2, 4, 16].

YpoBenb yoeauTebHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbLCTB — 5)

KommenTapuu: Hcmounuxom namypansnoco 6enxa 07 Oemell NepevbiX Wecmu Mecsayes HCUsHu
ABNAEMCA MAMEPUHCKOE MOJIOKO/OeMCKAs MOJOYHAS CMECh, 01 0emell 8Mopo20 NOLY200Us. HCUZHU

— makoice HU3KODENKo8ble NPOOYKMbL NPUKopma, Oas oemell cmapuie 200a — HU3ZKOOEIK08ble
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HamypaibHvle npoOYKmul (Kpynwl, 080w, )pyKmsl, pacmumenbHble Macia) U Cneyualusupo8aHHole

HU3K0beIK08ble NPOOYKMbL HA OCHOBe Kpaxmanos [1].

. PexoMeH10BaHO TanMeHTaM B MeTabOIM4YecKOM Kpu3e Ha ¢oHe MMA npuMeHSTh
TITFOKO30TIOIMMEPHBIE PACTBOPHI (MATBTOJEKCTPHH), & TAK)KE HU3KOOCITKOBBIC MPOIYKTH HA
OCHOBE Kpaxmaja JiIsl MoJIep >KaHus COOTBETCTBYIOIIEH SHEPreTHUeCKON IIEHHOCTH pallioHa
[1, 2, 4, 16].

YpoBeHb yoenureabHocTH pekoMenaanuii C (ypoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

KommenTapuu:

Konuuecmeo pacmeopa dexcmposol™™ ciedyem onpedensims 6 COOmMBEeMCmMaUU ¢ 0OWUM CYMOYHbIM

nompeobaeHuemM HCUOKOCmu, COOmMeemcmayouuUM 03pacmy.

Tabauya 1. Obvem sicuokocmu u pacmeopa 0excmposvl™* npu pazeumuu MemabdoIuyecko2o Kpu3a

Bo3spacr % O6beM xuaAKoCcTH (MIT) B ICHb Yepe3 poT

(;er) JIEKCTPO3bI*™*

0-1 10 120 - 150 mur/kr

1-2 15 120 mu/kr

2-9 20 ITpu Bece mo 10 xr - 100 ma/kr, 11-20 xr - Ha MEepBBIE JAECATH

kunorpamm 100 mur/kr, Ha crnemyroiue aecats kuimorpamm 50
MJI/KT, Tipu Bece Ooitee 20 kr - Ha miepBbIe aecaTh kuiorpamm 100
MII/KT, Ha ciefyromue aecsatb kuiaorpamm 50 mur/kr, nocne 30 kr
- 25 mMy/kr

Crapmre 10 |25 ITpu Bece o 10 kr - 100 mur/kr, 11-20 kr - HaA TIEpBBIE ACCSATH
kunorpamm 100 mi/kr, Ha cienyrommue JaecsaTh kujorpamm 50
MII/KT, IpH Bece Oonee 20 Kr - Ha epBbIe aecsTh Kuiorpamm 100
MII/KT, Ha ciefyromue aecsatb kuiaorpamm 50 mur/kr, nocne 30 kr
- 25 mur/kr

o PexomMeH10BaHO YBETUYCHHE 03I #I€BOKAPHUTHHA MAIMEHTaM B METa0OJIMYECKOM KpHU3e
Ha (hone MMA s noBbineHus 3¢ dexkruBHocTr Tepanui [1, 2, 4, 16, 50].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbLCTB — 5)

Kommenrapum: #1egokapnumun Hasnauaiom 6oaocuo ne menee 100 me/ke maccol mena u oanee

ocmasnsirom  noodepacusaiowyro 003y 100 wme/xe/cymru. Jna nosviwenus 3gppexmusnocmu

npednoqmumeﬂbHo G6HYMPUBEHHOEe UIU BHYmMpPpUMblUiedYHoe 66edeHe npenapama ¢ UYeiavio
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NOO0EPHCAHUSL COOEPHCAHUSL CBODOOHO20 KAPHUMUHA 8 KPOSBU GblUe HOPMALbHBIX 3HAYEHUU. Dmo
obecneyusaem 0emoOKCUKAYUOHHYIO PYHKYUIO KAPHUMUHA, VIYYulaem cesa3bléanue U 6bl6e0eHue U3
Op2aHU3MA MOKCUYHBIX NPONUOHOBBIX NPOU3BOOHBIX. [Ipu UCNONbL308AHUU BLICOKUX 003 BO3MONMCHO
pazeumue 3Qphexmos 8 uoe MmowHOmMbl U HeNnPUAMHO20 3anaxa (Moya, ovlxanue, nom). Yxaszauuvie
AGNEHUsL NPOX00siM NOCHe CHUdCeHus 003bl. B nepuod memabonuueckoeo Kpuza u ocmpou
aunepammonuemuu 003a moxcem ovimo ygeauvera 0o 300 me/xe/cym. Oonaxo ne cmoum npegoiiuams

cymounyio 003y #aesokaprumuna eviute 12 2 ons e3pocavix nayuenmos [1].

. PexoMeH/10BaHO BHYTPUBEHHOE BBEICHHE pacTBOpa ACKCTpo3bI** manmeHtam ¢ MMA B
COCTOSIHUM METa0O0JIMYEeCKOTO KpH3a C IENIbI0 BOCHOIHEHUS YHEPreTUYECKOTO NePHIMTa U
IpeI0TBPAICHUS Pa3BUTHS HEBPOJIOTHYECKUX HapyieHwuii [1, 2, 4, 16, 33, 34].

YpoBeHb yoenuteabHoCTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

KomMmenTapum: enympusennoe ggedenue pacmeopa 0ekcmposwl ** uz pacuema: H080podHcOeHHbie U

oemu 00 1 2o0a 8-10me/xe/mun, om 100 3nem 7-8 me/xe/mun, om 4 0o 6 nem 6-7 me/ke/mun, om 7 00

12 nem 5-6me/ke/mun, cmapwe 12nem 4-5 me/ke/mun, 63pocnvie — 3-4me/xe/mun. Ilpu cuudsicenuu

2NOK03bl HUdice 2,5 mMmonv/n 8 Kposu Heobxooumo ewympusenHoe cmpytinoe ggederue 10%-25%

dexcmpo3svl** uz pacuema 2-3 ma/ke, danee nepexoosam Ha enympusennoe kaneiavhoe ésederue 10%

oexcmpo3svl** co ckopocmuio 1-9 me/ke/Mun 00 HOpMaIU3AYUY YPOBHS 21H0K03bL 6 Kposu. Haznauenue

dexcmpo3vl™* He MONbLKO 60CNONHAEm MKAHe8OU SHepeemudeckull deuyum, HO U NOOAssem

JIUROU3 U CHUNCAEN NPOOYKYUIO MOKCUUHBIX OePUBAMO8 HCUPHBIX KUCTION.

Heomnooicnyro snympugennyro mepanuio ciedyem HAuuHams KAk MOXCHO paHvule npu bonee
MANCENIX COCMOAHUAX, C BbICOKOU MeMNepamypou, NOSMOPAIOWeNcss PEOmMOoLl Ul MAHCETbIM
2acmpoI3HmMepuUmoM.

Pacmeopvr ona enympusennvix ungysui, coodepoicawue 10% Odexcmposzy®* (unu 6Oonee)
cnedyem UCNOIbL308aMb 0aAdce NPU HOPMAILHOM YPOBHe 2N0K03bl 6 Kposu. Eciu y nayuenma
PA36UBAEMCS 3HAUUMENbHASL 2UNEPITIUKEMUSL C 2TIIOKO3YPUell U UMEIOMCs NPUSHAKU Memadoaudeckotl
O0eKoMneHcayuu, mo ciedyem paccmompenb 603MOAICHOCMb HAYANA 66€0eHUS NPENapama epynnvl
«UHCYTIUHBL KOPOMKO20 OeUCMBUS U UX AHANI02U O UHDEKYUOHHO20 B8€0CHUSY 6MECHO CHUNCEHUS
cKkopocmu uH@y3uu oekcmpo3vl **, cnocobcmays anabonuueckomy cocmosHuio. Ypoeenv npenapama
2PYNNbl «UHCYIUHBL KOPOMKO2O OCUCMBUs U UX AHAL02U OISl UHBEKYUOHHO2O 88EOeHUs» Clledyem
MUMpo8amo, ymoobwvl NOOOEPHCUBAMb YPOBEeHb 2oK03bl 6 kKposu 5,5 - 8,3 mmonwv/n (100-150 me/on).

Credyem ommemums, ymo un@ysus Oojee KOHYEeHMPUPOBAHHO20 PACmMBopa 0eKcmpo3svl™*

(15-25%) npu 6onee nuskoli ckopocmu un@y3uU NOCPEOCMEOM YEHMPAILHO20 Kamemepa MOXCem
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nompeb06amuvcsi npu HedOCMamoyHol cepoeynol Gyuxkyuu. Kpome moeo, credyem cobrooame
OCMOPOACHOCL NPU NPEKPAUEHUU BHYMPUBEHHOU UHDY3UU — HE0OXO0OUMO MeONeHHO CHUNCAMb

CcKOpOCmb, umobwvl uzbedxcams cocmosnus peakmusnou cunoziuxkemuu [28].

. PexomengoBano: manueHtaM ¢ MMA npu MeTaboIM4ecKoM KpH3e Ha3HAYCHHE PacTBOpA

Harpus ruapokapOoHara** ¢ meipro KOppeknuu Metadbonndeckoro anuaosa [1, 35].

YpoBeHb yoeauTeIbHOCTH A0Ka3aTeabcTB — C (YpOBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5)
KommenTapuu: rampus cuopokapoonam™* npumensemcs 6 eude 8,4% u 4,2% pacmeopa ons
yoobcmesa nepepacuema Ha Mmoab wampus euopoxkapoonam** (NaHCQO3). E2o 0o3upoexka (Mmob)

ons 4,2% pacmeopa onpedensemces no popmyne: (-BE) x macca mena (ke) X 0,3 [35].

Kpome moeo, nayuenmam neobxooumo wenounoe numve — pacmeop coovl uz paciema %:-1 uaiinas
noxcka Ha 200 mn 600wl wenouHvle MuHepanbHvle 600bl. B ciyuae 0eKOMNeHCUPOBAHHO2O
MemaboIueckoeo ayuoosd, He no00anue20cs MeOUuKameHmosHoU mepanuu, NPOBOOSMCsL MemMoobl
IKCMPAKOPNOPATLHOU KOPPEKYUU 20Me0cmasd (Hanpumep, 2emoouaduibmpayus RpooieHHas (6eHo-
senosnas)) (cm. n.3.3) [36]. B sasucumocmu om msicecmu cocmosnus, 6 cpednem, Kaxcovie 6-12
yacog credyem KOHMPOIUPOBAMb  NOKA3AMENU  KUCIOMHO-OCHOBHO20 — COCMOSIHUSL — KPOBU
(uccneoosanue yposms 6ypepnvix seugecma 8 Kposu, UCciedo8anue yposHs 6000poOHbIX uoHos (pH)),
VPOBHS HAMPUs, KAIUA U UOHUSUPOBAHHO2O KAIbYUs 68 KPOBU, a4 MAKdHCe COOepHCaHue 1aKmama
(uccnedosanue yposHss MONOYHOU KUCIOMbL 6 KPOBU), AMMUAKA U 2IOKO3bl 6 KPOSU) C Yeabio

KOHMPpPOJIAl 1e4€eHUA.

. PexomenaoBano HazHaueHue HaTpusi OeH3oaTa (OMOJIOTMYECKH aKTHBHas jJ00aBKa) mpu
ypoBHe amMoHusi B KpoBu Bbimie 100 MxMonb/n1 manumeHtaM ¢ MMA npu pa3BUTHH
MeTabOoIMYECKOr0 Kpr3a C IeNbI0 KymupoBaHus coctosaus [1, 16, 18, 21, 23].

YpoBeHb Y0eIUTENLHOCTH J10Ka3aTeJbcTB C (YPOBEHb J0CTOBEPHOCTH peKoOMeHaanuu — 4)

KommenTapuu: Hampus 6enzoam (buonocuuecku akmusHas 000a6Ka) HA3sHauaemcs u3 paciema om

250 me/ke 6 cymku (maxcumanvno 0o 500me/xe/cym, ecau macca mena npegviuwaem 20 ke 0o

5,52/m*/cym). Koumpons ypoéHs ammonus OondiceH nposooumscs Kaxcovie 6-12  uacos.

Ocywecmensaiom 06a3amenvhbili KOHMPOJIb YPOSH HAMPUsL U Kalus 6 Kposu He pexce 1 paza 6 2 uaca.

Coenacno  MedcOYHApOOHbLIM — PEKOMEHOAUUAM N0 JeYeHUI0  CUNEePAMMOHUEMUU  NOKA3AHO

BHYMPUBEHHOE 68€0eHUEe NPENapamos, CeA3bl8aAUUX AMMOHUL, OOHAKO 6 HACmOosuee 8pems Ha

meppumopuu Poccuiickoii @edepayuu oannbvle 1eKapcmeenHvle cpeocmea He 3apecucmpupo8aHbl.
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Hexomopule uyecmeumenvhvie nayueHmsl ¢ XPOHUHECKOU UnepamMMoHuemuell maxdice Mo2ym
NOIYYaAmMb NEePOPANbHYIO Mepanuto OeH30amoM HAmpus, ¢ MWAMenIbHbIM KOHMPOAeM YPOBHS.
AMUHOKUCIOM U INEKMPOIUMO8. IMom NPOmMoKOJl He A6IAemCs CMAHOAPMU3UPOBAHHOU NPAKIMUKOL,
HO MOdicem OblMb NPUMEHEH 8PAYOM HA OCHOB8AHUU TUYHO20 onvima. [46; 47].
. PexomeHn10BaHO Ha3HAUCHHE NpENapaToB KapriaymoBoii kuciotsl (AL6AAQS) nanueHTam ¢
MMA c nenbio CHIKeHHs ypoBHs ammonus [38, 39, 50].
YpoBeHb yoenuTeJbHOCTH 10Ka3aTebeTB C (YPOBEHD 10CTOBEPHOCTH peKoMeHIauu — 4)
Kommenmapuii: N-xapbamunenymamam annocmepuiecku akmueupyem
kapoamungocphamcunmemasy | 6 yuxie mouesunsl, Umo nPUBOOUN K CHUNCEHUIO YPOBHSL AMMOHUSL.
Buvibop 003v1 N-xkapbamunenymamama, xomopwiti 0ocmyneHn 6 6uode nepoparbHO20 npenapamad,
paznuuaemcs 6 aumepamype. B ucciedosanusx MuHumanibHas sggexmusnasn 0oza cocmasuia 12,5
me/xe/cym, a makcumanvras 0oza cocmasuna 250 me/xe (Ouanazon 100-250 me/ke) 6e3 kaxux-aubo
nooouHvIx 3pexmos. Ilpu cmouKou eunepammoHuemMuy 803MONCHO HA3HAYeHUe Kak OeHzoama
Hampusi 8 MOHOMeEPanuu, max u 6 Kombunayuu ¢ kapenymosou kuciomot [39].

3.2. X¥upyprudeckoe JeyeHue

. PexomengoBano nanueHtaMm ¢ MMA npu nporpeiMeHTHOM TEUEHHUU IATOJIOTUYECKOIO
Ipoliecca B MEUYEHU U MOYKaX PacCCMOTPETh BO3MOKHOCTh TPAHCIUIAHTALIMM NIEYEHHU U MOYEK
10 JKM3HEHHBIM MOKa3aHUSAM (IPOBOJMTCS COTJIACHO PEKOMEHIAIMSAM [0 TPaHCIUIAHTAIUN
neueHu u nouek) [1, 4, 16, 24, 49].
YpoBeHb y0eaUTEIbHOCTH peKkoMeHaaluii B (YpoBeHb 10CTOBEPHOCTH /0KA3aTEJIbCTB — 2)
KomMmeHnTapuu: noxazanus ona mpancnianmayuu nedenu uiy KOMOUHUPOBAHHOU MPAHCHIIAHMAYUY
neyeHu U noyeK 8 Hacmosiuee epems He onpeoeiieHvl, 0OHAKO, Hauboee Yacmo 8 MUpPOBOL NPaKmukKe
MAKOBLIMU CIIYHCAM MANACENAS MEMADOIUYECKAsT 0eKOMNEHCayusl, HedpheKkmusHocms npo8ooUMOl
Memabonuveckou mepanuu. B mo oce epems MMA sensemcs Haubonee wacmuvim NOKA3AHUEM K
MPAHCRAAHMAYUU NeYeHU 8 OeMCKOM 803pacme cpedu BPONCOCHHbIX Memabonuieckux Ooe3Hell.
Tpancnnanmayusi neuenu Ovlia NPUSHAHA MEMOOOM 3AMECMUMENbHOU (BepMeHmHOU mepanuu.
Kombunuposannas mpancnianmayusi neyeHu u noYeK, KAK NPABUNO, GbINOJIHAEMCA Npu
npocpeccupyioujem HapyuleHuu noYeuHvlx QYHKyuti u QopmMuposanuy XpoHuueckou Hno4euHou

Hedocmamounocmu [22, 25-27].

L4 PexoMengoBaHO IIall€HTaM C MMA Bo BpEMA TNOATOTOBKU K XUPYPTrHYCCKUM

BMCIIATCIIbCTBAM, MPOBCACHUSA AHCCTC3NOJIOTHUICCKUX mocoouii u B clIydadax, Korga
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TpeOyeTcsl yUIMHUTH TIEPUO/]] TOJIOAAHUS NCIIOIh30BaTh BHYTPUBEHHOE BBEJICHHE PACTBOPOB
JNCKCTPO3bI** ¥  pacTBOpOB, BIHUSIONIMX HA BOJHO-3IEKTpONUTHBIA Oananc (Kamus
xynopunt+Harpus anerat+Harpust xyopu) ¢ [enbl0  peruapaTaiuy, TPH OTCYTCTBHH
NPOTHBOINIOKA3aHUN K BBEJCHHIO OOJBIIMX OOBEMOB JKHIKOCTCH, W TPEIOTBPAIICHUS
pa3BuTHs MeTabomnueckoro kpusa [1, 2, 4, 16].

YpoBeHb yoenuTeqbHOCTH pekoMeHaanuii C (ypoBeHb T0CTOBEPHOCTH J0KA3aTeJIbCTB — D)

KommenTapum: ungysuonnas mepanus 6 Ciyyasx, mpeoyiowux yOIuHeHus nepuooa 20J100aHUs,

pacmeopamu  0ekcmposvl** u  pacmeopamu, GIUAIOWUMU HA BOOHO-IAEKMPOIUMHBLL  OANAHC,

6600amcs uz pacyema 8-10 me/ke/mun 0ns demeti nepsozo 200a ducusnu, 6-7 me/xe/mun — 013 demeii
om 200a 0o 10 nem, 5-6 me/ke/mun — ons demeu cmapue 10 nem, 4-5 me/xe/mun - 051 83poCvIX.

Tabnuya ¢ makmuxoi eedenuss — cm. Ipunosicenue A3.7 [1].

o PexomenaoBana racTpOCTOMHUS JanapOCKOMMYECKUM JOCTYIIOM/TaCTPOCTOMHUS
9H/IOCKONUYECKUM  JIOCTYIIOM/TaCTPOCTOMHSl  YPECKOXKHBIM  JOCTYIIOM/TacTPOCTOMHUS
OTKPBITHIM JOCTYIIOM, YCTAHOBKA raCTPOCTOMBI MJIM HA30TacTPAJIbHOTO 30HJIA MMAallMEeHTaM B
MeTaboaruecKoM Kpu3e Ha poHe MMA mpu HaJU4Mu PBOTHI U CPBITHBAHUS WM OTKA3€ OT
npreMa UM C IEIbI0 KOPMJICHHSI CMEChI0 aMUHOKHCIIOT 0e3 HM30JIeHIIMHA, MCTHOHUHA,
TPEOHHWHA U BajuHa [1].

YpoBeHb yoeauteabHocTH pexoMennanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3aTeJbCTB — D)

KomMmeHnTapuii: no mepe neobxooumocmu nposoOUmMCsi 3aMeHA 2ACMPOCMOMUYECKOU MpYyOKU,

3aKpvimue 2acmpocmomyl, yxXo0 3a Ha302ACMPALIbHbIM 30HOOM.

3.3 UHoe Jeyenue

. PexomengoBano namuentam ¢ MMA paccMoTpeTh BONpoc 0 HEOOXOAMMOCTH MPOBEACHUS
MIEPUTOHEATLHOTO JHalli3a WM TeMOJUAIN3a TPU OTCYTCTBUU OBICTPOU ITOJIOKHUTEIHHOU
pEaKIuu Ha UHTEHCUBHYIO TEPAIHIO, COXPAHSIOIIEMCS] KETOAIUI03€ U TUIIEPAMMOHHUEMUH C
IeJIbI0 KOPPEKIIMU TaHHBIX cocTostHuit [1, 4, 16, 24].

YpoBeHb yoenuteabHoCTH pexoMenaanuii C (YypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

KommeHnTapuu: nepumowneanvuviii Ouanu3 uiu 2emooudaiu3 npoeoosimcs ¢ yeavio Oonee

ahpexmusroco avleedeHUss MOKCUUHBIX MEMAOOIUMO8.

4, MeauuuHckasi peadWiuMTalMsT W CAHATOPHO-KYPOPTHOE  JiedYeHHe,

MCIUMIMNHCKHUEC TIIOKAa3aHUA M IIPOTHBONOKA3ZaHUA K MNPHUMCHCHHIO METO/10B
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peaﬁn.ﬂnTaunn, B TOM YHUC/JI€ OCHOBAHHBIX HAa HCIOJb30BAHMM NPHUPOAHBIX

JieyeOHBIX aKTOPOB.

) PexomennoBano mamueHTaMm ¢ MMA mnpoBeneHrne peaOUIUTAIMOHHBIX MEPOIPHUSTHH,
HaIPaBJICHHBIX Ha COIMAIBHYIO aJaNTalio, MOAJEpPKAHHE U Pa3BUTUE KOTHUTHUBHBIX U
WHTEIUICKTYaJIbHBIX QYHKIHA [1].

Yposenb yoeauteabHocTH pekoMeraanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — D)

° PexomengoBano mnamuentaMm ¢ MMA mnpoBeneHHE TCHUXOJIOTMYECKOW TMOIACPKKH U
o0OydeHus poJuTeNel MpaBuiaM OpraHu3aluy MOMOIIY U JUETOTEPANUU B MEKIIPUCTYITHBIN
IICPUOJI M B IIEPUOJT YIPO3bl MeTaboIMUeCKOro kpusa [1, 4, 16].

YpoBeHb yoenuteabHoCTH pexoMenaanuii C (ypoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

5. HpO(l)I/IJIaKTI/IKa H JUCIIAHCEPHOE Haﬁ.monem/le, MEAUIMNHCKHE NMOKa3aHudA H

IMPOTHBOIIOKA3aHUA K IPUMECHCHHUIO ME€TO/10B HpO(l)I/IJ'laKTI/IKI/I.

C 01.01.2023 6 Poccutickoti @edepayuu nposooumcsi pacuiuperHblil HeOHAMAIbHbIUL CKPUHUNHS C
yenvro panHell OUASHOCMUKU PSiod HACIeOCMBEHHbIX 3a001e6aAHUIL, 8 MOM YUCTIe MEMUIMATIOHOBOU
ayuoypuu.

5.1 IIpopuaakTuxka

¢ PexoMeHgoBaHa KOHCYJIbTALlUS Bpaya-TeHETHKA CEMbSIM C OTATOIICHHBIM aHaMHe30M To MMA ¢
LENIBI0  Pa3bsCHEHUH T'E€HETHYEeCKOro pHUCKa, OOCYXKIEHHUS BO3MOXKHOCTEH IpeHaTaJbHOW WU
NPEUMIUTAHTAIIMOHHON TUarHocTuku [1].
YpoBeHb yoenuteqbHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB —5).
KommenTapum: yuumwvigas aymocomuo-peyeccusnwiii mun Hacnedosanus MMA, ons kasxcootl
bepemennocmu puck poocoenusi pebenka ¢ MMA cocmasnsem 25%. C yenvio npogedenus
NPEeHamanbHolu U NPEeUMNIAHMAYUOHHOU OUASHOCTIUKU CYNPYICECKOU nape npeosapumensHo
HeobX00umo npoumu 06cie008aHue Ha 2emepo3uUcomHOe HOCUMENbCMEO NAMOLEHHbIX/ 6ePOSMHO-
namoecenuvix eapuanmos 6 cenax MUT, MMAA, MAB, MCEE, CD320, LMBRD, MMADHC,
MMACHC, obpamuswiucsy 6 cneyuanuzuposantvle OuazHocmuyecKue 1abopamopuu U MeOuyuHcKue
yenmpul. IlpenamanvHas OuazHOCMuUKa NPOBOOUMCS MOLEKVIAPHO-2eHeMUYECKUMU MemoOamu
nymem uccneooganus JIHK, evidenennou u3z oOuonmama 60pPCUH XOPUOHA U/UNU  KIEMOK

AMHUOMUYECKOU HCUOKOCTU U/ UTU NIIOOHOU KPOBU.
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e PexkoMeH10BaHO C LIEJBbIO MPOPUIAKTUKY PA3BUTHS META0OIMUECKUX KPU30B HH(POPMUPOBaHHE
ponutenell (MM 3aKOHHBIX NpeacTaBuTenel) manueHnra ¢ MMA o xapakrtepe 3a0oieBaHus,
NPOBOLUPYIOMIUX (PAaKTOPaxX M MPEIBECTHUKAX KPU3a, BO3MOXKHBIX €ro MociaeacTBusX [1].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 5)

e PexomennoBano mnamueHtaM ¢ MMA 1npoBOANUTH NPOPHIAKTHYECKYIO BaKIUHALUIO B
COOTBETCTBUU C HAI[MOHAJIBHBIM KaJeHAApeM MPOQPHIAKTUYECKUX TPUBUBOK C IEJIBIO
dopmupoBanus 3PPEKTUBHOTO UMMYHHOT'O OTBETa OT MH(MEKIUI ¥ MPETOTBPAIICHUS Pa3BUTHUS
MeTaboanueckux kpu3os [1, 31, 54].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 5)

KomMmeHTapum: sakyunayuro HeoOX00UMO NpOBOOUMb 6 MOM Hucie Hpomue epunna u

pOomasupycHou uH@exyuu, npu HeobXo00UMOCmu — U OpYyeUMU BAKYUHAMU, C COON00eHuem

B03DACMHBIX OZPAHUYEHUN UMMYHOOUOLOSUYECKUX NPEenapamos Ha (oue Cmpo2o2o GblNOJHEHUs.

ouemuyeckux u leyeOHbIX HazHaueHuu. Bakyunayuio yenecoobpasno nposooums nod KOHmMpoiem

CReyuanucmos, UMerwux onvlim pabomsl ¢ NAYUEHMAMu ¢ Memaboruyeckumu OonesHamu. B

NOCMBAKYUHATILHOM Nepuode ciedyem NPUCmaibHO HAba00ams 3a NPUSUMBIMU C NOBMOPHLIM

UMepeHuem memnepamypvl mend, Umo HeoOXO00UMO OJsi He3aMedIUMeNlbH020 HAZHAYEeHUs

arcapononudicaiowelt mepanuu npu ouasHocmupogaruu auxopaoku >38,0°C.

5.2 lucnancepHoe HAQJII0eHH e

. PexomengoBaHo B mpoliecce KOMIUIEKCHOTO JiedeHHsl mnanueHToB ¢ MMA ocymiecTBisiTh
KOHTPOJIb TOKa3arenel o01ero (KIMHUYECKOTO) aHajdu3a KPOBH Pa3BEPHYTOro, OOIIETO
Oenka, WHCCICIOBAaHUE YPOBHS albOyMHHa B KpOBH, mpeaibOymuHa (OmpenencHue
COOTHOILIEHUS] OeNKOBBIX (ppakiuii MeTooM 3ieKTpodopesa, omnpeneneHne COOTHOIIEHHS
OenKOBBIX (DpaKIMii METOJOM BBICOKOYYBCTBHTEIBHOTO KAIMJUIAPHOTO 3JeKTpodopesa),
TJIFOKO3BI, (eppUTHHA, JaKTaTta (MOJIOYHOW KHCIOTHI), KOJMUYECTBEHHOTO OMpeIeTeHuUs
YPOBHS aMHUHOKHCIOT B KpOBH (KOMIUIEKCHOE OIpE/CiCHHE KOHILEHTPAIllMd Ha
AMHHOKHUCIIOTHl M allWJIKAPHUTHUHBI B KPOBH, KOMIUIEKCHOE OIpeJIeIeHue KOHLEHTpAIMU Ha
AMHWHOKHUCIIOTBI M aAllUWJIKAPHUTHHBI B KPOBU MCETOAOM TaH}IeMHOﬁ MﬂCC-CHGKTpOMeTpI/II/I),
CBO60}1HOFO KapHHUTHHA, [TapaMETPbl KUCIOTHO-OCHOBHOTI'O COCTOAHUA KPOBHU (I/ICCJ’IGHOB&HI/Ie
YPOBHSI BOJIOPOIHBIX HOHOB (pH) KpoBH, HccieoBanne ypoBHs Oy(EpHBIX BELIECTB B KPOBH)
C LIEJIBIO0 KOHTPOJIS TTOKa3aTeNeil M OLEHKH COCTOSHHS nanuenTa [1].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbLCTB — 5)
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KommenTapuu: obwuii (kiunuyeckuii) ananus Kposu paseeprymvlii KOHMpoaupyemcs e pedice 1

pasza 6 200. YposHu memuoHuHa, mpeoHuna, 8aluHd, U30ielyuHa 8 Kposu 6 pe3yivmame JedeHus

O0JIICHLL  OblMb  NPUOTUdNCEHBI K peqhepeHCHbIM  803pACmHbIM  3Ha4eHUsAM. (OCOOeHHO 6adHCHO

obecneuusams HOPMAILHBIL CbIBOPOMOYHDIL YPOBEHb AMUHOKUCIIOM C PA3BEMEIeHHOU Y2nepOOHOl

yenvio. Tak, Hedocmamounoe nompebienue Oeika u oeuyum uzonetyura sAIAOMCs NPUUUHOU

Dpassumusi maxjceno20 aKkpooepmMamuma u Cayicam OCHO8aHUueM 0Jisl OONOJHUMENbHO20 86€0€HUsl 6

payuon numanus L-uzoneiyuna 6 0oze 50-100 me/cym (npodykmer numanus, codepoicaujue

usoneuyun 6 oozuposxe 50-100 me 6 cymku) 6 3asucumocmu om cmenenu degpuyuma. Codepoicanue
2NIUYUHA 8 KPOBU MOJICEm OblMb YMEPEHHO NOBLIULEHHBIM.

o PexomeHngoBaHo TalMeHTaM C TMOATBEpKICHHBIM auarHo3om MMA B mpouecce
KOMIIJIEKCHOTO JICYEHUS TPOBOIUTH OTIPEICIICHUE TOYSUHON SKCKPEIIH METUIMAJIOHOBOH, 3-
THJPOKCUMETUIMAIOHOBOH, METHJUIMMOHHOW  KUCIOT  (KOMILICKCHOE — OIpEACICHUE
COJIep’KaHUsl OPraHMYECKHX KHCIOT B MOYE) C IIeJIbI0 CBOEBPEMEHHOIO MPEAOTBpAIlCHUs
pas3BuTHs MeTaboM4YecKoro kpusa [1].

YpoBeHb yoenuteabHocTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEJIbCTB — 5)

Kommenrapuu: Kpamunocms npogedeHuss aumaniu3o8 3a6UCUm Om  COCMOAHUA NAyueHma.

Konuuecmsennoe onpedenenue ypogusi amuHokuciom 6 Kposu (KomniekcHoe onpeodeieHue

KOHYEeHmMpayuu Ha aMUHOKUCIIOMbl U AYUIKAPHUMUHLL 68 KpPOBU, KOMNIEKCHOe onpeodelieHue

KOHYEeHmMpayuu HAa AaMUHOKUCIOMbL U AYUIKAPHUMUHLL 68 KPOSU MemoOOM MAHOEeMHOU Macc-

cnekmpomempuu) — npu CMAOUILHOM COCMOSHUU — Kadicovle 3-6 mec. B nepuod ungexyuonnvix

3a001e6aHuUll, MEMAbOIUYECKO20 KPU3a onpedeieHue YPO8Hs aMUHOKUCTIOM 8 KPOBU U KAPHUMUHOS

(komnnexcnoe onpedenenue KoOHyeHmMpayuu HA AMUHOKUCIOMbL U AYUIAKAPHUMUHGL 8 KpPOGlU,

KOMNIeKCHOe onpeodeieHue KOHYeHMpayuyu Ha amMuHOKUCIOMbl U AYUIKAPHUTNUHBL 8 KPOBU MEMOOOM

MAaHOeMHOU Mmacc-cnekmpomempuu) ocywecmensiiom ne pexce 1 pasa ¢ T7-10 owmen, KI|C

(uccneoosanue yposms 6000poouvix uonos (pH) kposu, ucciedosanue yposHs 6ygpepuvix sewecms 6

KPOBU) — edHCeOHesHO 00 cCmabuiu3ayuu nokazameJel.

. PexoMeH10BaHO ManMeHTaM C MOATBEPKICHHBIM auarHozoM MMA onpeneneHne ypoBHs
00I1ero KaabIus, HOHU3UPOBAHHOTO KaJbIIHs, HeOpraHmdeckoro ¢ocdopa B KpoBH, 00IIETO
MarHusi B CHIBOPOTKE KPOBH, aKTUBHOCTH IIENIOYHOM (hocdaTassl, HCcIea0BaHNE YPOBHS 25-
OH ButamuHa /[ B KpoBH, HCCIIEIOBAaHUE YPOBHS APATUPEOUTHOTO TOPMOHA B KPOBH C LIEJIBIO
OLICHKH METa00IM3Ma KaJbIMsI U KOHTPOJIS ocTeornenuu [1].

YpoBeHb yoenutelbHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
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KoMmMmeHnTapuu: ucciedosanus nposoosames exce2o0Ho

o PexomeHna0BaHO MalnMeHTaM C MOATBEPXKACHHBIM quarnozoMm MMA omnpezenenue ypoBHs
ButamuHa B12 (umanokoOanmamMuH) B KpPOBH, MCCIICOBAHHE YPOBHS (POIMEBON KHUCIOTHI,
UCClieIOBaHKEe YPOBHS (DeppUTHHA B KPOBH C LIEJIbIO OIICHKM HYTPUTUBHOTO cTaryca [1].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — D)

KoMmMmeHnTapuu: ucciedosanue nposooumcs exce2o0Ho.

) PexkomeH10BaHO TMalMEeHTaM C MOJATBEPXKACHHBIM jauarHozoM MMA  onpezaeneHue
AKTUBHOCTH JIMMA3bl B CBHIBOPOTKE KPOBH, OMpPEIEICHHE AKTUBHOCTH ITaHKPEaTUYeCKOU
aMUJIa3bl B KPOBU C IETbI0 KOHTPOJIS PYHKIIMH MTOHKETYI0YHON JKEJIe3bl U CBOEBPEMEHHOTO
BBISIBJICHUS MaHKpeaTuta [1].

YpoBeHb yoenuteabHocTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEJIbCTB — 5)

KommenTapuu: ucciedosanue nposooumcs ne pedice 1 paza 6 6 mecsayes.

o PexomeHna0BaHoO NalyeHTaM C MOATBEPKACHHBIM JuarHozoM MMA uccienoBaHue ypoBHs
KpeaTHHHHA B KPOBH, HCCIEJOBAHUE YPOBHS MOYEBUHBI B KPOBH, HCCIEIOBAHHE YPOBHS
MOYEBOH KHUCIIOTHI B KPOBH, HCCIICIOBaHHE ypOBHs IuctatnHa C B KPOBH, UCCIICIOBAHHE
YPOBHS KQJIBIIHAS B MOYE, UCCIICIOBaHKE YPOBHS ocdopa B MoUe, onpeiesicHne Oenka B Mode,
orpezeNieHue arbOyMUHa B MOY€, OIpeieJICHHE KOJIMUECTBa OeliKa B CYTOYHON MOYE C LIEIBI0
OLIeHKH noueyHoi GpyHkuuu ot 1 paza B 6 mec. 10 1 pasa B roq, HauMHas ¢ 6-I€THETO BO3pacTa
WIM paHee NpH HapylleHuH (YHKUMU T0YEK; HUCCIeOBaHME (QYHKIMH HEPPOHOB IO
KIUpeHcy KpeaTMHHMHA (rpoba Pebepra) mpu OTKIOHEHUSX OT HOPMBI BBIIIEYKA3aHHBIX
apaMeTpPOB C IETbI0 KOHTPOJISE COCTOsTHUS [1].

YpoBeHb yoenuteabHocTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KommenTapuu: xaupenc KpeamuHuna (cKOpocmbv — KIYOOUKOBOU  uivmpayuu) ciredyem

paccuumuléams no Gopmyne Ha OCHOBE CbIBOPOMOUHO20 KPEeAmUHUHA U NepeMeHHOU pocma no

«npuxkposamnoiy («bedside») popmyne lsapya (2009) u gpopmyne lsapya-Jluona (2012). Ilpu

docmudicenuu 3-4 cmaouu xporuueckol 601e3HU nouex OalvHeuulee jeuyeHue NAYUeHma OO0NHCHO

obcyscoamvcss ¢ NpugledeHuemM — 8paia-o0emckoz2o  xupypea — (co  cneyuanuzayuei — no

MPAHCRAAHMONI02UL) (CM. KIUHUYeCcKue pekomeHoayuu «Xponuueckas 601e31b no4ex» (03pacmmast

Kamezopusi 0emu,).

L PCKOMCHHOBaHO JJIs1 OOCHKHU 3(1)(1)GKTI/IBHOCTI/I JJIIMTCIIBHOTO JICHCHHSA ITAallMCHTOB C

MOATBCPXKACHHBIM JTUAI'HO30M MMA wucnonab30BaTh pe(bepeHCHLIe MMOKas3aTejin COACPKAHUA
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MaTOIrCHCTUYCCKN 3HAYMMBIX aMUHOKHCIIOT B KPOBU U IMATOJOTMYCCKUX METa00JIMTOB B MOYE
[1,2, 4, 16].

YpoBeHb yoenutenbHocTH pexoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

. PexomengoBaHo namueHTaM C IMOATBEPXKACHHBIM jauarHosoM MMA  ocymiecTBisATh
KOHTPOJIb HYTPUTHBHOTO CTaTyca C KOpPpEKUWEH MHUTaHWS B 3aBUCUMOCTH OT COCTOSHHUSA
nargeHTa U €ro TOJIEPaHTHOCTH K Oenky [1, 2, 4, 16].

YpoBeHb yoenuTeqbHOCTH pekoMenaanuii C (YpoBeHb T0CTOBEPHOCTH J0KA3aTeJbCTB — D)

KoMMeHTapuM: KoHmMponbL hakmuyeckozo NUmMauus (XUMU4ecko2o cocmasa payuona) OJis

npeoynpesicoeHuss pazsumusi 0euUyUmMHbIX COCMOSHUL Npoeoosam y Oemell 8 pPeaHUMAyUOHHOM

nepuooe — edxceOHesHo, y oemell nepeoo 200a dxcusnu — He pedice 1 pasa 6 7-10 onetl, y nayuenmos
cmapute 1 200a — 1 pas ¢ 1-3 mecaya.

o PexomeHn10BaHO perucTpalys AIeKTPOKapIMOTrpaMMBbl, TPOBEIECHUE IXOKapaAuorpaduu Bcem
MAIUeHTaM C MOATBEPKICHHBIM AuarHo3oM MMA exeroHo, mpu HEOOXOAMMOCTH Yalle, ¢
[EJTBI0 JUArHOCTUKY KapJIHMOMHUOIIATHN U HAPYIICHUH pUTMA CepJIlia U MPOBEICHUS JICUCHUS
COTJIACHO COOTBETCTBYIONIMM KJIMHUYECKUM pekomenaarusim [1, 4],

YpoBeHb yoenuTeabHocTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEJIbCTB — 5)

KommenTapuu: npu neobxooumocmu, npu Haruyuyu NOKA3aHUll 01 UCC1e008aHUsL — XOJIMEPOBCKO20

MOHUMOPUPOBAHUSL CEPOSUHO20 pUmMMA, U/UNU CYMOYHO20 MOHUMOPUPOBAHUS APMEPUATLHOZO

oasiieHuss (CO2NAcHO COOMBEMCMBYIOUUM KIUHUYECKUM DEKOMEHOAUUSAM NO HAPYUEHUSIM PUmMMA

cepoya u/unu apmepuanrbHol cUnepmen3uiL).

o PexomeHngoBaHo mamMeHTaM C TOATBEPXKIACHHBIM JauarHosoM MMA  mpoBeneHue
yABTPA3BYKOBOT'O HCCIICJIOBAHUS OPraHOB OPIOIIHOW IMOJOCTH U MoYek (YIbTPa3BYKOBOE
UCCJIEJOBaHUE OPTaHOB OPIOLIHON MOJOCTH (KOMIUIEKCHOE), YIBTPAa3BYKOBOE HCCIIEA0BAHNE
MOYEK) IO TIOKA3aHUsIM, B TOM YHCJIE TIPH OO0JISIX B )KUBOTE, B CBSI3H C BO3MOXKHOCTHIO Pa3BUTHS
MaHKPEaTUTOB M OpaXkeHus mouek [1, 4, 12, 13].

YpoBeHb yoenuteabHocTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 3)

KommenTapuu: kxpamnocmov nposedenus onpeoensemcs UHOUSUOYaIbHO.

o PexomeH10BaHO TIPOBEJCHNE MAarHUTHO-PE30HAHCHOW ToMorpaduu TOJOBHOTO MO3Ta
MalMeHTaM ¢ MOATBEPAKIACHHBIM NHarHo3oM MMA ¢ 1enbl0 OLIEHKHA COCTOSHUSI TOJIOBHOTO
MO3ra U BBISIBIICHHS U3MEHEHHI XapakTepHbiX st MMA [1, 4, 15, 51].

YpoBeHb yoenuTeJIbHOCTH pekoMeHaanuii B (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 3)
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KommenTapuu: uccreoosanusi npoeoosmes 6 mom uucie 0isi Ou@p@depeHyuanibHou OUacHOCmMuKU ¢

Opy2uMU HACIeOCMBEHHbIMU 3a001e6anuaMU. Bo3mooicHo nposedeHue KoMnvlomepHou momozpaguu

2on06no20 mo3zea. Ilpu nposedenuu KT/ MPT 2onosnozco mosea y nayuenmos ¢ MMA evissnsiiom

KOPKOB0-NOOKOPKOBYI0 ampo@uio, pacuiupeHue iceryo00yKko8 Mo32d, 3A0epHCKY MUeTUHUAYUU,

nosvlueHUe UHMEHCUBHOCIU CusHAla 8 obracmu 6azanvhvix 2anenues. Credyem ommemums, Ymo

OaHHble HApYWeHUsi He ABIAIMCA  BbICOKOCHeYUDUUHbIMU U MO2YM  HAOI00amsvcsi  npu

MUMOXOHOPUATLHBIX DOJIE3HAX, NPONUOHOBOU ayudypuu, opyaux saboresanusx. [lposedenue napkosza

— 1O NOKA3AHUSM.

. PexomengoBaHo mnanMeHTaM C MOATBEPKIACHHBIM JauarHosoM MMA  npoBeneHue
anexkTpodHuedanorpaduu (mpu AMATHOCTUKE U Jlajiee MPU HATUYUH CYJJOPOKHOTO CUHIPOMA)
C LIEJIBI0 CBOCBPEMEHHOMW JIMAarHOCTHKK U KOHTPOJIS JICYCHUSI CYJOPOKHOTO cHHIpoMma [1].

YpoBeHb yoenuteabHoCTH pexoMenaanuii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

KoMmMmeHnTapuu: makoice npogooumcs snekmpodsuyedaiocpadus ¢ 6UOCoOMOHUMOPUHEOM.

. PexoMeH10BaHO mMamyieHTaM C MOATBEPKICHHBIM AuarHozoM MMA u mojmo3peHueM Ha
CHI)KEHHE CITyXa/TIpU CHIDKEHUU CIIyXa HUCCIEAOBaHUS cilyXa (IpOBeIeHHE 0TOAKYCTHYECKON
SMUCCHHM (TOHAlIbHAs ayIuOMETpHUsi, pedyeBas ayJuOMETpHusi, HUrpoBas ayIqHOMETpHs,
perucTpaiys BbI3BAHHBIX aKYCTHYECKHX OTBETOB MO3ra Ha MOCTOSHHBIE MOIYJIWPOBaHHBIC
ToHbl (ASSR Tect)) (Ipu OTCYTCTBUHM DKCCYIAaTHBHOIO OTHUTA) C LIEJIBIO CBOCBPEMEHHOM
nuarHoctuku [1].

YpoBeHb yoenuTeabHocTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

KOMMeHTale/IZ uccnedo8anusl I’ZpOGO()}ZmC}l 8 3A8UCUMOCTU OM KIUHUUECKOU cumyayuu.

. PexomengoBan mpuem (0cMOTp, KOHCYJIbTallus) Bpada-oQTanbMosora MHNEpPBUYHBIN U
IIOBTOPHBIN MAaIlUEHTaM C OATBEPKAECHHBIM 1narHo3oM MMA, npu Hanu4uuu oJ03peHMi Ha
Hopa)keHHe OpraHa 3peHHsl, B TOM YHCJIe BO3MOKHOTO Pa3BUTHS aTpo(uu 3puTEIbHOTO HEpBa
€XKErolHO C IEIbI0 MOHUTOPMHIA COCTOSSHUSI UM CBOEBPEMEHHOIO HAa3HA4YEHUs
CHUMITTOMAaTH4ecKoi Tepanuu [1, 4].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbLCTB — 5)

KoMMeHTapum: npu neoOXooumocmu 603MOJNCHO NpoGedeHue O0QMmMAanbMOCKONUU, SU30MEempul,

pegpakmomempuu, nepumempuy  KOMNbIOMEPHOU,  OPMATbMOMOHOMEMPUY, — UCCIEO008AHUS

Y8emoowyweHus,  21eKmpoPU3UOIOSULECKO20  UCCIe008aHUS  (pecucmpayus — 3PUMenbHbIX

8bI36AHHBIX NOMEHYUANO8 KOpPbl 20J108HO20 M032a), Ouomukpogomozpaguu 21a3Ho20 OHA ¢
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UCNONb308aAHUEM QYHOYC-KAMEPbl, OUOMUKPOCKONUU 2NA3HO20 OHA, ONMUYECKO20 UCCIe008aAHUsL
20JI06KU 3PUMENbHO20 HEPBA U C0SL HEPBHBIX B0JIOKOH C NOMOWbIO KOMNBLIOMEPHO20 AHANUZAMOPA U
op.). Humepesanvl medxcoy susumamu 00NH#CHbI ONPeoensmspcsi UHOUBUOYATbHO C Y4emoM 803pacmad,

msdicecmu 3a001e8anus, CMaduIbHOCMU 0OMEHA euiecme U coO0eHUs OUemomepanuu.

. PexomengoBana npuem (0CMOTp, KOHCYJIbTALMs) Bpaya-reHETUKA IEPBUYHBIN 1 TIOBTOPHBIN
NalMeHTaM C TMOATBEPXKIACHHBIM IuarHosoM MMA c 1menbi0 Ha3HAueHHs W KOPPEKIUHU
JIMETOTepaIyu, JUcaHcepHoro HabmoaeHus [1].

YpoBeHb yoenuTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 5)

KoMMmeHTapuu: unmepsanvl mexcoy UUmMamu OOAHNCHbL ONPeOesimbCsi UHOUBUOYATLHO C YUemoMm

gospacma, msdcecmu  3aO0nesanus, CmMadUILHOCMU ~ 0OMeHa  eewjecme U COONOOEHUs

ouemomepanuu, Ho He pedce 1 paza 6 200.

o PexoMeH10BaH MyJIbTUAMCIUIUIMHAPHBINA TOAX0]] K HAOJIIOICHHUIO U JICYCHUIO TTAIIMEHTOB C
HNOJATBEPKIEHHBIM JnuarHo3oM MMA crnenuanucTaMd pasHbIX Npoduiel ¢  Iebio
o0ecrieyeHns KOMITJICKCHON TEpanmui U CBOEBPEMEHHOM €€ KOPPEKIMH PH HEOOXOAUMOCTH
[1].

YpoBeHb yoenuTeabHocTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEJIbCTB — 5)

KomMmenTapum: nayuenmol Habaio0aromcs, ¢ mom yucie nocie 8bINUCKU U3 CMayuoHapa, epaiom-

neouampom, 8padoM-mepanesmom, CemeunbiM 8paioM, BPAYOM-2eHEMUKOM, 8PAYOM-He8POL02OM,

8DAUOM-OUEMONI020M,  8PAUOM-MPABMATNOLO20M-0OPMONEOOM,  8PAYOM-IHOOKPUHOTI020M/8PAUOM-
0emcKuUM  IHOOKPUHONO2OM, — 8PAYOM-KAPOUOLO20M/BPAYOM-0EMCKUM — KAPOUOTIO20M, — BPAYOM-
0QhmanbMonoeom, 8paALOM-cypo01020M-0OMOPUHOTAPUHSOLO2OM, BPAYOM-CIOMAMOI020M/8PAYOM-
0emcKUM CMOMAMON020M, 6PAYOM-2ACMPOIHMEPOTOSOM, 8PAUOM-AILIEP2OTOCOM-UMMYHOLO2O0M,
8DAUOM=-2eMAMONO2OM/BPAYOM-0EMCKUM 2eMAMON020M, B8PAYOM-HEPPOTI020M, B8PAYOM-0emMCKUM
xXupypeom (co cneyuanuzayuetl no mMpancniaHmono2ul), epavom-ncuxuampoml epawom-0emcKum

ACUXUAMPOM, 8PAYOM-DEADUTUMONIOZOM, MEOUYUHCKUM HCUXOL020M, J1020Ne00M-0eDeKmono2om u

opyeumu.

Escecoono nayuenmor ¢ MMA Oonoichbt npoxooumsv yenyoneHHyo OUCNAHCePU3AyUo U
ocyuecmenams Heobxooumvle peadburumayuonusvie meponpusmusi (IIpunoscenuu A3.6).
Pooumenu oonocner 6vimv 00yuenvl npagunam OpeaHu3aAyUU Mepanuu 8 MelCnpUcmynHbsiil

nepuoo u 6 nepuood yeposzvl memabdonrudeckoeo Kpusda. Y pebenxa npu cebe 6cez0a 00.194CHA
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HAX00UMbCsl NAMAMKA C VKA3AHUEM HEeOMJIONCHbIX MepPOnpusmullL. 8 nepuood HA4UHAWe2ocs
memaboauueckoeo kpusa (Ilpunoscenue A3.8).
6. Opranu3anusi OKa3aHusi MeIUIMHCKONH MOMOIITH

Ilpu oxazanuu meduyunckou nomowu nayuenmam ¢ MMA HeobX00uUMo ucnonvb3o8amo
MYTbMUOUCYURTIUHAPHBIN  NO0X00, YMO 00YCIOBIEHO KAK MANCECMbIO0 COCMOAHUS, MAK U
nopasicenuem pa3iuiHblx OpeaHos8 U CUCEM.

Tayuenmam ¢ MMA, 6 3asucumocmu om HeobXooumMocmu, Mmodxcem OblMb OKA3AHA
MEOUYUHCKAsL NOMOWb 1100020 8UOdA, YCl08UsL, Gopmbl, NPedyCMOMPEHHbIX 3AKOHOOAMEeNbCMBEOM
Poccuiickoti @edepayuu.

Beoenue nayuenmos ¢ MMA npeonoumumenvno npogooums 6 Cneyuaiu3upo8aHHbIX YeHmpax.

Cﬂedyem, npu 603MONCHOCMU, UCNOIb306ANTb CMAYUOHAPO3AMEWAIOUUE NMEXHOTIOCUU.

Heo6xoanmo nperycMoTpeTs HaOMIOACHNE W TOCIUTAIH3AINIO MAIIIEHTOB B MHOTOIIPO(MUIBHOE
JITY.
[ToxazaHus /Ui IJIAHOBOM rOCIIMTATN3AUU B MEIULIUHCKYIO OpTaHU3aIHIO:

1. npoBeneHue AMArHOCTUKM W JICUEHUs, TPEOYIOIIME MPOAODKUTEIBHOTO (IHEBHOE WIIH
KPYTJIOCYyTOYHOE TPEObIBAHKME) MEAMIIMHCKOTO HAOJIOJACHUS W MOHHUTOPUHTA KIMHHUKO-
1ab0paTOPHBIX MOKa3aTeNeH;

2. HEOOXOAMMOCTh TPOBEACHUS pPA3IMYHBIX BHUIOB OKCIEPTH3 WIM OOCIeIOBaHUS B
MEAUIIMHCKOW OpraHu3alliy MPU HEBO3MOXKHOCTH IPOBEACHHS UX B aMOYJIaTOPHBIX YCIOBHIX
(B TOM umncie opopmieHue 3aKIr0YeHus (heaepalbHOr0 KOHCHIINYMa/BpauyeOHOM KOMUCCHUN).

[Tokazanus 1151 HEOTIOKHON/IKCTPEHHON TOCTIMTAIIM3AIIUN B METUITMHCKYIO OPraHU3aIINIo:

1. ocTpeie yrposkaromue MAJig KXU3HH W PA3BUTHS OCJOKHEHUH COCTOSIHHS, TpeOyrorue
HEOTJIOKHOTO JIEYEHHUSI, B TOM YHUCJIE€ MHTEHCUBHOM TEpamuu, a TaKXKe KPYIJIOCYTOYHOTO
MEUIIMHCKOTO HAOJIOICHUSI ¥ IPOBEICHUS CIIEMAIbHBIX BUIOB 00CIIEIOBAaHUS U JICUCHHUS.

[TokazaHus K BRIMHMCKE MAIMEHTA U3 MEIUIIMHCKON OpraHu3alliu:

1. OrcyrcTBHE yrpo3bl AJS JKU3HH MAllMEHTa U yrPO3bl Pa3BUTHS OCIOXHEHUU, TPEOYIOUTHX
HEOTJIOKHOTO JICUEHHUS MPHU 3aBEPILICHNE TUATHOCTUUECKUX MEPOIPUITHI.

2. CraOunmu3aiiss  COCTOSHHUS W OCHOBHBIX  KJIMHHKO-TA0OPATOPHBIX  TOKa3aTelied
MaTOJIOTUYECKOr0  Ipoliecca, OTCYTCTBUE  HEOOXOJUMOCTH B MPOAOKUTEIHHOM

MCIUIIMHCKOM Ha6J'I}OI[eHI/II/I (I[HeBHOC HJIN KPYTJIIOCYTOYHOC HpC6LIBaHI/IC);
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3. BbInonHeH 11an 00CiIeI0OBaHMs 1 JICYCHHS TAIlMCHTA, TaHbl PEKOMEHIAIMH 110 JaJIbHECHIIIEMY
HaOII0JICHUIO U JICYECHHIO.

4. HeoOxomuMoCTh TiepeBOJa TMalMeHTa B JPYryl0 MEIULMUHCKYI0 OpraHu3aluio WU
YUPESKICHUE COLUATBHOIO 00eCIICUCHHS.

6.2 IpuHIUOLI OPraHu3aANMN MEeAUIHHCKON noMoIH nanuesram ¢ MMMA

Ilocmanoexa ouaznoza MMA cmaeum mHo20 60npocoe neped poOCmMEEHHUKAMU NAYUEeHMA U
nepeo cneyuanucmamu, padbomarowumu ¢ maxumu nayuenmamu. Muoeouuciennvie npobnembi,
B03HUKAIOWUE NPpU OOHAPYICEHUU U pazeumuu 3a001e6aHusi, mpeoyrom OopeaHuzayuu npoyecca
OKA3aHUsL MEOUYUHCKOU NOMOWU NPU YYACTUU MYTbIMUOUCYUNTUHAPHOU KOMAHObL CNEYUATUCTOS.

Hannvie npunyunvl 001)CHbL COONIO0AMbCA HA NI0OOM >mane OKA3AHUS MeOUYUHCKOU
noMoOwU, Kak 6 MOMeHm NOCMAHOEKU OUA2HO3a, MAK U HA 110O0M dmane HaONI00eHUs NayueHma.

1) TMaumeHT ¥ ero MpeACTaBUTEIH JOJDKHBI MMOIYyYaTh HOJHYK MHPOPMALUIO O 3a00JICBaHHIH, €ro
TE€YEHHH, [TATOTEHE3E, IPOTHO3aX, OCJIIOKHEHUAX U METO/1aX BO3MOYKHOM TEpaIuH.

2) JlmarHo3 MMA mnoapa3zyMeBaeT BO3MOXKHOCTh OKa3aHHWs MEPBUYHOM, CIICIHATM3UPOBAHHONW M
MAJJTMATUBHOW MOMOIIM HA BCEX ATarax 3a00JIeBaHMUA.

3) Ilpu mnocranoBke nauarHo3a MMA, peKOMEHIyeTCs HAIpaBUTh CEMbIO K CIICHHAIUCTAM,
HMEIOILEMY ONBIT paboThl ¢ manueHtamMmu ¢ MMA, o6saaaronmm coBpeMeHHoN nHpopmanuei o
TEYEHUH 3a00J€BaHUS W BO3MOXHOCTH Y4YacTUsl B KIMHMYECKUX HCHBITAaHUAX (HOBBIX
JIEKapCTBEHHBIX IpENapaToB W/WIM TEXHUYECKUX YCTpoilcTB). B ciyuyae ynaneHHocTtu
KOHCYJIBTAIIUI0 BO3MOKHO IIPOBOJUTE C IPUMEHEHUEM TEIEMEAULUHCKUX TEXHOJIOT UM

4) Tarxke BaXHbIM SBIsieTCS HHMOPMUPOBAHHME CEMEH O CYIIECTBYIOMIMX OOIIECTBEHHBIX
OpraHu3anusx, paboTaIUX C 3TON IPyNION Nal[IEeHTOB.

5) K nabmozenuto 3a manueHToM ¢ MMA f0o/mkHA OBITH TPUBJICYEHA MYJIbTHIMCIUILTHHAPHAS
KOMaH/Jia CIIEMAINCTOB B COCTaBE: Bpaya-leInuaTpa, Bpadya-TepaneBra, CEMEHHOT0 Bpaya, Bpada-
TeHEeTHKa, Bpada-HEBpOJOra, Bpada-JAMEToJIOra, Bpada-TpaBMaToJIOra-opTolleNa, Bpada-
9HJI0KPHUHOJIOra/Bpadya-IeTCKOro 9HJOKPHUHOJIOTA, Bpaua-KapA1o0J0ra/Bpada-1eTCKoro
KapAuoJora, Bpauya-o(TajbMoJIora, Bpayva-CypA0J0ra-0TOPUHOJIIAPUHT0JIOTA, Bpaya-
CTOMATOJIOTa/Bpaya-1eTCKOro  CTOMAToJiora, Bpayda-racTpOdHTEpoJiora, Bpaya-ajuieprojora-
MMMYHOJIOTa, Bpaua-reMaroyiora/ppaya-IeTcKoro TreMarojiora, Bpaua-TiCUXHaTpa, Bpaya-
peabmwinTonora, MEAMLMHCKOrO IICHXoJora, Jjoromneaa-gedexrogora u apyrux. Jpyrue

CIICHUAIMCTEI JOJIKHBI IPUBJICKATHCA IO MEPE BOZHUKHOBCHUA CHGHI/I(l)I/I‘-ICCKI/IX HpO6J’IGM.
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KomMmenTapuu: 6 kpye obsazanHocmelu 6paua-zememuxa 6xooum o00ciedosanue u NnocmaHosKd
0uazHo3a, UHGOpMuUposaHue cemvbu o0 3a001e6aHUL, COCMABIEHUE HIAHA MHO2ONPOPDUILHOLO
HaO00enus, Habnoodenue 3a NAYUEHMOM, OYEHKA OUHAMUKU U CMeneHb Npocpeccuposanus
3a601e6aHUsl NpuU pe2yNAPHbIX OCMOMPAX, HA3HAYEHUe NAMO2EHeMUYECKO20 JleYeHUsl, KOHMPOb €20
agpgpexmuenocmu u 6e3onacHocmMU, MeOUKO-2eHeMUYECKoe KOHCYIbMUPO8aHue cemMbl Nnpu
NAAHUPOBAHUU O0eMOPOACOCHUS C Yeabl0 NPOPUIAKIMUKU PONCOEHUs. peOeHKa ¢ 3a001e8aHuem, ¢

yuemom omAcOueHHoc0 aHamHuesd.

7. JonotauTebHAs HHpopManus (B TOM YucJae (PAKTOPbI, BIUSIIOIINE HA HCXO/

3200J1eBAHUA UJIM COCTOSTHUS)

HpOFHOS COCTOSIHUA W YPOBHA IICUXHUYCCKOI'O PA3BUTHUA TTAIIUCHTA 3aBUCUT OT TSIKECTU
3a6OJI€BaHI/I$I, HaJIM4us I/IHCYJII)TOHOI[O6HI>IX COCTOSIHI/IfI, BOBJIEUEHUS B ITaTOJIOTMYECKHUU mponecc
BHYTPEHHUX OpraHoB (MOYKH, cepAlle, MOJDKETyJouHas >Kejue3a), a TakKe CPOKOB Haudaja
CHGHI/IaHHSI/IpOBaHHOﬁ TCpalluu MW KadYeCTBa JICUCHM, CIOCOOHOTO npeaynpeauTb MPUCTYIIbL

MeTa00INUEeCKON JEKOMIIEHCAIHAH.
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Kpurepuu oneHkH kayecTBa MeAUIMHCKON MOMOLIU

Kpurepun kavyectBa

OneHKa BLINIOJTHEHUS

[TpoBeneHo onpezaeneHre aMUHOKHUCIOT M allUJIKapHUTHHOB B
CYXOM IISITHE KPOBU METO0M TaHIEMHOHN Macc-CIIEKTPOMETPUN
(KOMILJIEKCHOE OIIPEIEIEHNE KOHIIEHTPAIUU HA aMUHOKHUCIIOTBI
U alWIKApHUTHHBI B KPOBU METOJOM TaHAEMHOM Macc-
CHEKTPOMETPHUM) BCEM JETSAM C KIMHUYECKUMH IPU3HAKAMU
MMA, a Takxke OECCUMITOMHBIM HOBOPOXAEHHBIM IIPH
IPOBEJCHUM  HEOHATaJbHOIO  CKPUHMHIA B  paMKax
pacUIMPEeHHOI0 HEOHATAIbHOI'O CKPUHUHTA

JIA/HET

[IpoBeneHo ornpezeeHre aMUHOKUCIOT U allUJIKAPHUTUHOB B
CyXOM IISITHE KPOBU METOIOM TaHAEMHOMN MacC-CIIEKTPOMETPUH
(KOMIUIEKCHOE OIpEICIICHHE KOHIICHTPAIIMY Ha aMUHOKHUCIIOTHI
U alWIKApDHUTHHBL B KPOBU METOJOM TaHAEMHOW Macc-
CHEKTPOMETPHUH) BCEM B3POCIBIM MAUEHTaM C KIMHUYECKUMU
npuszHakamu MMA

JIA/HET

IIpoBeneHo ompeacliecHHWEe BapHaHTOB TEHOB B 00Opasie
OHOJIOTUYECKOTO MaTtepuana METOIOM TapreTHOTO
BBICOKOTIPOU3BOAUTEIIBHOIO CEKBEHUPOBAHMS (MCCIICIOBAHUE
reuoB MMUT, MMAA, MAB, MCEE, CD320, LMBRD,
MMADHC, MMACHC, xoMiuiekc HCCIEIOBaHUNA A
JUATHOCTHKU OPTaHWYECKHUX allUAypHii) BCEM NAaI[MeHTaM C
BBISBIIEHHBIMH OHMOXUMHYECKUMHU H3MEHEHHSIMH,
xapakTepHeiMu 1711 MMA

JIA/HET

[IpoBeneHn mpuem (OCMOTp, KOHCYJIbTallUsl) Bpaya-reHETHKa
NIEPBUYHBIN M MOBTOPHBIA BCEM MAalMEHTaM C KIMHUYECKUM
nogo3pennem Ha MMA

JIA/HET

[IpoBeneHn mpuem (OCMOTp, KOHCYJIbTallMsl) Bpaya-reHETHKa
NEPBUYHBII M MOBTOPHBIA  BCEM  NAIMEHTaM  C
MOATBEPKICHHBIM JrarnozoM MMA

JIA/HET

Haznauena nuerorepanuisi U OCYUIECTBIISETCS KOHTPOJb €€
s dexkTuBHOCTH He pexke 1 pasza B roa BceM manueHtam ¢ MMA

JIA/HET

HpOBC,Z[CHO Ha3Ha4YCHUC #J'IeBOKapHI/ITI/IHa BCEM IIalTUCHTaM C
MMA

JIA/HET
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IIpoBeneHna »OKCTpeHHas TOCHUTANU3ALMUSA W BBIIOJIHEHBI JA/HET
MEPOIPUATHS 10 KOPPEKLHH IUETOTEPAMH U IPOBEICHUIO
WHTEHCHUBHOM Tepanuu BceM narueHtam ¢ MMA mnpu yrpose
WIN B Clly4yae pa3BUTHsI METa00JINYECKOro Kpu3a
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IIpunoxenne Al. CocraB paboueil rpynnsl mo pa3padorke M INepecMOTpYy
KJIMHUAYECKUX PeKOMEeHIalM .

AunucumoBa UHra BagumoBHa — K.M.H., 3aBEyIOLIas OTAEIIOM OPraHU3alMU MEIULUHCKON
nomoiy — Bpay-reHeTuk PI'bHY «Menuko-reHeTu4ecKuil Hay4Hblid LIEHTP UM. akaaeMuka H.

I1. BoukoBay, wiieH Accolanui MEIUIIMHCKUX T€HETUKOB

baraesa Mamyena JHBepOBHA — K.M.H., CTapliMidi Hay4HbIA COTPYIJHUK OTICICHUS
MEeIUATPUYECKON TacCTPOIHTEPOJOTHH, remarojoruu u auerosiorun Kimauku ®I'BYH "OUILL

[IUTAaHUA Y1 OMOTEXHOJIOruu"

BaiinakoBa I'anmna BukTtopoBHa — K.0.H., BeQyUIMil Hay4yHBIH COTPYAHUK JabopaTopuu
HacJleACTBEHHbIX Oousie3Heid oOmena ®I'BHY "Menuko-reHeTH4eCKUil HayuyHBIM LIEHTP HM.

axagemuka H. I1. boukoBa", uieH Poccuiickoro o0mecTsa MEIUIIMHCKHIX T€HETHKOB.

BapanoB Asnekcanap Anekcanaposud — akan. PAH, npodeccop, 1.M.H.; TOYETHBIN MPE3UICHT
Coro3a neguarpoB Poccun, coetHuk pykoBoautesss HUW nenuatpun u oxpaHsl 310pOBbS 1€Tel
HKI Ne2 ®T'BHY «PHIIX um akan. b. B. IlerpoBckoroy, mpodeccop kadenpsl neguaTpun u
nerckoi peeMarosnoruu ®I'AOY «llepsbiit MI'MY um. U. M. CeuenoBa» Munznpasa Poccun

(CeveHoBckull YHUBEPCHUTET), II1aBHBIA BHEIITATHBIN crienuanuct neauarp Munsapasa Poccun

bopoBuk Tarbsina JayapaoBHa — 1.M.H., ipodeccop, 3aBeayrolas 1adopaTtopueil muTaHus
3p0poBoro U OosnbHOro pedenka PI'AY «HarmoHanbHBIN MEAUIIMHCKUN HCCIIEIOBATEIbCKHMA
LEHTP 3/I0pOBbs AeTei» Munzapasa Poccun, unen Accoruanuy MEIUIIMHCKUX TeHETUKOB, WICH

ITHO Accounanus 3nopoBbe [ereit.

BymyeBa Tarbsina BiagumMupoBHa — /1.M.H., TJaBHBII Hay4yHBIH COTPYAHHUK JabopaTopuu
OUTaHUS 3710poBoro U OombHOro pebenka @PI'AY  «HanuoHanbHbIM — MeTUIIMHCKUNA
WCCJIEIOBATENIbCKUN  IIEHTP 370poBbsl  JeTei» MunsnpaBa Poccum, wieHn Accoruanuu
METUIIMHCKUX reHeTukoB, wieH [THO Accommarus 3noposse Jlereid.

Bamaxmanze Haro /I:kym0epoBHa — /1.M.H., pyKOBOJAUTEINb OT/AeNa oppaHHbIX Oosie3HEN U
npopMIAKTUKN WHBANUIU3UpYOMuUX 3a06oneBanuiit HUW nenuatpun U oxXpaHsl 310pOBbS JeTel
HKI[ Ne2 ®I'BHY «PHIIX um. akan. b. B. Ilerposckoro», mpodeccop kadeaps GpakyabTeTCKON
neauatpun neguarpudeckoro ¢dakynprera ®I'AOY BO «PHUMY wum. H.M. Iluporosa»
Munsgpasa Poccun.

BummnéBa Egena AnexkcanapoBHa — a.M.H., npodeccop PAH, 3amecTurens pykoBOAWUTENs

HUWN nemmarpum mn oxpassl 3p0poBbs aered HKI[ Ne2 ®I'BHY «PHIIX wmMm. akax. b. B.
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[TerpoBckoro» mo Hay4yHoW pabote, mnpodeccop Kadenpsl GaKyIbTETCKOW MEAUATPUN
neauarpudeckoro gakynsreta PIAOY BO «PHUMY um. H. U. [Tuporoay Munzapasa Poccun,
yiien Coro3a nenuarpoB Poccun

I'mo6a Oxcana BajieppeBHAa — K.M.H., Bpau-HeBposior ®I'AY " HanmoHanbHBIA METUIIMHCKUAN
MCCIIEIOBATEIIbCKUM  IIEHTp 310poBba Jereil" MunznpaBa Poccuun, uneH Acconuanuu
MEJUIIMHCKUX T€HETHUKOB.

JerrsapeBa AnHa BuaagumupoBHa — a.M.H., mnpodeccop, Bpay BBHICIICH KaTeropuw,
3aBenytoias otaenom neauarpuu, ®I'bY «HMMUILI akyiiepcTBa, THHEKOJIOTHH U IEPUHATOIOTUH
uMm. Ax. B.1. KynakoBa»

Kypxosa Haraiabsa BayeciiaBoBHa — K.M.H., BeylUni Hay4Hslid cotpyaHuk HUW nepuarpun
u oxpanbl 310poBbs fereit HKI Ne2 ®I'BHY «PHIX um. akan. b. B. IlerpoBckoro», uinen Coroza

neauatpoB Poccum, uineH Acconranuy MEAUIIMHCKUX TeHETHKOB (AMI)

3apyounna Bepa BuagumupoBHa — Bpay-TEHETHUK MEIUKO-T€HETUYECKOTO OT/EJIEHUs
Mopo3zosckoit AI'Kb /I3M
3axapoBa Exarepuna IOpbeBHa — 1.M.H., 3aBelyrolias JiabopaTopueil HaceICTBEHHBIX

Oonesneit oomMena ®I'BHY "Menuko-reneTuueckuii Hay4yHblil 1IeHTp uM. akaaemuka H. IL
boukoBa", unen Poccuiickoro oo0mecTBa MEIULIMWHCKUX TEHETHKOB, WIEH eBPOMEHCKOro
00IIecTBa 10 U3YYCHHIO HACIICICTBEHHBIX OoJie3Hel oomeHa BetiecTB (SSIEM).
KpacnomexoBa Huna AJiekCaHAPOBHA— 3aBENyIOlIas OTJEJICHUEM HACJIEACTBEHHBIX
HapymeHuil oOmena BemiectB I'bBY3 «Mopo3zosckas JII'Kb JI3M»

KekeeBa Tarbsina HukonaeBHa — 3aBenyromias OTAEIECHUEM MEIUKO-T€HETUYECKOTO
otnenenus, Bpad-renetuk ' bY3 «Mopo3zosckas AI'Kb A3M»

Kperos Baagumup BiuaguMupoBu4 — Bpau-peaHUMATOJIOr OTAECIEHUS pEaHUMaluud |
uHTeHcuBHOW Tepanuu PI'AY "HaumoHanbHbII MEIMIIMHCKUNA HCCIENOBATEIBCKUN LIEHTP
310poBba aeteil" Munsapasa Poccun.

Ky3zenkoBa JIronmuiaa MuXail10BHA — JI.M.H., HAHAJIbHUK LIEHTPA JE€TCKON IICUXOHEBPOJIOTHH,
3aBEyIONIasl OTHEJIICHHEM IICUXOHEBPOJOTMM U TIIcuxocomathueckoil maronorun DOI'AY
"HanuoHanpHBIi MEIMLMHCKUNA MCCIEA0BAaTENbCKUN LEHTP 370poBbs Aerei" MuHzapasa
Poccun, unen Accounanuu MEAUIIMHCKUX T€HETUKOB.

KyueB Cepreit HUBanoBuu — axagemuk PAH, n.m.H., nupektop DI'BHY "Menuxo-
TeHEeTHYEeCKUM HaydHbld LeHTp uM. akagemuka H. II. Boukoma", IlpesumenTt Accouuanmmn

MEJIUIIMHCKUX reHeTukoB (AMI).
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JlappoBa Auiia EBreHbeBHa — J.M.H., JUPEKTOp HHCTUTYTa NEAUATPUHU, 3aBEIYIOLIUM
nenuatpudyeckuM otaencHueM N 2, Yuusepcuterckas kimauka @I'BOY BO «lIpuBomkckuit

UCCIIEI0BATEIbCKUN MEIUIIMHCKUI yHUBepcuTeT» M3 P®, OTIIMYHUK 3IpaBOOXpAaHEHUS

MaprueBa Tea BaaukoeBHa — K.M.H., IJIaBHbIM CHEUUATUCT METOAMYECKOr0 LEHTpa
akkpenurtanuu crneruanuctoB ®I'AOY BO «lepeiit MI'MY um. U. M. CeyenoBa» Munsnpasa

Poccun (CeuenoBckuii YHHUBEpCHTET), Bpau-Hedposor, wieH Coro3a neauatpos Poccun

MmuxaiisnioBa Ceersiana BuranbeBHa — /1.M.H., 3aBeaytouias otaenenneM PI'BY «Poccuiickas

Herckas Knunuueckas bonpauiay M3 POD.

Ha3zapenko Jlronmuia IaBiaoBHa — npodeccop, 1.M.H., 3aMECTUTENb JUPEKTOPA 10 HAYYHOU U
nedeOHol paboTe, pyKOBOIUTEND TJabopaTopuu HaciencTBeHHOo# naronorun HUM menuuumHckoi

renetuku, Tomckoro HUMIL PAH, wien Acconpanuy MEIUIMHCKUX TeHETHKOB (AMI).

Hama3zoBa-bapanoBa Jleiiia CeiimypoBHa — axaa. PAH, mpodeccop, aA.M.H., Ipe3uJeHT
Coro3a nemuarpoB Poccun; nacr-npesunentr EPA/UNEPSA; pykosomutens HUW nepuatpun u
oxpanbl 310poBbs Aeteit HKL Ne2 ®I'BHY «PHIIX um. akaz. b. B. [lerpoBckoroy, 3aBenyromias
kadenpoit GpakynpTeTcKOM NeauaTpun neauarpuyeckoro pakynbrera ®DI'AOY BO «PHUMY um.
H. W. IluporoBa» Mun3npaBa Poccuu, riaBHBIM BHEIITATHBIM AETCKUM CHEHHAIUCT IO

npoduiakTudeckoi meauimue Munsnpasa Poccun

Huxonaesa ExarepuHa AJieKCaHAPOBHA — J.M.H., PYKOBOJMTEIb OTJAENA KIMHUYECKOU
reHetukn OCII «HayuHo-nccnenoBaTenbCKuil KIMHUYECKUH WHCTUTYT ME€IUATPUU HMEHH
akanemuka lO. E. Benptumesa» ®I'AOY BO PHUMY wumenn H. U. Iluporosa, unen

Poccuiickoro O6HIGCTBa MCIHUIMHCKHUX I'CHETUKOB, YJICH ACCOHI/IaHI/II/I MEAUIMHCKHUX I'€CHETUKOB

IHeyarnukoBa Haraabsa JleOHMIA0OBHA — Bpay-TEHETUK OTJACIICHUE HACIEICTBEHHBIX
HapymeHuit oomena BeriectB Mopozosckast JII'Kb JI3M, Bpau-HeBposior

I[IymkoB Ajiekcanap AjlekceeBUY — K.M.H., BEAYIIUNA HAYYHBIH COTPYAHUK J1a00OpaTOPHH
MOJIEKYJIIPHOM TeHETUKU U MeauIMHCKoW reHoMuKkd PI'AY "HauroHanbHbIi MEAUIIUHCKHMA
MCCIIEIOBATENILCKHUIM LEHTP 310pOBbs AeTel" Munszapasa Poccun, unen Acconuanuu
MEIUITHHCKUX T€HETHUKOB.

Penuna Cgeriiana AdganacbeBHa — K.M.H., Bpad-reHeTUK PI'BHY "Menuko-renernyeckuit
Hay4yHBIA 1eHTp uM. akaaemuka H. I1. boukosa ", wnen Poccuiickoro o0miecTBa MEIUIIMHCKUX

T'CHETUKOB, YJICH Accounaupm MEAUIIMHCKHNX I'€CHETUKOB.
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CaBoctbsinoB Kupuii BukropoBud — 1.0.H., HavanbHUK L{eHTpa GyHIaMEHTATBHBIX
uccienoBanuii B neguatpun OI'AY "HanmonanbHblil METUIIMHCKUI HCCIIEIOBATEIBCKUM LICHTP
310poBbs aeteit" Munzapasa Poccun, unen Accoranuu MEIUIMHCKUX T€HETUKOB.
Ceaum3ssinoBa JInamst PodoepToBHa — K.M.H., 3aBeayronas oraesomM HUU neauarpuu u oxpansl
s3nopoBbst geteil HKL[ No2 ®I'BHY «PHIIX um. akan. b. B. IletpoBckoro», moreHT kadeapsl
neauatpun 1 gerckoil pesmatonoruu OI'AOY «llepseiii MI'MY um. U. M. CeuenoBa»
Munsapasa Poccun (CeueHOBCKHI YHUBEPCHUTET), AOIECHT Kadeapsl GaKyIbTeTCKON MeauaTpun
neauatpudeckoro dpakynprera DI'AOY BO «PHUMY um. H. U. ITuporosay» Munszapasa Poccuu,
Bpay-I1yJabMOHOJIOT, wieH Coro3a nexuarpos Poccun

CmupHoBa Oubra SIkoBineBHa — Bpau-TEHETUK, CTaplUIMi Hay4YHbIH COTPYIHHUK OTAENA
CTaHJApPTU3alMA U HM3y4EHUs OCHOB JoKa3zarenbHONM meaunuuael HUW neguatpuu m oxpassl
3nopoBbs gereid HKI[ Ne2 ®I'BHY «PHIIX um. akan. b. B. IlerpoBckoro», wien Coro3a
neauaTpoB Poccun, unen Accounanny MEIUIIMHCKUX T€HETUKOB

CtpoxoBa Tarbsina BuktopoBHa — 1.M.H., mpodeccop PAH, 3aBemyromas otaeneHueM
MeUATPUIECKON TacTpOIHTEPOIOTuH, renatosorur U aueronornn Knuuuku GI'BYH "OUIL]
MUTaHUS U OMOTEXHOJIOTHH"

Cy00orun Jmutpuii MuxaiioBua — Bpau-reHetTuk @PI'BHY «Meauko-renernueckuit
HayyHbIW LeHTp uM. akagemuka H. [1. boukoBay, unen Acconuaniy MEIUIUHCKUX T€HETUKOB.
CyxanoBa Hartesna BaxtanroBHa — HayuHblli coTpyaHuk (JlaGopaTtopusi reHeTHueckoin
sanujemMuonorun), Bpaud-opransmonor (KoncynasratuBHoe otaenenne) OI'BHY  "Menuko-
reHeTUYecKni HaydHblii neHTp uM. akagemuka H. II. boukoBa", Bpau odranbmoior, uieH

accormanuu aeTckux odranbpmornoroB Poccuiickoit denepartuu, unen Coroza neauatpoB Poccun

TenaeB Pycrom ®dapuaoBud — J.M.H., pyKOBOAUTENb CIY>KObI aHECTE3UOJIOTUU-PEaHUMAIIUN
I'bY3 «AI'Kb um. 3. A. bamusieBoir JI3M», npodeccop kadenpbl neauarpum U JIETCKON
pesmatonorun  PI'AOY «lepepiit MI'MVY um. M.M. CeuenoBa» Munsgpasa Poccun

(CeueHOBCKUN YHHMBEPCHUTET)

®ucenxko Amnapeii IlerpoBmu — 1.M.H., npodeccop, 3acmyxkeHHbII Bpau Poccuiickoi
Oenepannn, gupekrop PI'AY "HanmoHanbHBIM MEIUIIMHCKUN WMCCIIENOBATEILCKUN IICHTP

310poBbs Aetel" Munzapasa Poccun, npencenarens [THO Acconmanus 3goposse Jletei

HpeI[CTaBI/ITeJII/I OﬁﬂleCTBeHHLIX MNAaUECHTCKUX opranmaunﬁ:

IMan¢unoBa Pauca — npeacraBuTens cooOIIECTBA MAIIMIEHTOB ¢ METHIMATIOHOBOM alluaypHe
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Huxkutun Cranucaas BaaauMupoBMY — TIPEACTaBUTENb COOOIIECTBA IMAIIMEHTOB C
METHJIMAJIOHOBOM alluaypuei
Huxkntuna Mapuna BuaagumMupoBHa — TIpEICTaBUTENh COOOIIECTBA TAIMEHTOB C
METWJIMAJIOHOBOU aluypueit

ABTOpBI TMOJITBEPKAAIOT OTCYTCTBUE (PMHAHCOBOW MOJAEPKKH/KOH(IMKTa WHTEPECOB, KOTOPBIH
HE0OX0AMMO 0OHAPOIOBATh.
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IIpunoxenue A2. MeromoJiorust pa3padoTku KJIMHUYECKHX PEKOMEH Al

Hacrosimue pekoMeHIanuy mpeaHa3HaAvYeHbl I MPUMEHEHUS MEIUIIMHCKUME OpPraHu3alusIMHA U
yUpeXKICHUSIMU (enepanbHbIX, TEPPUTOPUAIBHBIX H MYHHUIUIAIBHBIX OPTraHOB YIIPABICHUS
3PaBOOXPAaHCHHEM, CHUCTEM O00S3aTeNbHOTO W JOOPOBOJBHOTO MEIUIIMHCKOTO CTPaxOBaHUS,
JOPYTUMH  MEIMIMHCKUMH  OPTaHU3alUSMH  PA3JIMYHBIX  OpPraHU3allMOHHO-TIPABOBBIX  (OpM
NeSITeIbHOCTH, HAlpaBJIEHHOW Ha OKa3aHHE MEAMIIMHCKONW MOMOIIIH.
Hacrosimue pexoMeHIaluy yCTaHABIMBAIOT BUJIBI, 00BEM W WHIMKATOPHI KAYeCTBA MEIUIIMHCKOMN
MIOMOIIY TTAIMEHTaM P METUIIMAJIOHOBOM allMIEMHH.
Knuanyeckre pekoMEHIAlMK CO3JaHbl Ha OCHOBaHHH 0030pa smreparypsl Medline (Pubmed
version), Embase (Dialog version) u Cochrane Library databases, Orphanet u OMIM, a Ttakxe
MexIyHapOHBIX KIIMHUYECKHX PEKOMEHJAINH 10 TUArHOCTUKE, JICUCHUIO U BEACHHUIO OOJIBHBIX C
MeTaboIMYECKUMHU OOJIE3HIMHU.
Bbutn MCIONTBb30BaHbI MHTEPHET-JAHHBIC, TPEAICTABICHHBIC HA MEXKIYHAPOIHBIX M HAIIMOHAIBHBIX
caiitax oOuiecTB peakux 0oJyie3HEN U OOIIECTBEHHBIX OpraHU3alui.
Onenka ypoBHS YOEOUTEIHHOCTH PEKOMEHJAWH H YPOBHS JOCTOBEPHOCTH J[OKAa3aTEIbCTB
NPUMEHEHHUS MEIUIIMHCKUX TEXHOJIOTUH IPOBOJMIACE B COOTBETCTBUU C YHU(DUIIMPOBAHHOM
IIKaJION, MPUBEICHHON B Tabnwuiax 1-3.
IeneBasi aytuTopus TaHHBIX KJIMHHYECKUX PEKOMEHIAIMii:

e Bpauu-neauarpsr;

®  Bpauu o0IIel NPaKTHKH (CeMelHbIe Bpaun);

®  BpPAYU-TEPAIICBTHI;

®  BpPAYU-TEHETHKHU;

®  BpPAYHU-JIUETOJIOTH;

®  BPAYU-TACTPOIHTEPOJIOTH;

®  BpauM-aJUIEPrOJIOTH-UMMYHOJIOTH;

®  BPAYU-dHJOKPHUHOJIOTH/Bpayu-Ie€TCKHUE YHIOKPUHOJIOTH;

®  BPAYU-HEBPOJIOTH;

®  BPAYU-TICHXUATPHI;

®  BpPAYU-KapUOJIOTH/IETCKUE KapAUOJIOTH;

®  BpauYM-CTOMATOJIOTH/BPAuU-/IETCKHE CTOMATOJIOTH;

®  BPAYU-aHECTE3MOJIOTH-PEAHUMATOJIOTH;

® Bpaun-HCOHATOJIOT U,
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®  Bpauyu-HEPPOJIOTH;

®  BPAYU-YPOJIOTH/BpPAdU-ACTCKUE YPOIOTH-aHIPOJIOTH;
®  BpayM JIAOOPATOPHOM I'eHETHKH;

®  MCAWIMHCKHE IICUXOJIOTH;

®  CTyJeHThl MeauIuHCKuX BY30B;

e o0yuaromnyecsi B OpIMHATYPE;

e oOyuyaromuecsi B aCUPaHTypE.

Tabmuma 1. Illkama oreHkn ypoBHEH gocToBepHOCTH mokaszarenbcetB (YIJI) nmns meTtomos
JIMarHOCTUKY (MarHOCTUYECKUX BMEIIATEIIHCTB)

Y Pacmmdposka

1 CucremaTndeckue 0030pbl HCCIEIOBAHUNA C KOHTPOJEM pedepeHCHBIM METOJIO0M WIIH
CUCTEMATUYECKUN 0030p paHJAOMU3ZMPOBAHHBIX KIMHUYECKMX MCCIEIOBAaHUN C
NMPUMCHCHUEM MeTa-aHaan3a

2 OtaenbHbIC WCCICAOBAHHUS C KOHTpOJeM pedepeHCHBIM METOJOM WU OTHACIbHBIC
PaHJIOMU3UPOBAHHBIE KIMHUYECKHE MCCIEAOBAHUA M CHCTeMaTudeckue 0030pbl
UCCJICIOBAaHUM JI000T0 JM3aifHa, 32 UCKIIOUEHUEM PaHIOMU3HUPOBAHHBIX KIMHUYECKHX
UCCJIEIOBaHMM, C IPUMEHEHUEM MeTa-aHaIn3a

3 HccnenoBanuss 0€3 IOCIEAOBAaTEIBLHOIO KOHTPOJIS PEPEPEHCHBIM METOAOM WU
UCCIIEIOBaHUSI C pEePEpeHCHbIM METOJIOM, HE SBIIAIOIIMMCS HE3aBUCUMBIM  OT
HCCJIETyEMOT0 METO/Ia UJIU HEPAaHAOMU3UPOBAHHbBIE CPAaBHUTENbHbBIE UCCIIEA0BAaHNUS, B TOM
qHCJI€ KOTOPTHBIE UCCIIEN0BaHUS

4 HeCpaBHI/ITeHBHHC HCCJIICAO0BAaHUs, OITMCAHNEC KIIMHUYECKOTO ClIy4das

5 Nmeetcs nuiib 000CHOBaHNE MEXaHU3Ma JACHCTBUS UM MHEHHE SKCIIEPTOB

Tabmuma 2. Illkana OIEHKW ypOBHEH JocTOBepHOCTH jgokazartenseTB (YIJI) s meronos
npoQUIaKTUKU, JIeYeHUs U peabunutanuu (MpoPUIaKTHUECKUX, JEeUeOHBIX, PeaOUIMTAlMOHHBIX
BMEUIATEIbCTB)

Y1 PacmmgpoBka

1 | Cucremarnueckuii 0630p PKU ¢ npumeHeHrnem mera-aHanusa

2 |Otnensupie PKM u cucremarnyeckue 0030pbl HcciaenoBaHUN sro0oro au3aiiHa, 3a
uckirouenrnem PKH, ¢ mpumeHneHneM Mera-aHanusa

3 HepaHIlOMI/ISHpOBaHHBIe CPaBHHUTCIILHBIC UCCIICAOBAHMS, B T.4. KOTOPTHBIC UCCIICIOBAHUA
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4 HeCpaBHI/ITe.HBHI:Ie HCCJIICAOBAHUS, OMMCAHUC KIIMHUYCCKOr'o Ciydad W CCpUur ClIydyacs,
HCCICa0BaHUA «CJ'Iy‘IﬂfI-KOHTpOJ'IB»

5 HMmeercst numb 0OOCHOBAaHME MeXaHH3Ma HeﬁCTBHH BMCIIATCJIIbCTBA (I[OKJ'II/IHI/ILIGCKI/IC
I/ICCJIGI[OBaHI/ISI) HJIM MHCHUEC SKCIICPTOB

Ta6muma 3. [lkaya oneHkn ypoBHEW yoeauTenbHocTH pekoMeraanuii (YYP) mis metonoB
npo(QUIAKTUKH, TUATHOCTUKH, JICUCHUS U peadrmTanuu (MpoQuiIakTHIeCKuX, TUarHOCTUYECKUX,
Je4eOHBIX, peaOMITMTAIIMIOHHBIX BMEIIATEIHCTR)

yvyp PacmmgpoBka

A CunpHas pexoMmeHnanusi (Bce paccMaTpuBaeMble KpuTepud IPGEKTUBHOCTH
(MCcX0pl) SBJISAIOTCS BaXXHBIMH, BCE HCCICJAOBAaHUS HMMEIOT BBICOKOE HIIU
YIOBJICTBOPUTEIIEHOE METOI0JIOTHUECKOE KA4ECTBO, HX BBIBOJIBI IO HHTEPECYIOIIUM
MCXO0/IaM SIBJISIFOTCSI COTJIACOBAHHBIMHU )

B YcnoBHas pexomeHpaanus (HE Bce paccMarpuBaeMble KpUTepuu 3(G(HEKTUBHOCTH
(ucxonpl) SBISIOTCA BaXXHbIMH, HE BCE MCCIEAOBAHUS HUMEIOT BBICOKOE WM
yIIOBJIETBOPUTENBFHOE METOJOJOTUYECKOEe KAadeCTBO W/MIM HX BBIBOJABI IO
MHTEPECYIOIIMM UCX0JIaM HE SIBJISFOTCSI COIJIACOBAHHBIMHU )

C Cnabas pexomeHganusi (OTCYTCTBUE J10Ka3aTeIbCTB HAJUJISKAIEro KauecTBa (Bce
paccMmarpuBaeMbie KpuTepuu 3G (HEKTHBHOCTH (MCXO/IbI) SIBIISIFOTCS HEBAXXHBIMU, BCE
HCCIIENOBAHNS HMMEIOT HHU3KOE METOJIOJIOTMYECKOE KadeCTBO M HX BBIBOJBI IO
MHTEPECYIOIINM UCX0JIaM HE SIBJISFOTCSI COTTIACOBAHHBIMHU )

Iopsiiok 00HOBIEHUS KIMHUYECKHX PEeKOMEHIaIUIA.

Mexanu3m OOHOBJIECHUSI KIMHUYECKHX PEKOMEHIAIMN MpeayCMaTpUBaeT WX CHUCTEMATHYECKYIO
aKTyaJIM3allui0 — HE PEeXe YeM OJUH pa3 B TPHU I0Jla, a TaKKe IMPHU MOSBICHUU HOBBIX JAHHBIX C
MO3UIMHN JOKa3aTebHOM MEAMIIMHBI MO BOMPOCAM JUArHOCTUKHU, JI€UeHUs, MPO(PUIAKTUKH H
peabuiIuTaIlii KOHKPETHBIX 3a00JIeBaHMM, HATWYUU OOOCHOBAHHBIX JIOMOJIHCHMI/3aMEUaHUN K

panee yrBepxka¢HHbIM KP, HO He wamie 1 pa3a B 6 mecsIies.

IHpuioxkenue A3. CipaBo4YHbIe MaTEePHAJIbI, BKJIKOYasi COOTBETCTBUE NOKA3aHUI
K IIPUMCHCHHI0O H HpOTPIBOHOKili}ﬁHI’Iﬁ, crnocoooB INIPpUMEHECHUA U 03
JEKAPCTBCHHBIX IIpenaparoB, HHCTPYKIHUH IO NPHUMCHCHMUIO JICKAPCTBCHHOIO
npemnapara.

1. [Tpuka3 Munsapasconpazputus PO Ne 185 or 22.03.2006 roma «O maccoBom

O6CJ'ICI[OB8.HI/II/I HOBOPOKIACHHBIX JIeTel Ha HaCIICACTBEHHbBIE 3a00JIeBaHUS
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2. [Ipuka3z MuHHCTEPCTBA 3APaBOOXPAHECHHS U COITHAIBHOTO pa3BuTHst PO ot 16 anpens
2012 r. N 366H «O06 yrBepxaenun [lopsaka oka3aHus NeInaTpUIECKON OMOIIN»
3. [Tpuka3 Munucrepctsa 3apaBooxpanerus PO «O06 yrsepxaennn [lopsiaka okazanus

Me,I[I/IL[I/IHCKOﬁ IIOMOIITH OOJILHBIM  C BPOXIACHHBIMU U (I/IJ'II/I) HaCJICICTBCHHBIMU

3a0oneBanuamuy or 21.04.2022 Ne 274u

4, IToctanoBnenue IlpaButenscTtBa Poccmiickoit @enepanuu ot 9 anpens 2015 ronxa
Ne333  «OO6 yrBepxknenun IlpaBun ¢opmupoBaHus MEPEUYHs CHEHUATU3UPOBAHHBIX

MIPOIYKTOB JI€UEOHOI0 MUTAHUS TSl JETCH-UHBAINI0BY

S. [Tpuka3 Munsnapasa Poccun (MunuctepctBo 3apaBooxpanenust P®) ot 24 nosops
2021 r. Nel094n «O6 ytBepxknenuu [lopsaka HazHadeHHs JIEKAPCTBEHHBIX MPENaparos,
dbopM penentypHbix OJaHKOB Ha JieKapCcTBEHHbIe mpemnapathl, [lopsnka odopmiaeHus
yYKa3aHHBIX OJAHKOB, WX YydeTa M XpaHEHHus, (opM OJAHKOB pPEIENTOB, COACPKAIINX
Ha3HAUYEHUE HAPKOTHYECKUX CpPEACTB WJIM TICHXOTPONHBIX BemecTB, Ilopsaka ux
W3TOTOBIICHUSI, PACTpPEACICHUS, PETUCTpAIMM, ydeTa M XpaHeHus, a Takxke llpaBui

O(I)OpMJ'IeHI/IH 0J1aHKOB peucuToB, B TOM YUCJIC B (I)opMe SJICKTPOHHBIX JOKYMCHTOB»

6. Pacnopsokenue IlpaBurensctBa P® ot 31 pexabps 2018 r. Ne 3053-p «O06
YTBEP)KJICHUH TIepeUHell MEIUIMHCKUX H3/ICIHNA, UMIUIAHTHPYEMBIX B OPTaHU3M YellOBeKa
NPpU OKAa3aHWW MEIHMIIMHCKOW TIOMOIIMM B paMKaX MPOTPaMMBI TOCYAAPCTBEHHBIX TapaHTHA
0ecIuIaTHOrO OKa3aHMs rpaXk1aHaM MEIUIIMHCKON MOMOIIHM U OTITYCKaeMbIX 110 pelenTaM Ha
MEJIULMHCKUE U3JIeNNs IPU IPeA0CTaBIeHHH Habopa COLUANIBHBIX YCIIYT»

1. MexnyHapoaHas kiaccudukanusi OoJie3HEW, TpaBM U COCTOSIHMM, BIMSIOIIUX Ha
3nopoBse (MKB — 10)

8. [Tpuka3 MunsapaBa Poccun ot 02.05.2023 Ne 2055 «OO6 yTBep,AeHUU
HOMEHKJIATyphl JOJDKHOCTEH METUIIMHCKUX paOOTHUKOB M (papMalieBTUYECKUX paOOTHHUKOB
9. [Mpukaz M3 P® or 23 wumrons 2010 r. Ne 541n. Eaunbii kBaauUKaIMOHHBIN
CIPAaBOYHHUK JIOJDKHOCTEH pPYKOBOJAWTENICH, CHEIHMAINCTOB W  CIYXKAaIlUX, pasel
KBanudukaoHHble XapaKTePUCTHKH JTOJKHOCTEH paOOTHUKOB B cepe 3paBOOXPaHEHHUS.
10. ®enepanbhblii 3ak0H 0T 25.12.2018 Ne 489 489-03 «O BHECeHWHM W3MEHEHUN B

crarbio 40 @enepampHoro 3akoHa «OO0 00sS3aTeIPHOM MEIWIIMHCKOM CTPaXOBaHWUU B
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Poccutiickoit ®eneparny u OenepanbHblil 3akoH «O0 OCHOBaX OXpaHbI 3JJ0POBbS TPAKIAH B
Poccuiickoit deneparuu 1o BONpocaM KIMHUYECKUX PEKOMEHIALNIN».

11. [Tpuka3z Munznpasa Poccun Ne 1031 ot 28.02.2019 r. «O06 yrBep)ACHUH MOPSAKA U
CPOKOB pa3paboTKH KJIMHUYECKUX PEKOMEHIAINM, HX IepecMOoTpa, TUIIOBOH (HOpMbI
KIMHUYECKUX PEKOMEHJAMi U TpeOoBaHUNH K HX CTPYKType, COCTaBy U Hay4dHOI
000CHOBaHHOCTH, BKJIFOUaEMOW B KIIMHUYECKUE PEKOMEH AN HH(pOpMAaIHm.

12. [Tpuka3 Munznpasa Poccun ot 13.10.2017 N 8041 «O0 yTBEep:KICHUNA HOMEHKIIATYPbI
MEIUIIMHCKUX YCIIYT»

13. [Ipuka3z MunucTepcTBa Tpyaa U cormanbHou 3ammTsl PO ot 27 aBrycra 2019 r. 5851
«O knaccupuKamMsIX W KPUTCPHUSAX, HCIOIB3YeMbIX IMPH OCYIIECTBICHHH MEIUKO-
COLMATILHONW 3KCHEPTU3bl TPaxaaH (QeaepaTbHBIMU TOCYAAPCTBEHHBIMH YUPEIKICHUSIMHU
MEIMKO-COIIUAIBHOMN SKCIIEPTU3HI

14, [Ipukaz MuHuUCTEpPCTBA 3APAaBOOXPAHEHUS W COLUUAIBHOrO pa3BuTUs Poccuiickoit
Oenepanun «O MOpsIKE MPUMEHEHHS JICKAPCTBEHHBIX CPEIICTB Y OONBHBIX 10 KU3HEHHBIM
nokaszanusimM» ot 9 aBrycra 2005 r. Ne 494

15. [lepeuens cHenUaIM3UPOBAHHBIX MPOAYKTOB JIEYEOHOrO TMUTAHUS s JeTei-
naBaynioB Ha 2024 ron, Pacnopsokenme IlpaButenscTBa Poccmiickoit deaepanmu ot 11

nexabpst 2023 1. Ne 3551-p

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

OcHOBHBIC HOpPMATHBHO-TIPABOBBIC AKTHI, PeryJIMPYyOIIHe OKa3aHHe

NAJJINATHBHON MeIHIIMHCKON MOMOIIH

1.

®enepanbHblil 3ak0H «O BHeceHUU u3MeHeHuil B @enepanbHblil 3akoH "O0 0cHOBaX OXpaHbl
310poBhsi TpaxaaH B Poccuiickoit ®eneparuu” 1o BoOmpocamM OKa3aHWs MaNIMATUBHOM
menuuHckoi momomn» ot 06.03.2019 Ne 18-03

[Tpuka3 MunzapaBa Poccun Ne 345H, Muntpyna Poccun ot 31.05.2019 Ne 372 «O6
YTBEPKJICHUH TTOJI0KEHHUS 00 OpTaHU3aIH OKAa3aHUs MaJUTMATHBHON MEIUITUTHCKON TIOMOIIIH,
BKJTIOYAst OPSIOK B3aUMOJICHCTBHUSI METUIIMHCKAX OpTaHU3ali, OpTraHu3aluil COIMaTIbHOTO
0OCITy’)KMBaHUsI U OOIIECTBEHHBIX OOBEIUHEHUH, MHBIX HEKOMMEpPYECKHMX OpraHu3alui,
OCYILECTBIISIOLINX CBOIO JESITEIBHOCTD B C(epe OXPaHbl 3J0POBbS»

[Mpuka3 MunzapaBa Poccun Ne 3481 ot 31 mas 2019 roma «OO0 yTBepKIEHHH IEepeUyHs
MEIUIIUHCKUX U3JIeNNi, TpeTHa3HAYeHHBIX IS MOIIeP)KaHusl OPTaHOB U CUCTEM OpTaHU3Ma

YCJIOBCKA, MPCAOCTABIACMBIX U UCIIOJIb30BAHUA HA JOMY»
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[Tpuka3z Munzapasa Poccun Ne 505 ot 10 mrons 2019 roma «O6 yrBepxaeHuu [lopsiaka
nepesayd OT MEAWIIMHCKOW OpTraHW3alMHd MAlUeHTy (ero 3aKOHHOMY MPEICTaBUTEIIO)
MEIMIUHCKUX U3ICTUH, TpeaHa3HAYCHHbIX IS MOAAepXKaHusa (QYHKIMNA OPTaHOB U CHCTEM
OpraHu3Ma 4eJOBeKa, /Ui HWCIOJb30BAHUS HAa JIOMY NpPH OKa3aHUW NaJUTMaTHBHON

MEIUIIMHCKON ITOMOILI))
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IMpunoxenne A3.1. Cxema  MeTadOJM4YeCKHX  MNPOUECCOB  INPH

METHIMAJIOHOBOM allMJAcMHH.

M3zoneumH,

PauwoH GoneHoro ‘ MeTuoHuH,
TpeoHuH

HUPHBbIE KUCNOTBI € HEYETHLIM YUCNOM C-aTOMOB
MabbiTok MHXKK

1 2
lMponuoHun-KoA I ‘ L-MeTMnManoHun-KoA I }' CykUMHAN-KoA
Ay
*

1
1
d Mponuonnn-KoA iR MeTUnManoHun-
H KapGoKcunasa 5 KoA-myTa3a
1 ‘\
! A
: BMOTIH N\, ApneHoaunn- Ui
| \ KkoBanamuH Kpebea
i *\
1 .
L 4 X
[ Mponmoriosan wicriora | I MeTUnManoHoBas K1CnoTa ||

L-KapHUTKH

|| IMp ONMOHUN-KAPHUTHH ||

|

3Kckpeuma ¢ MOUoHA

Mertabonuueckre GJIOKH BBIICICHBI TOMYObIM IIBeTOM (1-ponuroHoBasi, 2-MEeTHIMATOHOBAsS
anuAeMHust ), TaTOJIOrMYEeCKHe METaOO0IUTHI BbI/IETIEHbBI IBOMHON paMKOH.

Ipunoxkenue A3.2. Hopmbl (u3HO0JIOTHYeCKOH MOTPEOHOCTM B OCHOBHBIX
NHUIIEBbIX BelIeCTBAX U SHEPIUM ISl 310POBBIX JeTe.

Tadauna 1. MunumanbHbIH Oe3omacHblil ypoBenb Oenka cornacio FAO/WHO/UNU 2007 B

3aBUCUMOCTH OT BO3pacTa. (6C3OHaCHBIe YPOBHU HOTpeGHeHI/IH 6€J'IK8., cpeaHee C HOHpaBKOﬁ Ha

Bo3pact + 2 SD) [1].

Muagenibl (BO3pacT roabl) | BO3PACT rojbl Bbenok (r/kr/nenn)
0,5 0,1 1,77

0,2 1,5

0,25 1,36
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Jetu (Bo3pact roabl)

2,5
5.0
10
15

B3pocJibie (Bo3pacTt roabl)

(YmMmepeHnHast akTUBHOCTb, 70

KT)
18-29
30-59

B3pocabie (Bo3pacT roanbl)

(YMepeHHast akTUBHOCTD, 50

KT)
18-29
30-59

0,5-1

1-10

11-16

>16

1.31

0,84-0,90

0,92-1,14

0,84-0,87

Ta6auua 2. PekoMeH1yemMasi TOTpeOHOCTh B MAKPOHYTpUeHTax y manueHtos ¢ [TA u MMA [37].

BO3pacT HarypanbHsliii | O0umii Dueprus
oenok! 6enok >° (xKan/kr/cyT)
(t/xr/cyT) (r/xr/cyT)
0 - 6 mec.
K:72-108
7-12 mec.
XK: 64 -96
1
X: 66 -99
4
XK: 56 - 84
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9
K: 39 -58

14— 18r.
K: 30 - 45

19->70r. 80—-100% ot DRI (nuernueckuit pedepeHc)

BepeMeHHOCT 1-1;1?1 TPUMECTP TAKKE KakK 10 OepeMEeHHOCTH
2-oit TpumecTtp — +340 kkai/cyT

>181-50r 3-if Tpumectp — +452 kxan/cyt

JlakTanus BapuabenbHble 3HaueHUs

Kommenrtapuu:

1. pexomeHIyemMoe KOJIMYECTBO HaTypaibHOro Oenka coctasiser 60-100% RDA

(pekomenyemas nHeBHaAs HOpMa rnotpedienus) u Al (agekBatHas HopMa OTPEOICHUS).

2. HOTpe6HOCTI) B Ocke PaCCUUTBIBACTCA MHAUBUAYAJIbHO IJIA KaXXI0ro NaliluCHTa B
3aBHUCUMOCTH OT TOJICPAHTHOCTH K 6€J1Ky, AHTPOIIOMCTPUYICCKHUX TOKa3aTeIe 1
PE3yIbTaTOB J'Ia60paTOpHBIX I/ICCJ'Ie,HOBaHI/II‘/‘I.

3. ecnu mepeHOCMMOCTh HaTypaibHOro Oeska meree 100% AI/RDA, pekoMeH10BaHO 100aBUThH
CIIJIII Ha ocHOBE aMUHOKHCIIOT 0€3 METHOHMHA, TPEOHUHA, BAJIMHA, H30JICUIIMHA, YTOObI

obecrieunth MuaMyM 100-120% AI/RDA.

4. pexoMeHayemas SHepreTudeckas HeHHOCTh panroHa cocraisietr 80-120% DRI EER
(pacueTHast HOTPEOHOCTH B DHEPTUHU) PACCUNUTHIBACTCS HA TOJDKCHCTBYIOLIHHN BEC.
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Tab6auua Ne 3 CpenHecyTOUHBIE HOPMBI (DU3HOIOTMYECKUX MTOTPEOHOCTEN B SHEPTUH JUIS JeTel

cormacio FAO/WHO/UNU 2001 (WHO Technical Report Series 17-24 okt 2001)

Bospacr (mec.) Dueprust (KKaji/Kr) MyxK. DHeprus
(kkan/kr) sxeH
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
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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 44,4
17-18 50,3 44,1
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Ipunoxenne A3.3. [lorpe6HOCTH B METHOHUHE, TPEOHNHE, BAJTMHE, H30JIeHI[UHE

Y HaMUEHTOB C METHJIMAJIOHOBOM anuaeMHuei B 3aBUCUMOCTH OT BO3pacra.

Tabmuua 1 OpueHTHPOBOYHAs NOTPEOHOCTb B METHOHUHE, TPCOHUHE, BaJMHE, H30JeHLUHE Yy
00JBHBIX METUIMAJIOHOBOM alluAypHUEN B 3aBUCUMOCTH OT BO3pacTa.

BoszpacT 6onbHBIX

CYTO‘{HaH HOTpe6HOCTB B aMHMHOKHCJIOTax

N3oneinux Metnonux Tpeonun Banun
JIeTH  TPYAHOTO MI/KT' Macchl Tejia
BO3pacTa
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 CTapile MI/JEHb
1lrona
1-4rona 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 CHGHI/IaHI/IBI/IpOBaHHLIe MMPOAYKTBI HA OCHOBC aMHUHOKHUCIIOT 0e3 MCTHUOHHHA, TPCOHHUHA,

BanmHa, n3oneinuHa (B 100 T cyxoii cmecn).

HaunmenoBaunue

MPOIyKTa

benox
(3kB.) T

Kup, VYrieBopsl,
r r

DHepreTu-
qecKast
EHHOCTh, KKall

Bo3spacr
IPUMEHEHUS
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XMTVI Anamix infant
Crnenuanu3upoBaHHbINA
MPOJYKT JETCKOTO
JTHETUYECKOr0
JIEYEOHOTO TUTAHUS IS
JIETEH IEPBOTO Toja
»km3ad ot 0 mo 12
MECSAIIEB B KAUECTBE
OCHOBHOI'O IIUTAHUS U B
KayecTBe
JIOIIOJTHUTEILHOTO
MMUTAHUSA IJ1d IeTel 1o 3
et "MMA/PA AxaMukc
Nudant"****

13,1

23

49,8

469

or 0 1o 1 roma

«Hytpuren 14

-tre,- met, —val,- ile»
Criennanu3upoBaHHBIN
MPOAYKT CYXOH IS
JHETUICCKOrO
JIe4eOHOI0 MUTAHUS
JIeTel MEePBOro rojia
’KH3HH, OOJILHBIX
MPOITMOHOBOM U
METUJIMATOHOBOM
anuaemuelt, "Hyrpuren
14 -ile, -met, -thr, -

Val Nikkkk

14

23

50,5

471

or 0 1o 1 roma

«Hytpuren 20

-tre,- met, —val,- ile»
Criennanu3upoBaHHBIN
MPOAYKT CYXOU JIs
JHETUIECKOrO
J1Ie4eOHOIr0 MUTAHUS
JIETel cTapIie OJHOTO
roaa, OOJIbHBIX
MPONMOHOBOM U
METHIMAIOHOBOM
anuaemuel, "Hyrpuren
20 -ile, -met, -thr, -

Val Nhkkkk

20

18

50,4

444

ctapiie 1 roaa
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«Hytpuren 40

-tre,- met, —val,- ile»
Criennanu3upoBaHHBIN
MPOAYKT CYXOM JJis
JTUETUYECKOTO
ne4eOHOro MUTAHUS
JIETEH cTaplie OJHOTO
roaa, 0OJIbLHBIX
MPOIIMOHOBOM U
METHJIMaJIOHOBOM
aruaemuelt, "Hytpuren
40 -ile, -met, -thr, -

Val Nikkik

40

13

31,6

403

crapme 1 roga

«Hytpuren 70

-tre,- met, —val,- ile»
Cnenuanu3upoBaHHbIN
MIPOIYKT CYXOH IS
IHETUYECKOrO
J1Ie4eOHOr0 MUTAHUS
JIETEH cTapiie 0JTHOTO
roga, OOJIBHBIX
MPOTMTMOHOBOU U
METHIIMAJIOHOBOM
anuaemuel, "Hyrpuren
70 -ile, -met, -thr, -

Val Nhkkkk

70

4,5

298

crapie 1 roga

Milupa OU 2-prima
Cnenunanu3upoBaHHbIN
MNPOAYKT JUETUYECKOTO
ne4eOHOTO MUTAHUS AJIs
neteit crapire 1 roma,
CTpaaroOIINX
OpraHNu4eCcKou
aluIeMuen -
MPONMOHOBOM WJIH
METUJIMAJIOHOBOM
aruaemueit, "Milupa OS
2 Prima"****

60

5,3

261

or 1 1o 8 ner
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Milupa OU 2-secunda 70 0 1,6 286 ot 9 1o 14 ner
Crnenuanu3upoBaHHbINA
MPOAYKT TUETUYECKOTO
JIeueOHOIr0 MUTAaHUS IJI
nerei crapiie 8 et u
MOAPOCTKOB,
CTpaIatoIINX
OpraHn4ecKon
aluaeMuei -
MIPOTMTMOHOBOM WIJIH
METHIMAIOHOBOM
armmaemueii, "Milupa OS
2 Secunda"****

Milupa OU 3-advanta 70 0 1,8 287 crapuue 15 net
Criennanu3upoBaHHBIN
MPOJIYKT TUETHIYECKOTO
JIEYEOHOTO TUTAHUS JUTS
netel crapmre 15 net u
B3POCJIBIX, CTPATAOIIIX
OpraHuYeCcKOu
aluuIeMUEN -
MIPOMTMOHOBOM HITN
METHJIMAJIOHOBOM
armaemueii, "Milupa OS
3 Advanta"****

IIpuioxkenue A3.4. [lpuMepsl pacueToB NUTAHNUS AJIS NANNEHTOB MIPH
HHUIMALMYU JHETOTEPANUH.

| Ilpumep pacuera nutanus pedeHky 1 mec. (ken). Macca 4000r. I'pyanoe BckapMminBanue +
CIUIIT Ha ocHOBE aMHUHOKHCIIOT 6€3 METHOHMHA, TPEOHUHA, BalnHa, u3onehnnHa «MMA/PA
Anamukc Undanty i CIUIIT «Hytpuren 14 -tre,- met, —val,- ile»
1) paccuntbiBacM 6a30BYI0 TOTPEOHOCTH B OEIIKE:
- O6mmii 6enok 1,82r/kr/cyt = 1,82x4=7,28r*
- Harypansnsrit 6enok 1,2 r/kr/cyt =1,2x4=4,8r
2) PaccunThiBaeM KOJIMYECTBO IPYIHOTO MOJIOKA:
B 100 mm — 1,2r Genka
X —4,8r, orcroga X= 4,8 x 100 /1,2 = 400ma
3) PaccunrthiBaeM, CKOJIBLKO Oeska pebeHOK Jo/mkeH moayunTh 3a cueT CITJII Ha ocHOBe
aMUHOKUCIIOT 0€3 MeTHOHHHA, TPEOHUHA, BalluHa, n3oneinuna: 7,28-4,8= 2,48 r 6enka
4) PaccumntbiBaeMm, kakoe koiuuecTBo CITJIIT momkeH monyduTh peOeHOK: .
A) cuntaem konmmaecTBo cMecu eciu B 100r. cyxoii cmecu coaepsxkutes 13,1t 6enka (Oenka -
SKBHUBAJICHTA).
B 100r — 13,1t Genka
X —2,48r, orcrona X=2,48x 100 /13,1= 18,9r (19r) cyxoii cmecH.
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B) cuntaem konnyectBo cmecH, eciu B 100r. cyxoii cmecu conepxurcs 14 r 6enka (6enka —
SKBUBAJICHTA

B 100r — 14 r 6enka

X —2.,48r, orcroga X=2,48x 100 /14= 17,7 r (18r) cyxoii cMecH.

VYuursiBas, uro y aereit rpynHoro Bospacra CIIII sxenatenbHO NPpUMEHATH B KaXK/101 KOPMIIEHHE,
a MHTEPBaJI MEX 1y KOPMIICHHSIME MUHHMYM 3 daca, pacrpecisem Ha 8 mpuemon 19:8=2,4r (2,3 1)
x 8 pa3 B JICHb.

B) Pa3Boaum cyxyto cMech:

Ecnu 5t cyxoii cmecu pasBogutces Ha 30 mi - 2,4r (2,3) pa3Boaum Ha 15 M1 BOJIbI

4) PaccuuThiBaeM 00bEM U KOJHYECTBO KOPMIICHHI.

Ecnu pebenok ect 8 pa3 B eHb, MOITY4aeTCs:

50mu rpynnoro mosoka +2,5t CIUII, pazsenenHoit Ha 15mi1 Boabl

5) IIpoBepsieM SHEPreTUYECKYIO IICHHOCTh PAllMOHA:

B 100ma rpyanoro mosoka coaepxutcs 70 kkai, 3HaduT B 400M1 — 280 kkain

B 100r cyxoit cmecu (CIUIIT) conepxurces 469 kkan, 3HauuT B 19 1 — 89 kkan

280+89 = 369 kxan = 91 kkan/kr

5) BocnonnseM aeUIUT KaTOPU**, 1ie/ieBas SHepreTHuecKas eHHoCTh parona 107kkai/Kr:

A) PaccuntsiBaeM MOTpeOHOCTH B IOMTOJHUTEIBHBIX KATOPHX:
107-91=16 kxan

b) Cunraem konmmuectBo 10% neKCTpO3HI:

B 10mi 10% nmexctpo3bl — 4Kkamn

X — 14kkan, orcroga X= 16 x 10 /4= 40 ma 10% mexcTpo3bl B CYyTKH, pa3eiisieM Ha 8
KopmiieHu#, monydaercs Smi 10% nexcTpossl B Kaxaoe KOpMIICHHE.

*noTpeOHOCTh B O€JIKEe PaCCUUTHIBACTCS HHIUBUAYAIBHO IS KaXKIOTO MAI[MeHTa B 3aBUCHIMOCTH OT
TOJIEPAaHTHOCTH K O€JIKy, aHTPOIIOMETPHUUECKUX MTOKa3aTeIe U pe3ysIbTaToB J1a00paTOpHBIX
uccnenoBanuid. [Ipu cTabMIBHOM COCTOSIHUH, OTCYTCTBUU TUTIEPAMMOHUEMHH, OOIINI OEIT0K MOXKET
6b1Th yBennueH 3a cueT CITJIIT 6e3 MeTMOHMHA, TPEOHMHA, BaIMHA, U30JIeHIIMHA.

** mpu nepunuTe Kalopuil 1 HEBO3MOXKHOCTH 100aBUTh Oosbiiee konuuectBo CITJIIT 6e3
METHOHHMHA, TPEOHUHA, BaIMHA, U30JIeHIIMHa (HapuMep, B CIy4ae TUIIEpaMMOHUEMUH ) JJIs
JOCTMKEHUS] ONTHMAaIBHOM SHEPreTHYECKON IIEHHOCTH paIlioHa UCTIOIB3YIOTCS PACTBOPHI
JIEKCTPO3bl, MAJIBTOAECKCTPHH, O€30€IKOBbIC 3aMEHUTETN MOJIOKA.

Il IIpumep pacyera nuTanus pedeHKy 3-X JeT, Macca Tesa 15 kr ¢ ucnoabzosanuem CILJIII
HA OCHOBEe aMHUHOKMCJIOT 0€3 MeTHOHHHA, TPEOHNHA, BajJnHa, u3ojaeiinnua « Hyrpuren 40
-tre, - met, —val, - ile». Pacuer mpoBoauTCS B COOTBETCTBUM C MPHBEIEHHBIMH BbIIIIE
npuHuunaMu. CooTHomeHue 0: #: y oT 001eli JHepreTH4ecKoil HEHHOCTH PALMOHA /10JIKHO
crpemuTbes k 10:30:60.

1) PaccunTsiBaeM 0a30BYyIO MOTPEOHOCTD B OEJIKE:

- O6mmii 6enok: 1,26r/kr/cyt = 1,26 x 15= 18,9r*

2) PaccunthiBaeM HaTypasbHbIH OEIIOK:

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

3) PaccunrtsiBaem kommuectBo CITJIIT Ha ocHOBE aMHHOKHCIIOT 0€3 METHOHHHA, TPEOHHHA, BaJIMHA,
uzoneiinuHa (ecnu B 100r. cyxoit cmecu copepxutcs 40 r O6enka).
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A) CunraeM CKOIbKO Oenka peOeHOK ToJbKeH momydnTs 3a cuet CIUIIL: 18,9-12,75= 6,15t Genka
b) cuntaeM KOJMYECTBO CMeCH:

B 100r — 40r 6enka

X — 6,151, orcroga X= 6,15x 100 /40= 15r cyxoii cMecH.

4) PaccuMThIBaCM SHEPreTUYCCKYIO [ICHHOCTh PAllMOHA:

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

Ha ocHOBaHWM JTaHHBIX PACYCTOB MOXKET OBITh MPEIIOKEH CIACTYIOIIMMA IJIaH ITUTAHUS

O6bem benoxk benok-skBuBanent | KamopuitHOCTh (KKa)
HaTypaibHbIi (T) | (T)

«Hytpuren 40 15r
-tre,- met, —val,-
ile»

Kamma pucoas 20r
(merckast)

OpyKTHI 200r
OBomu 250r
Kaprodens 100r
OnuBKOBOE Sr
MacJio

banan 150r
Karmra 40r
MYJTBTU3JIAaKOBAS
(merckas)

Maxkapons! 6/6 40r

CnuBouHOE Sr
MacJio
HEwMmomnoxo 400mn
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pucoBoe

UTOI'O

*[Ipu cTaOUIBLHOM COCTOSHUH, OTCYTCTBHH THIIEPAMMOHUEMUH, OOIIHI OEJI0K MOXKET ObITh YBEIHYCH
3a cuet CIUJIIT Ge3 MeTOHMHA, TPEOHUHA, BAJIMHA, U30JIEHIIMHA
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IIpunoxenue A3.5. IlpuMepHBIi CyTOYHBIH HA00P MPOAYKTOB, €r0 XUMHU4eCKH I
COCTAB M JHEPreTHYecKasi HEHHOCTh /IS IeTel J0IKO0JIbHOI0 BO3pacrTa ¢
METHJIMAJIOHOBOM antuaeMuen.

XHUMHUYECKHUM COCTaB, T
TpoyKTh! Komunugectso, OHepreruyeckas
r (M) Genku | xups | yraeBOmH LHEHHOCTh, KKaJl

X160 HU3KOOEIIKOBBII 140 1,06 3,5 84,2 378
Xne600yI0YHbIC U3IEITHS 30 0,23 2,7 19,4 105
Cyxas cmech HU3KOOCIIKOBas 54 0,87 1,8 50 79,3
Bepmuiens Hu3ko0emKoBast 13,7 0,12 0,08 11,2 479
Kpymna nuskobenkoBas 25 0,2 0,5 21,6 90
Cyxoit 6e30eTKOBBIIi HAITUTOK 24 5,0 17,2 114
Macao cIuBOYHOE 20 0,1 16,5 0,16 149
Macno TomeHoe 10 0,03 9,8 0,06 88,7
Macmo pacTuTeabHOe 15 - 14,9 - 134,8
Caxap 30 - - 29,9 113,7
Bapenbe 20 - - 14,0 56
Kaprodens 100/70 14 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
Caekna 60/48 0,72 0,05 4,32 20,2
Kabauxu 25/19 0,12 0,06 1,0 4,75
Oryprist 5/4 0,03 - 0,11 0,65
Cainar 10/9 0,12 - 0,18 1,4
[TomugopsI 15/13 1,3 0,03 0,49 3,0
Tomar-niacra 8/7 0,35 - 1,33 7
JIyk penyaTtslii 5/4 0,05 - 0,32 1,45
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KiroxBa 10 0,05 - 0,38 2,6
Coxu 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 cueT HaTypaJbHBIX MPOAYKTOB 9,5 70 258 1700

Pa3spenienHble M orpaHUYeHHbIE K NOTPeOJIeHNI0 NPOAYKTHI ipu MMA

(«nmu1eBoii ceeTodop»)

Msco u MsacHbIEe U3aeaus

bapanuna, ropsiiuHa, CBUHUHA, MCO NTUILL (KYpbl, YTKH,
uHJEeNKa), Koi10achkl, MAaITEThl, CApAEIbKH, COCUCKH,
CyOnpOAYyKTHI (TI€YeHb, IOYKHU, CEPALIE), MSICHBIE
JIeTTUKATEChI

Pr106a 1 ppIOHBIE TPOTYKTHI

Pr16a Mopckast u pedHasi cBexasi 1 3aMOpOKEHHas,
pBIOHBIE KOHCEPBBI, HKPa, KpaOOBbIE U PHIOHBIE MMAJTOYKH,
KpPEBETKH, MOJITFOCKH, TIACThI ¥ MALLTEThI, PaKH

TBOpOT U CBIPEI

TBOpOr, TBOPOKHUKH, TBOPOXKHBIE MACCHI U CHIPKH,
OpbIH3a, CBIPHI TBEP/BIE U MATKHUE, CHIPHI CHIPKU
IIJIaBJICHBIE, CHIPHBIE MACChI

X7neb u x11e600yI0uHbIe U3ACTHUS

MyKa (MIIEHUYHAs, p>KaHasi, OBCSIHAs, TpeYHeBast), XJied
OeJbIi U YepHBIH, XJIeOHBIC TTAJIOUKH, OapaHKH, OyJI0UKH,
MeYeHbe, MTUPOKHOE, CYLIKH, TOPTHI

Kpyna u xmonss

Kpyma rpeuHeBas, nNueHo, TOJIOKHO, KpyIlia MaHHasd,
SAYHCBas1, XJIOIIbA OBCAHBIC

CoeBble TPOTYKTHI

MYKa CO€Basl, POAYKTHI U3 COU, IIUPOKO
pacIpoCTpaHEHHBIE B BEN€TAPUAHCKOM ITUTAaHUU,
ITONKOPH

Sina

BCE BUIIBI STHI]
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Opexu BCE€ BUJIbI OPEXOB

JKEJITBIH CITHCOK (npumenams c ozpanuienuamu,)

MOoJI0KO ¥ MOJIOYHBIE TIPOTYKTHI Momnoxko, kedup, Horypt (¢ coaepkanuem Oenka He Ooee
2,8 /100 mur) — 30 mu;

Mouoxko, kedup, Horypt (¢ coaep:kanueM Oenka H
CBIBOPOTKA TBOpOskHast — 120 mu;

cMmeTtana — 35 M,

ciuBku 35% xupHOocTH — 45 M,

ciuBku 10% sxupHOocTH — 30 Mt

Kpymna u kpynsiHble n3aenus puc oTBapHOH — 45 T;
KyKypy3Has Kpyma BapeHas — 35 r;
KYKypY3HbI€ XJIombs — 15 T

OBoum kaprodens BapeHbiit B MyHupe — 80 r;

Kaptodensb Gpu Win KapeHslid — 55 T;

yuncel — 45 1

KapTodenpHoe mope OpicTporo mpurorosieHus — 10 T;
KarycTa 1BetHas BapeHas — 30 ;

Karrycra OpoKKoiH ceipast, BapeHas — 30 r;
Oproccenbckas Karycra BapeHas — 35 1

OBoIIHBIE KOHCEPBHI ukpa Oaxmaxannas — 60 T;

uKkpa kabaukoBas — 50 r;

mmuHaT (rope) — 50 ;

ropoiek KoHcepBupoBaHHbIil — 30 r

Kupsl n macna CIMBOYHOE Macio (comepxkanue xupa 82%), Torenoe
Macyo, pacTUTEIbHBIE Maciia BCEX BUIOB (CKUAKHE U
TBEpJIble), JSApA (BHYTPEHHUI CBHUHOM JKUP), TOMJICHbIE
XKHPBI (TOBSHKUHN, CBUHOM, KypHHBIii), callo CBUHOE (ILITIHK,
HO He OekoH), maciio MCT

3EJIEHBIH CITHCOK
(npumersiemvie c60000HO, HO MO He OMMeHsenm HeoOX00UMOCMU yiema KOIuiecmsea 6eaka u
AMUHOCUKIOM. )
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@pPYKTHI U ATOJbI

CBEXHE U KOHCEPBUPOBAHHBIC (WJIH IPUTOTOBIICHHBIC B
caxape) GpyKThl: aOpUKOCHI, aiiBa, aHaHAC, arleJIbCHH,
apOy3, BUHOTpaJ, TpaHar, Tpymu, rpeundpyr, ryasa,
JIBIHS, €KEeBUKA, U3I0M, HHXXHP (CBEKUU, HO HE
CYILIEHBbIN ), KUBH, KITYOHUKA, KPBIXKOBHUK, TUMOH,
MaJIMHA, MAaHT0, MAHJIAPUH, HEKTAPHH, OJIUBKH, IEPCUK
(cBexHil, HO HE CYILIEHbIN), CJIMBA, CMOPOJIMHA CBEXKas
(uepHas1, kpacHas, Oenasi), TepH, YepHUKA, YSPHOCIIUB,
IICTKOBHUIIA, SIOJIOKHU, PPYKTOBBIC CAIATHI, 3aCaXapEeHHbIE
SATOABI U (PPYKTHI

OBoIIY U 3€JIEHD

OBoliy 3a HCKITI0YEHHEM 000O0BBIX (apTHIIOKA
OaknaxaHbl, OpIOKBa, KaOa4YKH, Kpecc-canar, Karmycra
0eJ10- U KpaCHOKOYaHHAsl, Kalepchl, KOPHUILIOH, JTyK-
IIOpEW U peryaTslid, MOPKOBB, OTYpLbl, IACTEPHAK,
HaTUCCOHBI, NIepel (KpacHbIH, 3eJIeHbIH, KenThli,
OpaHXEBBIi), MTOMUIOPHL, IETPYILIKA U JH00ast 3€JIEHb,
pEBEHB, PEAMNC, PENa, CBEKIIA, CENbACPEH, calaT JIaTyK,
TBIKBa, (heHXEJIh, MAPUHOBAHHBIN JIYK, YECHOK, OBOIIIH,
3CJICHBD )

Kaprodens Bo Bcex BUIax NPUTOTOBIEHHS (C
OCTOPOXHOCTBIO ITPU MATOJIOTUU MIOYEK, T.K. MHOTO
KaJus);

OBoI1HBIE IPOIYKTHI B BUJIE CIIPEJOB, COYCOB, CYIIOB;
OpPyYKTHI;

®pyKTOBBIE MOPCHI, COKH, (hperiu, CMy3H, TUMOHAIBI,
KOMIIOT;

Kpyna u 3epHoBBIE

MyKa pUCOBas U KyKypy3Has, KpaxMmas TalluoOKH,
KYKYPY3HBbIIl 1 KapTO(EebHbIH, TalnoKa, caro

Caxap " CJ1IaJOCTH

Caxap, ppykTo3a, I1110K03a, MOJOYHBIH caxap,
MaJIbTOJIEKCTPHH, COJIOJIOBBIN SKCTPAKT, BapPEHEE,
JOKEMBI, KOH(UTIOPBI, CUPOIIBI, MeJl, MapMenal, JIEACHLIbI,
npo3paydHasi KapaMelnb, caxapHas BaTa, PpyKkToBoe
MOpPOXEHHOE (3aMOPOKEHHBIH COK), IepOeT PpyKTOBBIH

Hanutku

NUTHEBAs BOJIA, B TOM YHCIIe OyTHIMPOBAHHAS U
ra3upoBaHHas, MUHCPAJIbHBIC BOJbI, I'a3UPOBAHHLIC
HaIMUTKU (HO HE ¢ «AcmapTamMoM»), COKH, HEKTapbl, Yaii,
YepHBI Kode
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Pasnoe JKEJHUPYIOILKE BEllecTBa (arap-arap, NeKTHH,
pacTUTENbHbIE CMOJIBI-KAMEIH ), ITUILEBbIE
apoMaTH3aTOpbl U KpacuTesn (BaHWIIb, BAHUJIVH,
MUH/IaIbHasl ACCEHIM, IepevHas MsTa, madpa),
ropYMIa, AYHIMCTHIE TPABBI, IIEPELL, CIEIIUH, YKCYC

Ipuioxenue A3.6. MeradoMyecKHil KOHTPOJIb, MOHUTOPUHI JUHETHYECKOI'0

JICYCHHUSA, HYTPUTUBHOI'0O CTATyCaA 1 BOBMO’KHBIX OTAAJCHHBIX OCJIOKHEHUH

3200J1eBAHUSA

Hccnenosanue

Yacrora

UccnenoBanue  ypoBHS  aMMOHHS, MOJIOYHOU
KHCIIOTBI B KPOBH, HCCIIEJOBAHHE KHUCJIOTHO-
OCHOBHOI'O COCTOSIHUSA U Ia30B KPOBU

B xaxnp1ii BU3UT

AMHUHOKHUCIIOTEI IJ1a3Mbl KpOBU (KOMHHCKCHOG
OIpe/IeJICHHE KOHIECHTPALUK aMHUHOKHCIOTHI |
AlUJIKAPHUTUHBL B KpOBH, KOMIIJICKCHOC
OIpe/IeJICHHE KOHIECHTPALUK aMHUHOKHCIOTHI |
AlUJIKAPHUTUHBI B KPOBU METOJA0OM TaHIIeMHOfI Macc-
CIIEKTPOMETPHUH )

(mocne 3-44 ronogaHus)

1 pa3 B 3-6 mec.

Opranuueckre KHCIOTBI B Moue (KOMIUICKCHOE
OTIpeIeIIEHUE COJIEPIKAHMsI OPTaHUYECKUX KHCIOT B
MOYe)

1 pa3 B 3-6 mec.

HccnenoBanue ypoBHs cBOOOJHOrO L-kapHHUTHHA B
kposu (TMC)

1 pa3 B 3-6 mec.

KoHnTponb nuets! (MuieBoil THEBHHUK )

B xaxxnp1it BU3UT

AHTponomeTpus

B xaxxnp1it BU3UT

Kinnanueckuit ocmotp

B kaxnp1it BU3UT

UccnenoBanne ypoBHA ainbOymMuHa B  KpPOBH,
npearbOyMuH KpoBH (OmpejeneHre COOTHOLICHUS
0enKOBbIX (hpakuuil METOJOM ANEeKTpodopesa,
OIpeJIeIeHUe COOTHOIIEHHsS OEIKOBBIX (Ppakiuit
MCTOAOM BBICOKOYYBCTBUTCIIBHOT'O KaITWJUIAPHOI'O
anekTpodopesa)

1 pa3 B 6 mecseB
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CocrosiHMEe KOCTHOW TKaHH (OINpEIeTICHUE YPOBHSI
00Iero  KajblMs, WOHU3UPOBAHHOIO  KaJbIIHS,
Heopranmueckoro gocdopa B KpoBH, 00IIEro MarHus
B CHIBOPOTKE KpPOBH, aKTHBHOCTb  INEJIOYHOMN
¢bocarasel, uccnenosanue ypous 25-OH suramuna
J1 B KpOBH, HCCIICIOBAHUE YPOBHS MapaTHPEOHTHOTO
TOPMOHA B KPOBU

1 pa3 B ron,
MIPU TIOPAYKEHUH TTOYEK YaIle

Onpenenenue YPOBHS BUTaMHHA B12 |1 pazBroa
(unanokoOanamMHH) B KPOBH, MCCIEIOBAHUE YPOBHS

GonueBoil  KUCIIOTBI,  HCCIIEOBAaHHE  YpPOBHS

(beppuTHHA B KPOBH

OcMoTp Bpaya-HEBpoOJIOra [To moxa3zanusiM
Omnpenenenue riomepyiasipHoil u  TyOymspHoii | 1 pa3 B 6 mec.

(GyHKIMU oYeK (MccIeJ0BaHnue YPOBHS KpeaTHHUHA
B KPOBH, MCCIIEJOBAHUE YPOBHS MOUYEBHHBI B KPOBH,
HCCIIEA0BAHUE YPOBHSA MOYEBOM KHUCIOTBI B KPOBH,

ucciefoBanne ypoBHs 1mcratuiHa C B KpOBH,
UCCIIC/IOBAaHKE  YPOBHS  KalblUsi B MOUE,
uccinenoBanne  ypoBus  ¢ochopa B Moue,

ompeneiieHue  Oellka B MO4Ye,  OIpEICIICHUE

apOyMUHa B MOYe, ONpeeNICHHE KOJIMUecTBa Oenka

B CYTOYHOH MoO4e, HCCICIOBaHUE (DYHKIUU

He()pOHOB TO KIMPEHCY KpeaTmHWHA (mpoda

Pebepra))

Omnpenenenue aKTUBHOCTH naHkpeaTHueckoi | 1 pas B 6 mec.

aMUWJIa3bl B KPOBH, OIMMPCACIICHUC aKTUBHOCTH JIMIIA3bl
B CbIBOPOTKE KPOBU

KapI[I/IOJ'IOFI/I‘lCCKOC O6CJ'ICI[OB3HI/IC
(KT, DXO-KT)

1 pa3 B 12 mec.

Koruutusnbie pynkmnuu (1Q)

I1o nokazanusam

Odranpmonoruyeckoe o0cae0BaHNE

1 pa3 B 12 mec.

99I, MPT ronoBHOro Mosra, CypaOJIOTHYECKHE
TECTHI (ayTUOMETPHS)

I1o nokazanusam

CroMaroJioruueckas ImoMoIlb

He pexe 1 pasa B roa

amantupoBano u3 [Guidelines for the diagnosis and management of methylmalonic acidaemia and
propionic acidaemia: First revision Patrick Forny, Friederike Horster, Diana Ballhausen, Anupam
Chakrapani, Kimberly A. Chapman, Carlo Dionisi-Vici, Marjorie Dixon, Sarah C. Griinert, Stephanie
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Grunewald First published: J Inherit Metab Dis. 2021 May;44(3):566-592. doi: 10.1002/jimd.12370.
Epub 2021 Mar 9. Erratum in: J Inherit Metab Dis. 2022 Jul;45(4):862. PMID: 33595124; PMCID:
PMC8252715].

Hpuinoxenue A3.7. TakTuka npea- v MOCJae0NEePaAMOHHOI0 BeJleHUS ALMEHTOB.

Heo0s3aTesibHbIE TPOLETYPBI

[IpoBepbTe, uTO pedEHOK 310pOB (0€3 MPOSABICHUN BUPYCHOM WM OaKTepUATbHOW MH(EKIINH) B
TeueHue 48 yacoB 10 onepanuu. Eciu ecTh NPOSBICHHUS, TO ONIEPALHUIO CIECAYET OTIOKHUTh

[Tocnenree KIMHUYIECKOE 00CTIEIOBaHUE TI0 3a00JIEBAHUIO JTOJIKHO OBITH IPOBEACHO HE MEHEE
gyeM 3a 3 MecsIia 10 oneparuu

HeoT1/105kHbIe MepPONIPUSITHS H OCHOBHBIE nmpouenypsl (> 30 MUHYT)

HaHpaBLTC Ha KOHCYJIbTAIUIO CIICUAJINCTa

[Tpu moctyruienuu: nposepsTe aMmmoHui, pH, ra3sl kposu. Eciiu ammonwuii 6onee 200 Mmonb/,
pH menee 7,30 winu nedunmt ocHoBanuu 6osee 10 MMOIIB/TT Wil peOSHOK TyBCTBYET Cce0s TIOXO,
HEOOXO0IMMO OTMEHUTh HE00A3aTeNIbHBIC IPOIICTYPhI H/HIIA HAIIPABbTE HA KOHCYIIBTAITUIO
CHEeHAAINCTA

Benenue npeaonepanmuoHHoe

[IpexpaTuTh KOpMIICHHE B COOTBETCTBHH C MUHUMAJIBHBIMU IO BPEMEHHU TPEOOBAHHUSIMH K
aHecTe3Uu M HauHUTe BHYTpuBEeHHO 10% pacTBOp AEKCTPO3BI™* U 37EKTPOIUTOB C LIENBIO
OCTaHOBKH JIMIIOJIH3A:

- 8-10 Mr/Kr/MMH 111 HOBOPOKIEHHBIX U JieTe 10 1 roxa

- 6-7 mr/kr/muH s nerewi ot 1 roxa go 12 ner

- 5-6 MI/KI/MUH 17151 TOAPOCTKOB OT 13 set

- 4-5 MI/KIr/MUH U1 B3pOCIIBIX

s B12-uyBctBUTenbHBIX (opM HeoOxoaumo BBeneHne BO3BAOL #1lnanokobanamuna™* 1 mMr
napeHTepanbHo 3a 24 Jaca 10 poIeIypsl U B IcHb oneparuu [46]

Jlo6aButh BHyTpHBEeHHO #JleBokapHuTHH 13 pacdera 100 mr/kr/cytkn. MakcumanbHO 12 rpamm
JUTsE B3pOCIibiX [46]

Bce nady3un 10mKHBI TPOIOIKATHCS B TEUSHHE BCETO ONEPaTUBHOIO BMeHareabcTBa. [1pu
JUTMTENTEHBIX ONEepaIisIX HE0OX0IMMO PaCCMOTPETh BOIIPOC TIPUMEHEHUS )KUPOBBIX IMYIIbCHH JUTSI
napeHTepalbHOro NUTaHusA** (0T 1 10 2 MI/KI/CyTKH BHYTPUBEHHO)

Benenue moCjJconmepanmuoOHHOC

KOpMHCHI/IC IOCJIC oncpaliui B 3aBUCUMOCTHU OT MeTa00IUYECKOr0 COCTOSTHUS nmanueHTa ¢
YUYE€TOM CTaHJAAPTHBIX MMOCICONICPallnOHHBIX BeHeHI/Iﬁ TalMEHTOB
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IIponomkUTh CUMOTOMATUYECKYIO TEPAIIAIO

Pemenue Borpoca 06 orMeHe HH(Y3MOHHON TEpanuy MIPUHUMACTCS WHAWBUIYAIBHO ITOCIIE
CTaOWIIN3aLUU COCTOSTHUSI MTAI[MeHTa

WM HavyaJlach PBOTA!

- TIPOBEPHTE ra3bl KPOBHU, JICKTPOIUTH © AMMOHUI

- o0cynuTe Ha3HAYECHUE MTPOTUBOPBOTHBIX MpENapaToB (M30eraiiTe mpuMeHEHHS
METOKJIOTIPAMHU/IA)

- TPOAOJIKaWTe BHYTPUBEHHBIC HHDY3UU ACKCTPO3bI**, #J[eBOKApHUTHH U BHYTPHUBEHHBIX
YKHPOBBIX OMYJIbCUI JIJIS MTAPEHTEPaIbHOro muTanus** (1-2 rp/Kr/cyTKn)

- 100aBbTE AMHUHOKHCIIOTHI JIJISl ITAPEHTEPATHHOTO MUTAHUS**, €CITU TpUeM THUIIN He
B0o300HOBUIICS, U3 pacuera 0,5-0,8 rp/kr/cyTkn

Ecnmu B IMOCJICONECPALIMOHHOM IIEPUOIC pe6eH0K HE BOCCTaHOBMJI OOBIYHBIN PEXUM ITIpUEMA ITUIINA

- BBITUCHIBANTE/TIEPEBOANTE TOIBKO MOCIIE CTAOMIM3ANN META00IMYECKOTO COCTOSIHUS peOeHKa

IIpuioxkenue A3.8. [lamAaTKka nanueHTa ¢ MeTad0JIMYeCKUM 3200/ 1eBAHHEM.

ITACIIOPT IMTAHMEHTA C METABOJIMYECKHWM 3ABOJIEBAHUEM
dUO

Hara poxneHus
Jluaruos: (MKB-10)

[Tomuc OMC:

KOHTAKTHAS NHOOPMALWA OTAEJIEHUA/JIEHAIIIETI'O BPAYA:
KIIMHUYECKUE PEKOMEHJIALIMA M3 P®

https://cr.minzdrav.gov.ru

CKOPAA N HEOTJIOXHA A ITOMOILb
VY nanuenTa BHICOKHI pUCK pa3BUTHUS METa0OINYECKOTO KpH3a
Tpebyercs sKkcTpeHHast FTOCHUTATU3AIMS IPU HAIWYUHA CUMIITOMOB METa00JIMYECKOTO KpU3a

CUMIITOMBI METABOJIMYECKOI'O KPU3A: nnuTenbHbI OTKa3 OT €/bl, TOIIHOTA, PBOTA,
YTHETEHHE CO3HAHUs, CYI0POTH.

I[TPOTUBOIIOKA3AHUA:

. BBenenue 6enkoBbIX pacTBOPOB (AMUHOKHUCIIOTHI JJIs TaPEHTEPAIbHOTO BBEICHMS)

. JlnnrensHOE rojgoaaHue

. NCKIIFOUUTD ITPOAYKTHI msicHbie, ppiOHBIE, MOJIOYHBIE, 0000BEIE, COEBBIE U OPEXHU.
. MenukamMeHTO3Has Tepanus: npenaparsl BanenpoeBoil KUCIOTEI

HEXEJIATEJIBHO:

Bricokue 10361 TNTIOKOKOPTUKOHIOB

HEOTJIOXKHAS INATHOCTUKA:

OIpeJIeJIeHUE IEKTPOIUTOB KPOBH, IIIIOKO3bI, MOUEBUHBI, KpeaTHHHUHA, aMmuiasbl, KILIC
(OukapbOoHaThl, 1aKkTaT, Oy(hepHble OCHOBAHUS), AMMOHUH.

HEOTJIOXXHAS TEPAITUA:

. DKCTpEeHHOE BHYTPHUBEHHOE BBEJICHHUE ACKCTPO3BI* *: HogopodicOenHbie u demu do 1 2ooa 8-
10me/ke/mun, om 100 3nem 1-8 me/ke/mun, om 4 0o 6 nem 6-7 me/xe/mun, om 7 0o 12 nem 5-
6me/ke/mun, cmapwe 12nem 4-5 me/ke/mun, e3pocivie — 3-4me/ke/mun. TIpu CHIKESHUH TITFOKO3bI

83



HIDKE 2,5 MMOJIb/1 — cTpyiiHoe BBeaeHue 10%-25% nexctpossl u3 pacuera 2-3 MI/KT, fajee
kanenbHoe BBegeHne 10% nexkcTpo3bl CO CKOPOCThIO 7-9 MI/KI/MHH 10 HOPMATU3allUA YPOBHS
TIIFOKO3bI B KpoBU. [Ipy HE0OX0MMOCTH T00aBICHHE TIperapaTa rpyIibl KHHCYJTHHBI KOPOTKOTO
JICUCTBHS U MX aHAJIOTH JIJISl UHBEKIIMOHHOTO BBEJCHUS (HApUMep, #UHCYIHH acapT**,
#UHCYJIMHA PACTBOPUMOTO PACTBOPUMBIH [UCIIOBEUECKOTO YEIOBEUCCKUI TeHHO-MHKCHEPHBIH | **)

B no3e 0,01- 0,05-0,1 ME/kr/u.

. #Jlesokapuutn 100-200 MI/Kr B CYyTKHM 10 HOpMalIM3aluu COCTOsHUS. B nepuon kpusza u
OCTpOH THIIEPaMMOHHEMHH /1032 MOXKET ObITh yBeaudeHa 10 300 mr/kr/cytku (12r makcumym).
. Huera. B Teuenne 24-48 qacoB (He Oolee) MepeBeCTH Ha MUTAHUE UCKITFOUUTEIIEHO CMECHIO

aAMUHOKUCIIOT 0e3 h30JeiIHa, MeTHOHHWHA, TPEOHUHA U BaJIMHA C COXPAHEHUEM CYTOYHOM
KaJIOPUUHOCTH ITUTAHUS.

. OrepaTUBHOE BMEIIATENIbCTBO/aHECTE3MS - HH(PY3HMOHHAS Tepamus B Cllydasx, TPeOYIOUIX
yIUTMHEHHUE TIePHO/a TOJI0aHus, PaCTBOPBI IEKCTPO3bI** (13 pacueta 8-10 Mr/Kr/MuH 11 neTe
MIePBOTO TOJa )KU3HHU, 6-7 MT/Kr/MUH — 117151 AeTer oT roga Ao 10 jet, 5-6 mMr/kr/MmuH — juist nerei
crapire 10 seT) u pacTBOPBI, BIMSIONINE HA BOTHO-3JICKTPOIIUTHBIN OagaHC (Kalus XJIOpHIFHATPHUS
areTaT+HaTpus XJI0pug**).
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Ipuaoxenue b. Anropurmsl aeiicTBUIl Bpadya

| AUMNEAPHHTHHE B BERHCYIWEHHEY NATHAX KPOEN

'

C3 = 6.8 melin nnn
C3/C2 = 0,22

v

EOHCYNBTALMA EpAUE-
reHeTHkalepava-negnatpalepava-
HEoHaTonora. FocnUTanneauna,

PEWEHWE EONPOCA O HAYane
TEPANWUK TEPANHK

v

peTecT, tHoy B kpoEn
OPraHNYEckHE KHCNOTH Modn”
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Cca/cz =022
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METHNMANOHOEAA/NPONHOHOEAA
AUNAYPUN NCENHIYEHB

"3
&

J

‘

!

!

3-0OH-nponnoHoeaa kWenoTa
tHey Hopma

METUNMANOHOEAA KACNOTA
tHoy HopMa HNH NoERWEH

HEOOHOIHAYHBIE PEsyNbBTATH
aHannza tHey wiwnn
OPFaHNYECKENE KMCNOT MOYn

tHoy & Hopme
OPraHnUeckHE KMENoTH E ..

v

v

v

v

NpoNUOHOEAA aLMOYPHUA
FECOKOEEPOATHA

METHNMANOHOEAA ALNLYRNA
cl/fies roMoLMCTHHYRHER
ERCOKOEEPOATHA

CONOCTAENEHWE KNHHHYEGEHX
WNnafopaTopHEX LaHHBX
WEKNKuEHne ownGok
MEEAHANWTHUMECKOrD 3TanNa

HCENKYEHWE

HEQOCTATOMHOCTH ENTAMHHAE ..

|

KOHCYNBTALNA EpaYa-
reHeTHkalepada-
negnatpalepava-
HEOHaTonora. ..

¥

FeHETHYECKAA NAHENE

A

| HEOAQHOFHAYHBIE PRFYNBETATH

!

[eHOTAN YETAaHOENEH
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OnarHos mMeTHNManoHokan
aungypHA/NpanMoHoEan
ALAAYPNA Mo OTEEPXLEH

’| OHK-aHannza

| MEQWUEDO-TEHETHUECKDE

L
>
EOHCYNBETHPOEAHNE CEMBH
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Hpuiaoxenue B. Undopmauus 1/ manueHra

YTto Takoe MeTHJIMAJIOHOBAS alueMusi/auaypus?
MetunmanonoBass anuaypust (auuaeMusi) — TIpyIa HACIEICTBEHHbIX HapylleHUH oOMeHa
METHIIMAIOHOBOW KHUCJIOTHI WK KoOanmamuHa (ButamuHa B12). U3BectHo 7 dopm MMA, Bce oHM
CBSI3aHbl C HapylIeHUsMH pPa0OThl (EPMEHTOB, KOTOpbleé HEOOXOOUMBI [UIl IPAaBUIBHOTO
MeTa0oaM3Ma aMHHOKHUCIIOT: METHOHUHA, TPEOHWHA, BaJIMHA, H30JIeHIINHA.
Kak yacTo BcTpeyaercsi METHIMAJIOHOBAS aluaeMusi?
MMA - penxoe 3aboneBanue. Yactora panHei, Tspkenoi popmsel MMA coctasisier B cpenneM 1:50
000 >kuBBIX HOBOPOIKICHHBIX.
Kak nposiB/isieTcsi MeTHJIMAJI0HOBasi anuaypusi?
MMA MoxkeT HposiBIATbCA B PAa3HOM BoO3pacTe — OT MJIajieHdyecTBa 10 Jerckoro. Ilpm stom
3a00JIEBAaHNN HAKAILJIMBAIOTCS TOKCHUUYHBIE BELIECTBA, KOTOPHIE OKA3bIBAIOT BO3/CICTBUE HA KIETKU
HEPBHOM CHUCTEMBI, ITOXKEITYI0UHON JKeJIe3bl U CeplIeYHOM MBIIIIIBI. Y peOeHKa MOXKET HaOII01aThCsl
CUMITOMbBI, HAIIOMUHAIOIINE OTPaBiIeHUE (MHTOKCUKALINIO) — YacThl€ CPbITMBAHUS, PBOTA, OTKAa3 OT
€/1bl, MbllIIeYHast c1ab0CThb, BAJIOCTb, CYJOPOIH, IIOBBIILIEHHAS COHJIUBOCTb.
Hambonee omacHbIMH Ui KH3HH COCTOSIHMSIMH, BEIYIIUMH IIPH OTCYTCTBHUHM JICYCHUS, K
HEOOpaTHUMBIM MOCJIEACTBUSAM BIUIOTH J10 JIETAJILHOI'O UCX0/1a, SIBJISIOTCS «METa00INUECKUEe KPU3bI».
B 5TH nepuop1 MOBBIIAETCS KOHIEHTPAIHSI OPraHMYECKUX KHCIOT B KPOBH, aMMOHUS, H3MEHSCTCS
KHCJIOTHO-ILIEJIOYHOE COCTOSIHUE KPOBH, HAPYILAETCS SHEPreTUUECKUI OOMEH.
Kpu3bl 00BIYHO MTPOBOIMPYIOTCS TAaKUMH (HhaKTOpaMH, KaK BUPYCHBIE M OaKTepHabHbIe HH(EKINH,
CTPECCOBBIE CUTYAIMH, TPAaBMbI U, XUPYPrUUECKUE BMELIATEIbCTBA, SMOLMOHAIbHbIE U (PU3HUECKUE
Harpy3Ku, IpUeM HEKOTOPBIX JIEKAPCTBEHHBIX MPENapaToB.
HeotnoxxHoe JeueHHe OYEHb BaXXHO, TaK KaK CYLIECTBYET BBICOKMH PHCK HEBPOJOTHUECKUX
OCJIOKHEHUH.
Kak Hacaenyercss MeTHIIMAJIOHOBasi anuaypus?
Bce ¢popmber MMA HacnenyroTcs IO ayTOCOMHO-PELIECCUBHOMY THUITy. DTO 3HA4YMT, 4TO OOJE3Hb
MPOSIBIISIETCS TOJIKO B TOM CIIy4ae, €CJIM 00a pOAUTENS ABIISIOTCS HOCUTEISIMU OOJIE3HU U, XOTSI CaMH
OHHU He 00JICIOT, NepeatoT peOeHKY /1Ba MOPaXKEHHbIX I'eHa. boibIMHCTBO ceMeil, rie ecTh peOeHOK
C 3TUM 3a00JieBaHUEM, HE CTAJIKUBAINCH paHblIe C MOJ00HON mpobiemoil. Puck moBTOpHOTrO
poxieHus1 00JBHOTO pedeHKa B CEMbe, TJIe YXKe eCTh OOJIbHBIE JIeTH, cocTaBiseT 25% Ha KaxIyro
O6epemeHHOCTh. [laToreHHbIE N3MEHEHHS B OJTHOM M3 7 Pa3HBIX T€HOB MOTYT MPUBOJIUTH K STOMY
3a0oneBannto. KpaifHe BaXXHO yCTaHOBUTh T'€HETHUYECKYI0 (popMy O0JI€3HH, MOCKOJIBKY OT 3TOTO
3aBHCHUT M TAaKTHKA TE€PAINH, U IPOTHO3.
bpatbs u cectpsl 060ibHOTO pebOEHKAa, MOTYT OBITh OOJIBHBIMHU, Ja)Xe €CIM Y HUX Ha MOMEHT
JUArHOCTUKU YJIEHOB CEMbM HE ObLIO CUMNOTOMOB. B naHHOM ciyyae HeEoOXOIMMO HIPOBECTH
JIMarHOCTHKY, YTOObI KaK MOXKHO paHbIlle HauyaTh TepamHio M M30exkaTb OCIOKHEHHH. Takxke OHU
MOTYT OBITh HOCUTENSIMU, KaK UX poauTenu. UTo kacaercs APYrux 4WIEHOB CEMbH, TO UM Ba)KHO
COOOULIUTB, YTO OHU MOT'YT OBITh HOCUTENAMHU. DTO 3HAYUT, UTO U Y HUX €CTh PUCK POXKJIEHUS peOeHKa
C JIaHHBIM 3a00JIEBaHUEM.
Bee cembn ¢ MMA 110/kHBI 0053aTENbHO HMPOWTH MEAMKO-TEHETHMUYECKOE KOHCYJIbTHPOBAHUE U
MOJIYYUTh MOJHYI0O MHQOPMAIMI0 OT Bpadya-T€HETHKAa O PHUCKE MOBTOPHOTO MPOSBICHHS TaHHOTO
3a00JIeBaHNs B CEMbE, OOCYAMTh CO CIIELMAINCTOM BCE BOINPOCHI, CBA3AHHBIE C HACJIEJOBAaHUEM
3aboneBanusi. B Poccun Menuko-reHeTnueckne KOHCYIbTallui paboTaloT B KaXKIOM PETHOHE.
C uenpio MpoOBEACHUS MPEHATATBHOW M MPEUMIUIAHTALMOHHOM TUarHOCTUKU CYIPY)KECKOH mape
MpeBapUTENIbHO HEOOXOIUMO TPONTH 00CIe0BaHHME HAa HOCUTENIbCTBO MAaTOTEHHBIX/ BEPOSITHO-
naToreHHsIx BapuanTtoB B reHax MUT, MMAA, MAB, MCEE, CD320, LMBRD, MMADHC,
MMACHC, obpatuBmIich B CielMaIM3UPOBaHHBIE JHATHOCTHUECKUE JIAOOPATOPHH M METUIIMHCKIE
neHTpsl. [lpenaTtanbHast IMarHOCTHKA MIPOBOAUTCS MOJIEKYIISIPHO-T€HETHUYECKUMHI METO/IaMH, ITyTeM
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uccnenoBanus /IHK, BbigeneHHON U3 OuonTaTta BOPCHH XOpPHOHA W/MJIM KJIETOK aMHHUOTHYECKOM
KUJKOCTU U/WIH TIJI0JHOU KPOBH.

Kak ycranaBiuBaeTcsi 1MarHo3 MeTHJIMAJOHOBOM auuaypuu?

Ha ocHOBaHMM KJIMHUYECKUX CUMITOMOB Bpau MOKET 3al0J03pUTh AUArHO3 U OTIPABUTH MAlUEHTA
Ha JlabopaTropHoe o0cienoBanne. MeTo oM TaHAEMHOW MacC-CIIEKTPOMETPUH B KPOBU ONPEICISIOT
YPOBEHb TaKUX COCAMHEHHUM KaK KapHUTHH, allUJIKAPHUTUHBI 1 AMUHOKUCIIOTHI, C TOMOIIBI0 METO/1a
ra3oBoil xpomarorpaduu Macc CIIEKTPOMETPUEH — YpOBEHb OPraHUYECKHX KHUCIOT Moud. [lpum
MMA nHaOmogaetcsi moBblllieHue nponuoHwikapautuHa (C3), HU3KOe coaeprKaHue CBOOOTIHOTO
kapautuHa (CO0), nosbimenue cootHomenus C3/CO m C3/C2 B KpoBH, B MOYE IOBBIIICHA
KOHIEHTpAlUsi METHJIMAJIOHOBOM KHUCIOTBI, 3-THIPOKCUIIPOMUOHOBON, METHUITMMOHHOU. [lpu
HEKOTOpBIX (popmax MMA Takke HaOJFOAETCs TOBBIIICHUE YPOBHS TOMOIIUCTEMHA B KPOBH.
[TaruenTaM ¢ BBISBICHHBIMH OHMOXMMHYECKMMH W3MEHEHUSAMHM, XapakTepHbIMU misi MMA, mis
NOATBEP)KJICHUS. JIMAarHO3a IPOBOAST MOJIEKYJISIPHO-TEHETUUECKOE HCCIIEIOBAaHUE C  IIEJIBIO
BBISIBJICHUSI MaTOT€HHBIX H3MEHEHUI B reHax, OTBETCTBEHHbIX 3a MMA. OOBIYHO ISl 3TOTrO
IPUMEHSIIOT UCCIIEI0BAaHUE C IIOMOIBIO TAPT€THBIX T€HETUYECKUX MaHENIEH.

Kak JieyaT manueHTOB ¢ METHJIMAJIOHOBOM anuaypueii?

OcHoBHBIMU MeToAamH JieueHus MMA sBnsieTcss aueToTepanus W Ha3HAYCHUE CIEIUaIbHBIX
JICKapPCTBEHHBIX MPENapaToB, KOTOPHIE MO3BOJSIOT CHU3UTh BIMSIHUE TOKCUYHBIX METaOOIMTOB Ha
OpraHW3M M MO3BOJISIIOT UM JIETde BEIBOAUTCS C MOUOH. J[MeToTepanus 3aKIr04aeTcsl B OTpaHUYEHUN
NOCTyIUIeHUsT Oellka M TeX AaMHMHOKUCIOT, MeTaboiu3M KOTOpbIX HapymieH. Co3aaHbl
CHelUaIn3UpOBaHHbIE JeUeOHbIE CMECH JJIs NMUTaHUsS JAETel pa3HOro Bo3pacra. Bpau-reHeTuk u
Bpau-AMETOJION TIOMOTYT paccyuTaTh AHMETY, MPaBUILHO BBOAMUTH NMPUKOPM M HAy4daT OCHOBHBIM
npaBuiaM auerorepanuu. KpaiiHe BaxXHO CcOOJIIOAaTh BCE PEKOMEHIAIIMU Bpaued, YTOOBI
MaKCHUMaJbHO N30eXaTh Pa3BUTHUS META0OIMUYECKUX KPU3OB.

Kak j1eyaT nauueHToB B Nepuoa MeTadoJIM4eckoro Kpusa?

CrnenyeT BpeMEHHO MPEKpaTUTh norpediienue denka (Ha 24-48 gacon). [TonHOCTHIO OTMEHUTH O€TI0K
HEBO3MOKHO, TaK KaK OpPraHu3M HYXXJaeTcs B IOCTYIUIEHUU OelKa U, €ClM ero OyaeT NmocTynarhb
HEJO0CTaTOYHO, aKTUBUPYIOTCS MPOIIECCHI KaTabonu3ma.

Joma mpu mepBBIX NpU3HAKaX 3a00JeBaHUs, OCOOCHHO KOTJa y pPEOCHKAa CHIDKEH AammeTHT
(Hampumep, TpH TPOCTyAE, TPUMNIONOAOOHBIX CHUMMOTOMAaX, BHUPYCHBIX HWH(GEKIHIX, JHOOBIX
3a00JIeBaHUAX, COMPSHKEHHBIX ¢ Temreparypoir >37 °C, TOH3WLIUTE, TaCTPOIHTEPUTE) CIICHAYET
HayaTh TEPANHIO MO MPEJOTBPALLICHUIO pa3BUTUA Kpu3a. Eciu poauTenu He yBEpeHbI B MOSBICHUU Y
pebeHka TepBBIX MPU3HAKOB MpHOJIMKaromerocss 3adoneBanust (OJIEAHOCTb, COHJIMBOCT,
pa3apaXKUTENbHOCTb, MOTEPS alleTHTa, JUX0paaKa, ToIoBHas 00Jb, JOMOTa U 00I1Ias 00JIb, Kalllelb,
007 B ropse WiM yiax), TO B Ka4eCTBE Mepbl MPEJOCTOPOKHOCTH PEOCHKY CIIEyeT AaTh BHIIUTH
pacTBOp TIIOKO3bI OJWH pa3 (Tabmuma 1). CaMbIMU paHHUMHU TPH3HAKaMH OOBIYHO SIBJISIFOTCS
HE3HAYUTEJIbHbIE M3MEHEHUS! B IOBEJIEHUHU, KOTOpbIE OOBIYHO JIETKO 3aMedaroT poautenu. Eciu
peOEHOK OTHOCHTENHHO 3[I0OPOB U Yy HETO HET PBOTHI, a TOIBKO C1a00CTh U HEOOIbIIAas COHIUBOCTh
MOXHO TIOUTh €T0 4epe3 POT PacTBOPOM TMOJIMMEpPA TIFOKO3bl YAaCTHIMU JIPOOHBIMHU TMOPIUSMU
(tabmuma 1). TouHBIH perenT/KOHIIEHTPAIUS TOJIMMEPa TIIFOKO3bI, PEKOMEHIOBAHHBIN IS KXKIIOTO
peOeHKa, OTIIMYaeTcs, Hy>)KHO Y3HATh y JIeHalllero Bpaya YTO MMEHHO MOAXOAUT BalleMy pPeOeHKY.
HexoTopsiM J1eTsiM He HpaBUTCA BKYC MOJMMEpPA TIFOKO3bl, U OHU MPEANOYUTAIOT HATUTKU, KOTOPbIE
MIPOJIAIOTCS B CyNepMapKeTax, HO KOHIIEHTPAIlMU yTIeBOJAOB B TAKUX HanmuTKax Hke. [lokymaembie
HAIIUTKA HY)KHO TIPUMEHSATH C OCTOPOXHOCThIO. HU3KOKanopuiiHble HANMUTKH, HAMHUTKH 0e€3
no0aBJIeHHs caxapa Cojep)KaT O4YeHb Majo WM BOBCE HE COJIEp)KaT YIJIeBOJOB, MOATOMY HMX HE
CJIelyeT UCIIOJIb30BaTh.

C nosiBieHHEeM NepPBHIX MPU3HAKOB META0OINYECKOT0 KpU3a, HE JOKHUAAACh IPUX0/ia Bpaya, CIelyeT
YBEIUYUTH JI03Y MEPOpaibHOTo (uepe3 poT) #neBokapuutuna g0 200 mr/kr/cyTku [46].
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Taoauna 1. O6beM KUAKOCTH NPH PA3BUTHH MeTA00JIMYECKOT0 KpH3a.

Bozpact | % nekctpo3sr** | O0beM KUIKOCTH (M) B ICHb Y€pe3 PoT

(;er)

0-1 10 120-150 mn/xr

1-2 15 120 mn/xr

2-9 20 [Tpu Bece no 10 xr — 100 mu/kr, 11-20 kxr — Ha mepBbIe JecATh
kwiorpamM 100 Mur/kr, Ha creayromue aecath Kutorpamm 50 M/kr,
npu Bece 6osee 20 kr — Ha nepBble aecaTh kuorpamm 100 mur/kr, Ha
cienyromue aecath kumnorpamm 50 mur/kr, mocie 30 kr — 25 mi/kr

Crapmie |25 ITpu Bece mo 10 kr — 100 mu/kr, 11-20 kxr — Ha mepBBIE AECITh

10 kmtorpamm 100 mu/kr, Ha cnenyromme aecath kuiaorpamm 50 Mir/kr,
npu Bece 6osee 20 kr — Ha niepBbie aecATh krtorpamm 100 mu/kr, Ha
cnenyromue aecsath kwtorpamm 50 mur/kr, mocie 30 kr — 25 mur/kr

3areM B TeueHue 1-2 4acoB HY)KHO PEryJIsipHO OLIEHUBATh KJIMHUYECKOE COCTOSIHUE peOeHKa.

Ecin y peOeHka IOCTOsHHas pBOTa M €MY HE CTAHOBUTCS JIydllle, POJUTENSM CJIEAYET
He3aMeJUIMTEIbHO 00paTUThCS B OOJIBHUILY JUIsl 00CIeI0BaHNUS.

Bpauam ckopoil nomoniy Heo0X0UMO NEPEAATH BBIITUCKY C 3aKJIIOUEHUEM U PEKOMEHAALUSIMU Bpaya
10 TEPAlMK B EPUOJT META0OIMUECKOTO KPHU3a.

PopuTensm HyXHO B3SITh ¢ OO0 B OOJIBHHILY BCIO MHPOPMALIUIO 00 UCTIOIB30BaHHBIX PACTBOPAX U
JKEJIATEeIIbHO CAMU PaCTBOPBL.

Kakoii Hy>)KHO TPOBOJINTh MOHUTOPUHT JIJISl TALIUEHTOB?

Heo6xoauM MynbTUIMCHUIUIMHAPHBIA TMOAX0J K HAOMIONEHUIO U JICUCHHIO MarueHToB ¢ MMA
CHelHaIuCTaMH pa3HbIX IpoduiIel ¢ 1eNblo o0ecredeHns] KOMIJIEKCHOM Teparuu U CBOEBPEMEHHOM
e€¢ Koppekuuu npu HeodoxoaumocTH. [{ns maumeHToB ¢ MMA HeoOXOIHMMBI peryisipHble
oOcnefoBanus. B Tabnuie npuBeaeH NpUMEpHBIA NepeyeHb U PerysipHOCTb UCCIIEAOBAaHUM, HO B
Ka)KJOM CJIy4ae BbI JIOJDKHBI COTJIAaCOBBIBATH IJIaH 00CIIEI0BaHUS CO CBOMM JIeHallliM BpauoM.
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Tadoauna 2. IlpuvepHblii mepedyeHb M PeryJsipHOCTbL KOHCYJbTAIMA M HCCJIe0BAHUA Y
nanueHToB ¢ MMA

Uccnenosanue

HurepBan

Koppekuust nuerorepanuu (IpoBOJAT Bpayu-
TeHETUKHU WU Bpauu-AHETOJIOTH)

1 p/mec. na 1 rony »xu3nu, nanee 1 p/3 mec. u no
nokazaHusM 10 3 yiet; 1 p 6 mec. mocne 3 et

yabpTpa3BykoBoe uccienosanue (Y3U) opranos | 1 pas B roa
OPIONIHOMN TOJIOCTH
npoBeneHue 3nekTposHiedanorpapuu (33I) | 1 pa3 B roa

NpoBeICHUE OMOXHMHUYECKOTO aHajaM3a KPOBH
o0mieTepaneBTHIECKOro

He pexxe 1 pasa B rog OnpeneneHre akTHBHOCTH
nuIasbl B CHIBOPOTKE KpoBH, OrmpenencHue
AKTUBHOCTH TAHKPEATHYCCKOW aMuiiasbl B
KpoBU — He pexe 1 pa3a B 6 mec.

OOmwuit (KIMHUYECKUI) aHATIU3 KPOBU

He pexe 1 pasza B rox

OIIpeJieNIeHue YPOBHSI CBOOOJHOTO KapHUTHHA,
AMUHOKHCIIOT, OPTaHUYECKUX KUCIOT MOYHU

Ka)k/ple 3-6 MecsIeB B CTAOMILHOM COCTOSTHUH
B mepuos HWH(DEKIUOHHBIX 3a00JIEBaHHM,
MeTaboIruecKoro Kpusa He pexe 1 pasa B 7-10
JHeHn

Kapaunonorudeckoe oocnenoranue (OKI', 3XO-

B MoMeHT muarHocTuku 3aboseBaHud, gaiee 1

KT') pa3 B roj

Kak naumenTsl mnoJsy4aror jedenue B Poccuiickoii @enepauun?

MMA OTHOCHUTCS K YMCITy PEIKMX HACJIeZICTBEHHBIX O0JIe3Hel 0OMEHa BEIIECTB U BXO/IUT B IEPEUCHb
penkux (opdaHHbBIX) 3a00JIeBaHUH, TIEYCHHUE KOTOPBIX MPOBOJAUTCS 3a CUET CPEJCTB PETHUOHATHHOTO
Oromkera. [locne ycraHOBIEHME JuarHo3a HEOOXOAMMO BKJIIOUEHHE MAallMEeHTa B PErvOHAJIbHBIM
CEIMEHT pErucTpa IO >KU3HEYIPOXKAIIIKUM peakuM (opdaHHBIM) 3a00JI€BaHUSM, C IIEJIBIO
JanpHeiero obecrnevyeHuss HE0OX0IMMBbIM JIedeOHBIM MTUTAHUEM U JICKAPCTBEHHBIMHU IperapaTaMu.
B pa3HbIx permoHax 3a BeJleHUE PETUCTpa OTBEYAIOT pa3Hble CIEIUAINCTHI, HO Yallle BCEro 3TO Bpayuu-
TeHEeTUKU, II03TOMY TIOCJI€ YCTaHOBJEHUS JMarHo3a oO0s3aTeNbHO HYXHO OOpaTUThCS K
pEeruoHaNbHOMY Bpauy T'€HETHUKY.

Kak MoryT nomoratsb poaHsie u 0s1u3kue?

He 3a0b1BaiiTe — OT ceMbH TakXke 3aBHCHUT ycrex jeueHus. Hy)xHo coOmoaTh peKkoMeH1aluu, Hu
NpU KaKUX YCIOBHUSAX HE JOMYCKaTh «CPBIBOB» B JUETOTEpAIlUU, CIEAYET YACNISITbh BHUMaHUE
peaOuiauTallMM U TJIAHOBBIM OOCienOoBaHUSAM. Bce uieHbl ceMbU JOJIKHBI 3HATh, YTO PEOEHOK
HYX/1aeTcsl B 0COOOM MUTAaHUH U OJIM3KHE POJICTBEHHUKH JIOJKHBI OCBOMTH HABBIKHM pacyeTa JUETHI.
Pogurenn manmentTa ¢ MMA, a B JaJIbHEHIIEM W caM TMAIMEHT JTOJDKHBI OBITH 00Y4YEeHBI MTpaBUiiaM
OpraHu3alluy TEPANUU B MEXKIPUCTYIHBIN EPUOA U B IEPUOJ] YTPO3bI METAO0INYECKOTO KpH3a.

VY pebenka npu cebe Bceraa JI0JKHA HAXOAUTHCA MaMATKA C YKa3aHUEM HEOTJIOKHBIX MEpPONPUATUI
B MIEpUOJ] HAYNHaroIIerocss Mmeradonuaeckoro kpuza (Ilpunoxenue A3.8).
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IIpunoxenune I'l - I'N. IlIkajabl OoneHKH, BONPOCHMKHM W JApPyrue OIEHOYHBIE
HHCTPYMEHTbl  COCTOSIHMSI NALMEHTAa, MNpPHUBEJCHHbIE B  KIHMHHYECKHX

PEKOMECHIAIINAX.
He npumenumo.
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