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TepMuHbI U onpeaeIeHUs

I'emoamanu3 — MeTOJl BHENOYEYHOI'O OUMUIIEHMS] KPOBU, BO BpEMs KOTOPOrO NPOMCXOIUT
yJlaJleHue U3 OpraHu3Ma TOKCHYECKUX IPOJYKTOB OOMEHa BEIIECTB, HOpMalU3alUsl HapylLIeHUH
BOJIHOTO U DJIEKTPOJMTHOrO OalxaHCOB, NPH 3TOM OYMILEHHE KPOBHM OCYLIECTBISETCS 4Yepes
UCKYCCTBEHHYIO0 MEMOpPaHy ¢ IPUMEHEHUEM allllapaTa «MCKyCCTBEHHAsI TOUKay.

Merta0onnuecknii  KpM3 —  KPUTHYECKOE,  YIPOXKAIOLIEE  JKU3HU  COCTOSIHHE,
CIIPOBOLIMPOBAHHOE HEOIAronpuATHBIME (haKTOpaMH, OOYCIABIUBAIOLIMMU YCHJICHUE IIPOLIECCOB
KJIETOYHOr0 KaTa0ojiu3Ma C HAKOIUIEHMEM TOKCHUYHBIX METa0OJUTOB U IPOSBISAIOLIEECS OCTPO
BO3HUKIIIEH 3HIeaonaTueil, IpucTynamMu pBOThI, CyJOPOraMH.

IlepuToHea bHBIH IMAJIN3 - METOJ BHEIIOUYEYHOI'O OYMILEHUS KPOBHU, BO BPEMsI KOTOPOTO
IPOUCXOIUT YAAJIEHUE W3 OpPraHu3Ma TOKCUYECKUX MPOAYKTOB OOMEHa BELIECTB, HOpPMaJU3alus
HapyIIEHUH BOJHOTO U 3JIEKTPOJUTHOTO 0aJaHCOB, IPU 3TOM OUYUIIEHUE KPOBU ITPOU3BOIUTCS 32 CUET
CMEHBI CIIELIUAIbHBIX PACTBOPOB B OPIOLIHOM MTOJIOCTH, a B Ka4eCTBE MEMOpaHbI BHICTYIIAET OPIOLIMHA

nanucHTa.
1. Kparkass nHpopmanus mo 3a00/1¢BAaHNI0 WIH COCTOSAHMIO (Tpynme

3200J1eBaHUI UJIM COCTOSIHUM)

1.1 Onpenejenue 3a00JeBaAHUSA WJIN COCTOAHNA (TPYHNBI 3200J1€BAHNI UJIW COCTOSTHUIN)

MetmimanoHoBass  anuaeMust  (auuAypusi) — Tpynmna TIeHEeTHYEeCKH TeTepOreHHBIX
HACJIEJICTBEHHBIX 3a00JI€BaHUN U3 TPYIIBl OPraHUYECKUX AalUIypuil, CBA3aHHOE C HapylIEHHEM
oOMEHa METHUJIMAJIOHOBOM KHUCIOTHI M KoOanamuHa (BuTamMHa B12), conpoBoxnaromnieecs
HapylIeHHeM MeTabosin3Ma psiia aMUHOKHUCIOT (M30JICHINH, BaJIMH, TPEOHUH, METUOHHUH ), >KUPHBIX

KHCJIOT C HCYCTHBIM YUCJIOM aTOMOB YIJIEpO/Ja U XOJICCTCPUHA.

1.2 DTHOJOrMsT H NATOreHe3 3a00JeBAHMSA WMJIM COCTOAHUA (rpynnbl 3a00JeBaHUM WM

COCTOSIHM 1)

Kiaccuueckas popma 3aboneBanusi o0ycioBieHa aeuiuroMm MeTuMamoHWI-KoA myTassl,

BeiencTBue MmyTanuii B rene MUT. I'en kapTupoBaH Ha 6p2 1. 3aboneBaHne XapakTepU3yeTcs MOJIHBIM
(mut0) uam yacTMYHBIM (mMut-) OTCYTCTBHEM aKTHBHOCTH (epmenTa. [lanHas dopma sBisercs
PE3UCTEHTHOM K Tepanuu BUTaMuHOM B12.

Onucanbl  Tpu (GOpPMbI METUIMAIOHOBOM alMIypuH, COMPOBOXKIAIOLIUECS HAPYIIEHUEM
MeTaboan3Ma BUTaMuHa Bio: MeTWiIManoHoBas anuaeMusi, 0OyCJIOBJIEHHas HapylleHHeM oOMeHa

ajieHo3uHKoOanamMuHa chl4, Bcnencreue myramuii B rene MMAA (4q31.1-q31.2), meTunmanoHoBast
4



aruaeMusi, 00yCJIOBIIEHHAs! HapyIIeHHeM oOMeHa aJieHO3MHKoOanaMuna cblB, BcleacTBUE MyTaIui
B reHe MMAB (12q24), xoTopble SBISIOTCA YyBCTBUTEIbHBIMU K Tepanuu BUTaMuHOM Bl12, n
METUJIMAJIOHOBAsl alMJeMusi, OOycioBieHHass aepuuuToM MeTwiManoHuI-KoA snumepassl,
BcaeacTBue mytanuid B reHe MCEE (2p13.3), npu KOTOpo#l KOHIIEHTpalys BuTamMmuHa B12 B murazme
HAXOJUTCS B Mpejienax HopMaibHbIX BenuuH. Kpaiine peako Bctpedaercs Gopma METHIMAIOHOBOM
alUIypHUH, CBS3aHHAS C HEJOCTATOYHOCTHIO pelenTopa TpaHcKkobanamuHa u Mmyranuei reaa CD320,
KOTOpBI KapTupoBaH Ha 19p13.2.

MeTniMaaoHOBOM auaypusi ¢ roMOUUCTUHYpHeH. PasnnyatoT Tpu ¢popmel 3a00seBaHus:
cblF, obycnoBnenHast mytauusimu rena LMBRD, dopwma cblD —ren MMADHC, ¢hopwma cblC — ren
MMACHC.

Tun HacinemoBaHWsS METWJIMAJIOHOBOM alUJIEMHUU TMpPH BCEX T€HETUYECKHX BapHAHTaX —
ayTOCOMHO-PELIECCUBHBIM.

[laTorene3 3aboneBaHusl CBSI3aH C HAKOIUIEHUEM MPOU3BOJHBIX METHIMAJIOHOBOM U
MPOMTMOHOBOM KHUCIIOT BCIIEACTBHE OJIOKUPOBaHUs OOMEHA Ha YPOBHE mepexoja MeTHiIMaloHniIKoA
B cykuuHWI-KoA. IlpenmiecTBeHHHKaMH MPONMOHATOB B OpraHU3ME CIY)XaT aMHUHOKHCIOTHI
W30JICHIIMH, BaJWH, TPEOHMH M MeTHOHUH (50% oOIero KojaudyecTBa MPOMUOHATOB), KUPHBIC
KHCJIOTBI C HEYETHBIM YHCIIOM aTOMOB yIJiepoja U XonecTepHH (25%); octanbHasi 4acTh IPONMOHATOB
oOpa3yeTcs B KHIIEYHUKE B pe3yibTare IesITeIbHOCTH 3HIOTeHHOW Quopel. Hakomnenue
OpPraHUYeCKUX KHCIIOT (IPONMOHOBOM, METHIIMAJIOHOBOM, METUIUIMMOHHOM U JIP.) BEJET K TSHKEIOMY
METa0OJIMYECKOMY  KETOAlU103y,  BTOPUYHOW  THMIIEPAMMOHMEMHUH,  THUIEPIIUIMHEMHH,
rurnornukeMud. [lOBBIIEHHBIH ypOBEHb B KPOBM W BBICOKas IIOYEYHAsT OKCKPEIHS
NPONHOHMIKAPHUTHHA 00YCIOBIMBAIOT UCTOIICHNE 3a1IaCOB KAPHUTHUHA U €T0 BTOPUYHBINA AePUIIUT.
Cxema MeTaOONMYECKUX HapylIeHHH, HAOMIONAIOMMXCS MpPH  METWIMAJIOHOBOM  alMJIeMHH,

IIPEJICTaBJICHA B IPHIOKEHUH A 3.1

1.3 DnyuaeMuoJiorus 3a00JeBaHUs WJIH COCTOAHUSA (rPyNNbI 3200J1eBAHUN WU

COCTOSIHMIA)

3a0osieBaHHE BCTpPEYAETCs B Pa3IMYHBIX MOMyIAUUAX. YacToTa cpelu HOBOPOXKICHHBIX B

crpanax Espombr 1:48 000 - 1:61 000; monoBuHa ciy4aeB MNpeicTaBieHa Bi2-pe3nCTeHTHBIMU

dbopmamu. B Poccuiickoit @eaepannu ToUHas YacToTa 3a00JI€BaHUsI TOYHO HE U3BECTHA.



1.4 Oco0eHHOCTH KOAMPOBAHMS 3200Je¢BAHMS WJIHM COCTOSAHHS (rpynnbl 3a00J1eBaHUNM WM

COCTOAHUI) Mo MeXIVHAPOIHON CTATHCTHYECKON Kiaaccudukanum 00J1e3Heli 1 mpoodJiem,

CBA3AHHLIX CO 31I0POBHEM

(MKbB-10)

E71.1 - Ipyrue Buasl HapyieHuss 0OMeHa aMHHOKHUCIIOT C Pa3BETBICHHOH LIETBIO.

1.5 Kiaaccudukanus 3a001eBaHNs WJIH COCTOSHHUS (ITPynnbl 3200J1eBAaHNHA UJIM COCTOSTHHI)

Breigensitor  Bio-pesuctenTHyto  (okono Y2 cimydaeB) W Bip-3aBucHMyro  (popmbl
MeTHIMaIOHOBOU aruaypun (MMA). Bio-pesuctentHas ¢opma xapakTepusyeTcs Ooliee paHHEH
MaHubecTalel M TSHKEIbIM BOJHOOOpPA3HBIM W KPHU30BBIM TEYEHHEM OCOOEHHO BOBpPEMS
UHTPEKYPPETHBIX NHPEKIIUN U CTPECCOBBIX COCTOSHUM.

Ilo cpoxkam noseieHuss nepevix Npu3HaKog OONE3HU PpaA3IUYAIOT HEOHATABHYIO,
MITAZICHYECKYIO U TIO3IHIOKO ()OPMBI.

1.6 Kiuunndyeckass KapTHHA 3200JeBaHMS WJIH COCTOSAHUSA (rpynnbl 3a00J1eBaHU MM

COCTOSIHMiA)

Knunnueckue cumntombl MMA He crieniuduyHbl, 3a001€BaHNEe MOKET MaHU(PECTUPOBATH B
m000M BO3pacTe, KaKk C OCTPO BO3HUKIINECH CHUMITOMATUKH, TaK M HCIOABOJIb IMPOTEKAIOIIETO

XpoHuyeckoro 3aboneBanus (Taou. 1)

Tabmuia 1
Ocmpuuii 0ebrom 3ab01e6anus. XpoHuueckas manugpecmayus 3a001e8anus
Heonamanvhbiil cencuc, Hapywiernue | HenocmosHnocms  XapakmepHulx —KIUHUYECKUX

. oucmpecc | CUMRIMOMO8 CM.HUdICe.
mepmope2ynsayus, pecnupamopHbolil

CuH@pOM, cunepeeHmuiAyus

Hepeﬂa}l cucmema

Onunenmuueckue  npucmynsl  (Ha  ¢hone | Movlweynas eunomonus

npocpeccupyioujeco yeHemeHus. CO3HAHUL) 3a0epoHcKa UHMENLEKMYAIbHO20 PA3EUMUSL
HncynomonoodobHwvle 3nu300b1 IKCMPAnUpamuoHvle HApYUleHUs/OUCmMoHUs
IIpoepeccupyrowee yenemenuss CO3HAHUL OM Onunenmuyeckue npucmynsi

HOBbIULEHHOT connugocmu 00 Kombl, | Ampogpus 3pumenvHvIx HepBOs

npomexaioujee noo MAckou dHyeparuma uiu

N Tcuxuampuueckue HapyuweHus (2artoyuHayuu,
JIeKapCmeeHHO UHMOKCUKAYUU

NnCuUxo3wl)




KKT navywenus

Ilosmopuas peoma, CONPOBOAHCOAIOWAACS
Kemoayuoo3zom

Hapywenue nuwesozo nosedenus (aHopexcust)
3aodeporcka puzuueckozo pazeumus

Xponuueckue 3anopwl

lanxpeamum

Peoma, napywenue eckapmausanus

T'emamonocuue ‘xue Hapywerus

Heiimponenus, nanyumonenus Hetimponenus, nanyumonenus CUHOPOM
Bmopuunsiii cemopacoyumapmwiii (PAP

peoko)

Cepoeuno —cocy ducmas cucmema

Ocmpas cepoeyHast Heoocmamounocms | Kapouomuonamus
(npeumywecmeenno Ha gpone kapouomuonamuu) | Yonunenue unmepsana QT na OKI'.

Apummuu

Tlouxu

Xpoyuuecmﬂ noveyHas HedoCmamoyHOCHb

Jpyaue cumnmomul

/[epmamum

Cruoicenue cuyxa

[lo cpokam mosiBiI€HUS MEPBBIX MPU3HAKOB KIMHMYECKHUX CHMIITOMOB OOJE3HU pa3inyaroT
HEOHATAJIbHYIO, MJIA/IEHYECKYIO U MTO3HIOK0 (POPMBI.

Kaaccuueckas HeonaTaabHast popma MMA 00bIYHO HAYMHACTCS HA BTOPBIE CYTKH YKU3HU
C BOBHUKHOBEHHUS OCTPON META0OIUUYECKON IEKOMITEHCAIH B BU/IE TIOSBIIEHUSI HEYKPOTUMOM PBOTHI,
00€3BOKMBaHUsA, OTPUIATEILHOM BECOBOM KPHUBOM, KOJIe€OaHHI TeMIiepaTypbl, HEBPOJIOTMUYECKUX
HapylIeHWH B BUJAE MBIIIEYHOH T'UIOTOHUW/TUIEPTOHUHU, TMOBBIIIEHHOW BO30YIUMOCTH,

SIUJICTITUICCKUX TIPUCTYIIOB, nporpeccnpy}omeﬁ COHJIMBOCTH BIIJIOTH OO0 KOMBI. I/IHOF,Z[a B
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HEOHATAIPHOM TIEPHOJIE Y MAIlUEHTOB ¢ MapuuaibHbIM JedunutroM cblA, unu cblB xknuHndeckue
CUMITOMBI MAaHU(PECTUPYIOT U30TUPOBAHHBIM [TOYCYHO-TYOYJISIPHBIM aIMI030M HIIN
pa3BUTHEM XPOHMUYECKOH MOYEUHOM HEJOCTaTOYHOCTHIO [6 , 9].

[Tpu nabGopaTOpHOM HCCIIEIOBAaHUM BBISBISAECTCS BBIPAKEHHBIM META0OJUYECKHUI aiuos,
TUIEPKETOHEMUS, TUIIEPAMMOHUEMUS1, UHOT]a TPAaH3UTOPHbIE HAPYIICHUS B BUJIE TPOMOOIIUTONICHHH,
HEUTPOIICHUH, AHEMUH.

Hecmotpst Ha  panHioro  guarHoctTuky MMA M CBOEBPEMEHHOE  Ha3HAYEHUE
MaTOT€HETUYECKOTO JICYCHUSI COXPAHSETCS BBICOKMIM PUCK JIETATLHOTO UCX0/1a BO BPEMsI
MeTabOIMUECKOTO Kpr3a B HEOHATAITBHOM Bo3pacte (okoio 40%) [1, 10].

pu MJIa/IeHYeCKOM (uHpaHTHIBLHOMI) dpopme  3abosieBaHHE  MPOSBIACTCA
MeTabOIMYECKUMU KPU3aMH, KOTOPbIE MPOBOLUPYIOTCS MIPUEMOM OOJIBIIIOTO KOJUYECTBa OEMKOBOI
nuu, OPBU, kumeynsiMu WHQEKIUSAMUA U IPYTUMHU (DaKTOpaMH, aKTUBUPYIOIIMMHU IPOIIECCHI
karabonu3Ma. PaHHMME IpU3HAKaMU METa0OJIUYECKOTO KpH3a SBISIOTCS BSUIOCTh, COHJIIMBOCTD HITU
pa3ipaXUTENIbHOCTh, OTKA3 OT €/1bl, peoTa. HeBposornueckue paccTpoiicTBa NpoOrpecCupyroT BIJIOTh
JI0 COIopa WA KOMbI, KOTOPbIE MOTYT NHPHUBECTH K JIETAIbHOMY HCXOXy. TshKecTb COCTOSIHUA,
[JIaBHBIM ~ 00pasoM, OTPENESETCS  BBIPAKEHHBIM  METAaOOJMYECKUM  KETOAaIU030M,
TUTIEpAMMOHHUEMUEH, B psAJie ClydaeB — runoriukeMuei. [1lo qaHubIM nuTepatypsl, y OOJBIINHCTBA
naiueHToB ¢ MMA BbIsSIBIIsieTCS 3a/iepikKa (DU3MUECKOTO Pa3BUTHUS U IICHXOMOTOPHOTO Pa3BUTHS,
YaCTBIMH MPOSBIEHUAMA MMA SBISIOTCS SKCTparMpaMuIHas CAMITOMATHKA (Xopesi, TPEMOP, TUKH,
0ayu3M W Jp.), UHCYJIbTONMOAO00HBIE AMH30/bl. MHTEIUIeKTyallbHbIE HApYIIEHUs, B OOJBITUHCTBE
CITy4yaeB, HaOIIOAI0TCS MPU THKETbIX popmax MMA. PeTpocrieKTHBHO TTOKa3aHo, YTO Y MAIMEHTOB
¢ mut 0 B 50% cityuaeB BBISBJISIFOTCS] BBIPA)KEHHBIE HEBPOJIOTUYECKHE pacCTPOICTBA U CHUKEHUE 1Q
Huxe 80, B 25 % - mpu HegoctatouHocTu cblA/cblB [1]. ¥V 50% nereit pa3BUBaeTCs SNUIENTUYECKUT
CUHAPOM: TOHHMKO-KIIOHHMYECKHE CYAOpOrH, abcaHchl, MuokioHuu. Y 20—30% manueHToB
HaOJIIOaeTCs AUJIaTallMOHHAS UITK TUTEpTPOopUIecKas KapIMOMUOTIATHs, HAPYIIIEHUS PUTMa Cep/lia
— ynnuHeHHbIH uHTepBas QT. Takke omucaH OCTpbIl MaHKpeaTUT, aTpodus 3pUTEIbHBIX HEPBOB,
spuTeMaTo3HbIl AepMatuT. [letn yacto 6oneror OPBU, kumeunsivMu nnpexmusvu [ 1].

IoapocTrkoBas U B3pociaas popma

VY manMeHToB CTapIIero BO3pacTa pa3BUBAETCS MHUKpoIedalvs, YMCTBEHHAs OTCTAIOCTh,
CUMITTOMATHYECKas AMUJICTICUS, PE3UCTEHTHAs K MPOBOAUMON (papMakoTepanuu, CHaCTHYCCKUN
TeTpamape3, OKCTpamMpaMHUJIHbIE  HapylmieHus. BoO3MOXXHO  pa3BUTHE  BHYTPHUYEPEITHBIX
KpoBOM3NUAHUMA [1]. YV HEKOTOPBIX MAIMEHTOB HEBPOJIOTHYECKHE HAPYIICHUSI MPOTPECCUPYIOT C
BO3pacToM [7]. B nurepatype nuMeroTcst onucanus naiueHToB ¢ MMA, y KOTOpBIX HEBPOJIOTHYECKUE

HapymcHus BO3HHUKAJINW B MOAPOCTKOBOM BO3paCTC B BUAC HNPOTPCCCHUPYIONIUX THIICPKUHC30B B
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HIKHUX KOHEYHOCTSX U MUOKJIOHUY JINLIEBOW MYCKYJIATYpPbl, IPX 3TOM KOTHUTHUBHBIE HAPYILICHUS HE
HaOMoanKuch. Y psAjla MalMEeHTOB OTMEYAaeTCs IPOrPECCHUPYIOLIEe CHUKEHUE 3PEHMSI BIIOTH J10
CIenoThl. Y HEKOTOPBhIX IMAIMEHTOB OTMEYAEeTCs TenaToMerajiusi Mpu HOPMaJbHOM YpPOBHE
MEYCHOYHBIX (PEpPMEHTOB, BO3MOXKHO Pa3BUTHsI OCTPOTO TeMOPParuyeKkoro mNaHKpeaTuTa y B3pocCiblX,
ocobenHo npu B12-pesuctenTHoit ¢popme. MmeroTcss coobiieHuss 0 HapymeHuH GYHKIUHA MOYEK Y
narueHToB ¢ MMA 1o TUIy TIOYEYHOTO TYOYJISIPHOTO aluj03a C MOBBIIICHUEM YPOBHS MOYEBOM
KHCIIOTBI, YTO HEPEAKO MPUBOAUT K PA3BUTHIO ypaTHOW TUCMETAOOIMYECKON HePpomaTtuu u
MOYEYHON HEOCTATOYHOCTH. TyOyTOMHTEPCTUIINANBHBIN He(PUT ObLI TaK)Ke ONMUCAH y MAIlEHTOB C
JTaHHBIM 3a0oyieBaHuEM. ['puOKOBOE NOpakeHHE KOXKH SIBISIETCA MapKepoM MeTaboInyecKoit
JIEKOMITCHCAIINH, CYUTAIOT, YTO BBICOKMM YpPOBEHb METHUJIMAJIOHATOB W JIPYTUX MPOMEKYTOUHBIX
METabOJIMTOB BO3JICHCTBYET Ha CO3PCBAHMS I'€MATOMOITUYCCKUX KIIETOK, B TOM YHCIIC CHIIKACTCS
oOpazoBanmne T-kierok. OcTeonopo3 BCTpeUaeTcss y MHOTHX IallMEHTOB, HEPEAKO MPUBOAUT K
repesioMaM roJIoBKH Oejipa v 001bI1e0epIioBOi KOCTEH.

Ectp omnucanus poxaeHus 3I0pOBBIX JETEH OT MalMEeHTOK, cTpaaarommx MMA, uyto
JIOKa3bIBaeT OTCYTCTBUE TePATOTeHHOT0o 3(h(heKTa METUIMATIOHOBOM KHUCIIOTHI.

MeTaboanyecknii Kpus:

Cepbe3HbIM OCI0KHEHUEM JIaHHOTO 3a00JIeBaHUs SBIISAETCS META0OIMUYECKHUI KpHU3, KOTOPBIN
HamOoJee dYacTo pa3BUBACTCA BO BPEMS OCTPBIX HWHTEPKYPPEHTHBIX wWH(ekiuil. Pannumu
KIIMHUYECKUMHU CUMIITOMaMHU META0OJINYECKOTO KpH3a SBIISIOTCS:

- B 90% ciydaeB MOBTOpHAs PBOTA;

- OTKa3 OT eJIbl;

- YTHETEHUs1 CO3HAHUSI OT COHJIUBOCTHU JIO KOMBI.

TsKeCTh COCTOSIHHS, TJIABHBIM 0O0pPa30M, OINPEICISIETCS BBIPAKEHHBIM METa00TMYEeCKUM
KEeTOalK1030M, TUIIEPAMMOHUEMHUEN, B PSJIE CIIy4aeB — TUIIOTJIMKEMUEH.

OcnoxHeHuUsl, aCCOIMUPOBAHHBIE C META0OINUECKUM Kpu3oM [ 14]:

-OCTpPBIN MaHKpPEaTUT: He0OXOIUMO TPOBEPATh YPOBHU aMuja3bl U JUMA3bl B CHIBOPOTKE
KpPOBH, €CITU €CTh KaKue-TH00 CUMIITOMBI, YKa3bIBAIOIME HA BO3MOKHOCTh OCTPOro MmaHkpeaTuTa. K
HUM OTHOCSITCSI PBOTa, OOJI B )KUBOTE M OTKa3 OT €JIbI.

-UHCYNBT (0COOCHHO ¢ BOBJEUEHHWEM Oa3albHBIX TaHIJIMEB): JI000E YXY/IIICHHE
HEBPOJIOTUYECKOTO COCTOSHUS Yy manueHta ¢ MMA B MeTaboJIM4eckoM KPH3UCE JOKHO OBITh
HEMEJJICHHO YCTPAaHEHO, TTOCKOJIBKY PUCK WHCYJIBTA BBIIIE B JAHHOW MomyJsiuy narueHToB. KT wiun

MPT T070BHOTO MO3Tra BBITOITHICTCS IIpru HaJIW4Yun JIFOOBIX HEBPOJIOTUYCCKUX IPU3HAKOB,



YKa3bIBAIOLIUX HAa BO3MOKHOCTh HHCYJbTA. MI3MeHeHust B 0a3aabHBIX FaHTIUSAX, 0COOEHHO B OJeTHOM
H1ape, XapakTepu3yroT «MeTadoandeckuii uHCyIbT» MMA.

-[loueynass HemocraroyHOCTh: y nanMeHTOB ¢ MMA: BO3MOXXHO BO3HHUKHOBEHUE
porpeccupyromiell ToYeyHOH HeIOCTaTOYHOCTH U3-3a TyOYJIOMHTEPCTULIMAIBHOW HeponaTuu.

CrnenyeT KOHTPOJIUPOBATH (DYHKIUIO MTOYEK y JF000ro nmanuenta ¢ MMA B MeTabonnueckoM KpHse.

2. I[l/laI‘HOCTI(IKa 3a00J1eBaHUsI WJIM COCTOSIHUS (prﬂﬂbl 3200/IeBaHUl MJIH
COCTOHHHﬁ), MEAUIHMHCKHUE MOKAa3aHUA U IPOTUBONMOKA3AHHUA K IIPUMCHCHUIO

METOA0B ITMATrHOCTUKH

Juaecnocmuxa memuimanoHosol ayudypuu OCHOBAHA HA AHAIU3Ee POOOCIOBHOU, OYEHKe
OGHHBIX ~ AHAMHE3d,  KIUHUYECKUX  NPOAGIEHUl,  ONpeoeleHUU  COOepHCAHUs 6  KpOoBU
nponuonuakapuumuna (C3) u ceoboonozo xaprumuna (C0), noueunoil 3KCKpeyuu opeaHuvecKux
KUCTOM — MEMUIMANOHOBOU, 3-2UOPOKCUNPONUOHOBOU, MEMULIUMOHHOLL.

2.1 ’Kaao0Ll M1 aHAMHE3

IIpu coope anammesa u sHcanob pekomeHo08ano 0o6pamums GHUMAHUE HA CleOVIouue Hcanioobl
U aHamHecmuyecKue cooblmusL:
- OMSAOWEHHDBI CeMeliHblll aHamHe3 (Hanuyue 8 cemve 00abHo20 ¢ MMA, ciyuaee enesannoll
cmepmu oemeli 8 paHHeM 803pacme)

- BHe3anHoe yXyouleHue coOCmosaHuUs Ha (hoHe noaHo2o 300posvs uiu OPBHU,
- HapyuwieHus 6CKAPMIUBAHUSA,

- yacmele CpbICUBAHUS/PEOMY;

- yeHemeHue CO3HAHUS,

- UHCYTbMONOOOOHbBIE INU300bL,

- 810CMb, C1AOOCMb, COHIUBOCD,

- cyodopoau;

- becnokounoe nogedeHue, NIAKCUBOCb,

- nosviulenHoe NOMooOmoeieHuUe;

- MbIUUEYHYIO 2UNOMOHUIO/MbILUEYHBLU 2UNEPIOHYC,
- Henpou3B0bHble/HACUTLCMBEHHbLE OBUNCEHUSL,

- Ocmpaﬂ/XPOHMIIQCKa}Z NOYeYHAsi HeOOCMAMOYHOCHb.

Hauano 3abonesanusi 8¢ demckom 6o3pacme modcem ObiMb CEA3AHO CO  CLe0YIOUUMU
Gaxmopamu: o ynompedierue 601bU020 Koauvecmea 6e1Ko8ou nuwu O OlumenbHoe 20100aHue,

H€01’lpa6061HHbl€ OCcPpAaAHUYEHRUS 6 Oueme, HU3Ka: KcUZOpulZHOCWlb nuwieeoco payuona,

10



O UHMEPKYPPEHMHble  PeCnupamopHvle  UIU  HCeTYOOYHO-KUuleunvle  UH@EKYUOHHbIE
3abo0/1e6anus; O onepamueHsle MeUlamenbemed;

©) qbu3uqecmﬂ UiU NCUXOIMOUYUOHATbHAA HACPDY3KA.

2.2 ®u3uKajIbHOe 00CaAeT0BAHUE

Hpu ocmompe HeobXo00uUMo 06pamumb BHUMAHUE HA Cﬂedyiowue OCHOBHblE KIIUHU4YecKue
NnpoOA6IEHUA:

HeoOHamanbHbLIL NEpUoo
- CpbleuBaHus/peoma, OmKas om eovl;

- 3a0epacKa PusuUuecKo2o pazeumusi;

- 3a0epocKa MOMOPHO20 PA3BUMUSL,

= 6510CMb, COHAUBOCTID,

- yeHemeHue CO3HAHUsL,

— MblUEYHAs 2UNOMOHUS/MbIUEYHDIL 2UNEPIOHYC;
- nUpamuUoHvle HapyuieHus (NOBbIUEHUE CYXOICUTbHBIX peqhieKcos),
- DKCMpanupamuoHvle HapyuleHus (pasiudHvle Munvl SUNEPKUHE308, MbleyHas OUCTIOHUS), —
mpemop;
- cyoopoeu, 0emu nepevix
Jlem Hcu3Hu

INUZ0OUYECKU BOZHUKATOWAS PBOMA,

3a0epACKA NCUXOMOMOPHO20 U NCUXOPEUELBO20 PA3GUMUSL,

UBMeHeHUe MbIUEYHO20 MOHYCA (MbIUUEYHASE SUNOMOHUS/MbIUUEYHBLL 2UNEPIOHYC),
nepuoouyecKas amaxkcus, mpemop,

cyoopoau;

UHCYIbMONOO0OHbIE COCNOSHUSA

KapOuoMuonamusi;

Hapyulenus pumma cepoyd,

ocmpbld nankpeamuni, 63pociibleé

nuirenmu4decKkue npucnmynslt,
YMCMEEHHAS OmMCmajloCmbsb pasvzutmoﬁ CMEeNneHU 6blpadiNCeHHocmu,

Mukpoyeghanusi;
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CHUJICEHUE 3PEHUs 6110N1b 00 cilenombul,
cenamomezaiusd,
XPOHUYECKAsl novyedHas Hedocmamowocmb;

ocmeonopos;

O o o o 0O

CNOHMAHHbLE NEPETIOMDBL.

Tloopobno danuvie uzuxkarbHo2o 06C1e008aHUS ONUCAHDL 8 pa30ele «KIUHUYECKAs KAPMUHA».

2.3 JIaGopaTopHbIe THATHOCTHYCCKHE MCCAST0BAHUSA

® PexomMeHngoBaHO mamyMeHTaM C  KIMHAYECKUMH IIPpU3HAKaMH MMA IMPOBCACHUC
KOJMYCCTBCHHOI'O OIMPCACIICHUA YPOBHA aMHUHOKHUCIOT B KPOBH (KOMHHCKCHOG OIIpCACIICHUC

KOHIICHTPAllMd aMHUHOKKCJIOTBI W alMJIKApHUTHHBI B KpOBH, KOMILIEKCHOE OIpeesieHue
KOHIICHTPAIllMd aMUHOKHUCJIOTBl M  AIMJIKAPHUTHHBI B KPOBH METOJOM TaHICMHOM
MaCCCIIEKTPOMETPHUH) C LIETbIO OATBEPKACHUS quaraioza MMA OHOXUMHUYECKUMU METOJaMU
u auddepeHnranbHON TUAarHOCTUKKA ¢ IPYTUMH HACJeICTBEHHBIMH HApYyIICHUSIMH OOMEHa
BEIIIECTB
[1,4,7].
YpoBensb yboenureabHocTH pexomenaanuii C (ypoBeHb J0CTOBEPHOCTH /A0Ka3aTeJbCTB — S)
KommenTapum: B niasme kposu (uiu 6 Namuax 6biCYULeHHOU KPOSU) BbIAGISAION KOHYEHMPAYUo
AMUHOKUCIOM U AYUIKAPHUMUHOS: NPU MEMUIMALOHO80U ayudypuu HaOI00aemcs nosbluleHue
KoHyenmpayuu nponuonurkaprumuna (C3) u memunmanonunkapuumuna (C4), Huzkoe cooepoicanue
c600600H020 kapuumuna (C0), nogviwenue coomuoutenus C3/CO u C3/C2. Vposenv neuyuma,
U30NeUYUHA, BATUHA, MEMUOHUHA 8 KPOBU Y NAYUEHINO8 MONCEM HAXOOUMbCI 8 NPEOenax HOpMbl, Ymo
He N0360.J15em HA OCHOBAHUY AHAIU3A AMUHOKUCTIONM NOOMEEPOUMb UIU UCKTIOYUMb 3a001e6aHue. Y
MHO2UX NAYUEHMO8 NOGbluleH Ypogenb enuyuna. OOHAKO 3MO He SAGAemcs CneyupuyHviM U
Habnooaemcs npu Opy2ux HAC1e0CMBEHHbIX HAPYUEHUSX 0OMeHa eeujecma.
. PexoMeHgoBaHO nanueHTaM ¢ KIMHMYECKMMHM Ipu3Hakamu MMA  nposeneHue
KOJIMYECTBEHHOTO OIpPEACICHUS] OpraHMdeckux Kuciot B Moue (KommiekcHoe onpeaenenue
COJICpKaHUsI OPraHMYECKUX KHUCIOT B Moye, KOMILJIEKC UCCIeMOBaHHMN ISl AMArHOCTHKH

OpTaHWYECKHUX AalMAYypHii) C IEeIbI0 TOATBEpXKIACHUs nuarHoza MMA OnOXHMHYECKUMU
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MeToaMu 1 AuddepeHInaTbHON JUATHOCTUKY C IPYTHUMH HACJICCTBEHHBIMU HAPYIICHUSIMH
o0OMeHa BEeIECTB
[1, 8].
YpoBenn ybenuteabHocTH pexomeHaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTeJIbCTB — 5)
Kommenrapum: Xapaxmeprnvim 0nss MMA aensemcs nogvluieHue KOHYenmpayuu, MemuimaioH080u,
3-2UOpPOKCUNPONUOHOBOU, MEMULIUMOHHOU KUCTIOM.

. PexoMennoBano HanueHTaM ¢ KIMHUYECKUMU npuszHakamu MMA
MIPOBECHUE

HccnenoBanusi TOMOLIIMCTENHA B KPOBHU (KOJIMYECTBEHHOTO OIPEIEIEHUs] 0OLIEr0 TOMOLIMCTEHHA) C
Henplo  ycraHoBieHus: (popmer  MMA OHOXMMHUYECKMMH MeTogamMu M AudQepeHnnanbHOMl
JMAarHOCTUKY C IPYTUMH HACIIeICTBEHHBIMH HapyIeHUsIMI oOMeHa BeniecTs [ 1, 8].

YpoBenb yoenurtenbHocTH pexkoMenaanuid C (YpoBeHb J0CTOBEPHOCTH [10Ka3aTeJbCTB — 5)
KommenTapuu: Xapaxmepuvim 0ns nekomopwix popm MMA sensiemes nosviuieHue KOHYeHmpayuu

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

. PexoMeHI0BAHO TAallMEHTaM C  BBIABJICHHBIMU  OHOXMMHUYECKMMH  W3MEHEHUSIMU,
xapakTepHbiMu i1 MMA, mpoBOAUTh MOJEKYISPHO-T€HETUYECKOE HCClIeoBaHuEe (TIOUCK
mytaruit B reHax MUT, MMAA, MAB, MCEE, CD320, LMBRD, MMADHC, MMACHC)
(Kommniexke wccnepoBaHWil  JJisi  IWArHOCTUKA OPTraHUYECKHX alMUIypuil) € LEJbIo

NoATBEpKJIeHU nuarHoza MMA [1, 4].

Yposens yoeautenbHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEJbCTB — 5)

O PexoMena0BaHO NanueHTaM C KIMHUYECKHUMH IMpU3HAKaMH MMA HUCCICIOBAaHUC O6H_ICI‘O

(KITMHUYECKOTO)  aHalu3a KPOBH  Pa3BEpPHYTOr0 C  IEIbIO  BBIABJICHUS  HEHUTPOIICHUH,
TPOMOOIIUTONIEHUH, MMAHIIUTONIEHUH, aHEMHH W 00IIero (KIMHUYECKOTr0) aHajM3a MOYH C IEJBIO

BBISIBIICHUSI HapyIIeHUs: QyHKIuH rnoyek [ 1, 14].
Yposens yoeauteabHocTH pekoMeHaanuil C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB - 5)

KommenTapuu: nposooumcs npu nepsuunol OuacHOCmuke U 6 OUHAMUYECKOM HAabI00eHUl,

0CODEHHO Y NAYUeHmMo8 C HapyWeHHOU No4YedHOoU YHKYUel.

* PexkoMeHI0BaHO MAalMEHTaM C KJIMHUYECKUMHU Npru3HakaMu MMA npu no1o3peHnn Ha pa3BUTHE

MeTa00INYECKOro KpH3a MMPOBECTU OLICHKY YPOBHA pH KpOBU (HCCJ’ICI{OB&HI/IC YPOBH BOOJOPOAHBIX
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nonoB (pH) xposu, HccrnemoBanme ypoBHS Oy(epHBIX BEIIECTB B KpPOBM), KETOHOBBIX TeI
(O6HapyxeHHne KETOHOBBIX Tell B Moue, OOHapyKeHHEe KETOHOBBIX TeJl B MOYE 3KCIIPECCMETOIOM) C
L[EJIbI0 CBOEBPEMEHHOM KOppeKiuu Tepanuu [1, 4].

YpoBenb yoeauteabHocTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH I0KA3aTeJbCTB — 5)
KomMeHnTapuu: nabopamopusvimu npedgecmuukamu passumus Memaboiuiecko20 Kpusa AeJsaomcs
MeHOeHYUsL K MeEMADOIUUECKOMY ayuoo3y ¢ 0epuyumom 0CHOBAHUL, YMEHbULEHUE COOEPIHCAHU
€80000H020 KAPHUMUHA, NOGbLULEHUE YPOBHS NPONUOHUIKAPHUMUHA 8 KPOBU, NOYEYHOLL IKCKpeyuu

OpcarHu4ecKux Kuciom.

* PexkoMeHJ0BaHO MalMeHTaM C KIMHAYECKUMH npuzHakamu MMA U npu Mogo3peHur Ha
MeTaboNIMYeCKUi KpHU3 MCCIIEJOBAaHHE YPOBHsS aMMUaka, jJaktata B kpoBu (McciemoBanue ypoBHS
MOJIOYHOM KHCJIOTHI B KPOBH), UCCIIEIOBAaHHE YPOBHS MOYEBUHBI, UCCIEIOBAHUE YPOBHS TIIOKO3BI

KpPOBU C JUArHOCTUYECKOM IEJIBIO U C EJIbI0 CBOEBPEMEHHON KOppeKIuu Tepanuu [1].
YpoBens yoeautenbHocTH pexoMenaanunii C (YypoBeHb 10CTOBEPHOCTH 10KA3ATEJILCTB - 5)

2.4 UHCTpYMEHTAJbHBIE JTHATHOCTHYECKHE HCCIET0OBAHUS

* PexkoMeHJ0BaHO MalM€HTaM C KJIMHUYECKUMHM Npu3HakamMu MMA npoBelieHHe KOMIBbIOTEPHOMI
ToMOorpauu TOJOBHOTO MO3Ta W/WIM MarHUTHO-PE30HAHCHON ToMmorpaduu TOJIOBHOTO MO3ra ¢
LENbI0 OLIEHKM COCTOSIHHSA TOJIOBHOIO Mo3ra, Ju¢@depeHIHaTbHON TUAarHOCTUKU C JAPYTUMU
HACJIEICTBEHHBIMHU 3a00JIEBaHUSIMU U BBISIBIICHUS U3MEHEHUHN XapakTepHbIX st MMA

[4, 1, 15].

YpoBenb yoenurteabHocTd pexkomenaauuii C (YpoBeHb /J0CTOBEPHOCTH [10Ka3aTeJbCTB — 4)
KommenTapuu: Ilpu nposedenuu KT/MPT 2onosnozo mozea y nayuenmos ¢ MA eviagnsaiom Kopkogo-
HOOKOPKO8YI0 ampoghuio, pacuupenue x#enyo0ouyko8 mMo3ed, 3a0epiHcKy MUeTUHU3AYULU, nosvllueHue
UHMEHCUBHOCMU CucHana 6 obaacmu OazanvHuix eanenues. Crnedyem ommemums, Ymo OAHHbIE
HapyuleHus He AGIAIOMCS 8blCOKOCNeYUDUUHbIMU U MO2YM HAOII00AMbCSA NPU MUMOXOHOPUATIbHBIX
Oone3HsX, NPONUOHOBOL ayudypuul, Opy2ux 3a0071e8aHUSIX.

Hpoeedeuue HAPpKO3a - nO NOKA3aHusM.

* PexomennoBano nposeznenue snekrpokapauorpapuu (OKI'), sxokapauorpaduu (IxoKI') Bcem
MalKEeHTaM ¢ nojgo3peHneM Ha MMA ¢ 1enpro AMarHoCTUKY KapAMOMHOIIATUN U HApYIIEHUH pUTMa

cepama [4, 1].
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YpoBens yoenutenbHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTEJbCTB — 5)
KommenTapum: npu neodxooumocmu, npu Haniuduu NOKA3aHuu 0Jis UCCIe008aHUs - X01mepo8cKo2o
MOHUMOPUPOBAHUS CEPOSUHO20 PUMMA, UW/UIU CYMOYHO20 MOHUMOPUPOBAHUS aAPMEPUATbHO20
oasneHusi (Co2nacHO COOMBEMCMBYIOUWUM KAUHUYECKUM DEKOMEHOAYUSAM NO HAPYUWEHUAM DPUmma
cepoya u/unu apmepuaibHoU unepmensui).

e PexoMeH10BaHO MaleHTaM C KIIMHUYECKUMU ITpu3HakamMmu MMA npoBefieHre ylIbTpa3BYKOBOI'O
uccnenoBanus (Y3M) opranoB OpIONIHOM MOJTOCTH U TOYEK (Y IIBTPa3ByKOBOE HCCIIEJOBAHUE OPTaHOB
OpIOLIHOM MOJIOCTH (KOMIUIEKCHOE), YIbTPa3ByKOBOE MCCIIEJOBAHUE MTOYEK) C IIEJIBI0 IUAarHOCTUKU

MaHKpeaTuTa v nopaxkenus novek [1, 4, 12, 13].

YpoBensb yoeaurebHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH A0Ka3aTeabCTB — S) [
PexoMengoBaH nanyeHTaM ¢ KIMHUYECKUMU pu3Hakamu MMA ocMmoTp Bpaua-

odranpMoiiora (0(pTaabMOCKOINS, BU3OMETPHUS, pedpakToMeTpus, MEPUMETPUs KOMIIbIOTEpHas,
O TaIbMOTOHOMETPUSI, UCCIIEI0BAHUE LIBETOOLIYIIEHUS, dIEKTPOYU3UOIOrHUYECKOE HCCIIEI0BaHNE
(peructpanusi ~ 3pUTENBHBIX  BBI3BAHHBIX  IOTEHIIMAJIOB  KOpPbl  TOJIOBHOTO  MO3Ta),
buomukpodororpadpuss rmazHOro gHa C UCHOIb30BaHUEM (yHAYC-KaMepbl, bromukpockomnus
rJ1a3Horo JHa, ONTHYecKoe UCCIIeJOBaHUE T'OJIOBKU 3PUTEILHOTO HEPBA U CJI0SI HEPBHBIX BOJIOKOH C
MIOMOUIbI0 KOMIBIOTEPHOI'O aHalIM3aTopa M Jip.) MO MOKa3aHUSAM, NPU HAIWYUHU TOJO3PEHUN Ha
nopakeHue opraHa 3penus [1, 8].

Yposens yoeauteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3ATEJILCTB — 5)
KommenTapum: unmepsanvt mexcoy euzumamu 00JIHCHbL ONPEOENAMbC UHOUBUOVATLHO C YUemOoM
803pacma, msajcecmu 3a0071e6aHUsA, CMAOUTLHOCIU 00MEeHA 8eujecms 1 cOOII00eHUs
ouemomepanuu.

* PexkoMeHJ0BaHO TAllMEHTaM C  KJIMHUYeCKUMHU  mpusHakamu MMA  mposeneHue
anekTpolrHuedanorpaguu (Mpu AUATHOCTUKE M Jlajiee MpH HAJUYUU CYJOPOXKHOTO CHHAPOMA) C
LIEJIbI0 CBOEBPEMEHHON JUATHOCTUKU M KOHTPOJIS JIEYEHUS CyOpOKHOro cuHapoma [1]. YpoBenn
yoenuTenbHocTn pexoMeHaanuid C (ypoBeHb [I0CTOBEPHOCTH [0Ka3aTeJbCTB — 5)
KommenTapuu: makoice nposooumcs anekmposnyeghanozpagus ¢ 6u0eomMoOHUMOPUHSOM.

* PekoMeHJ0BaHO MMAIMEHTAM C KIMHUYECKUMU pu3HakamMu MMA 1 nogo3peHueM Ha CHUKEHUE
CIIyXa/llpu CHIKEHUM CiyXa HCCIENOBaHMUs ciayxa (IpoBeAeHHUE OTOAKYCTHYECKOW 3MHCCUU
(TonanbHas ayauometpusi, Peueas aynuomerpus, Urposas ayauometpusi, Perucrparius BoI3BaHHBIX
aKyCTUYECKUX OTBETOB MO3ra Ha IIOCTOSIHHBIE MOAYIMpoBaHHBIE TOHBI (ASSR Tect)) (mpu

OTCYTCTBHM JKCCYIAaTUBHOTO OTHTa) C LENbI0 CBOEBPEMEHHOW JauarHoctuku [l1]. YpoBensn
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yoenutenbHocTH pexoMeHaanmuii C (ypoBeHb [0CTOBEPHOCTH [J0Ka3aTedbCTB — 5)
KomMMeHTapuu: ucciedosamnus npogoosimces 8 3a8UCUMOCHU OM KIUHUYECKOU CUMYAYUU.

2.5 UHble JHATHOCTHYECKHE MCCAeT0BAHUS
2.5.1 KoHcyabTanuy M HA0JII0ieHHUE CIIENIAJTHCTOB

0 Pexomenayercsi /i1 HAOJIOJACHUS MAIMEHTOB C YCTAaHOBJICHHBIM guarHo3oM MMA NnpuMeHSThH

MYJIbTUANCIUILTMHAPHBIA MMOAXOA B BHJY TOTO, YTO 3a00JCBaHHE XapaKTEPU3YETCs MOPAKEHUEM
MHOTUX OPraHOB M CHCTEM, TpeOyeT KOMIUIGKCHOW Tepamuu, 4YTO JUKTYeT HEOOXOAMMOCTh
COBMECTHOTO BEJICHHSI MMAIUEHTA CIICIIMATNCTaAMH Pa3HbIX npodueii [ 1, 4].

YpoBenb yoeaurenbHocTH pekomMeHaanuid C (ypoBeHb H0CTOBEPHOCTH [0KA3aTEJILCTB — 5)
KomMeHTapuu: nokaszanvl nepsuuHvlie U  NOGMOPHbIE  KOHCYIbMAYUU  8pAYdA-SeHeMmuKa,
epauaogmanvmonoza, epaua-Hesponoaa, 8PAUA-CYPO0N02A-OMOPUHOTIAPUHL0I024,
8paua2acmpo3IHmepono2d, 8paia-3H00KpUHOII02A, 8PAYA-KAPOUON02d, 8PAUA-0eMCKO20 Kapouoiozad,
8paua-Heghponoeza, 8paia-neouampa/spava-mepanesma/spava ooujeli npaKmuku (cemelinoeo epaia),
spaua-guzuomepanesma, 6paua no Jjae4yedOHOU Qu3Kyrbmype, a makdce epavei  Opyeux
cneyuanvrocmet nayuenmam ¢ MMA, umerowum napyuienus yHKyuil coomeemcmeayouux opeanos

u cucmem.

e PexoMeHayercsi KOHCYJIbTAIMS Bpada-IUeToJIOra WM Bpada-reHeTHKa BceM manuenTam ¢ MMA
JUTS HA3HAYEHUS TaTOTCHETHYECKOW TUEeTOTEeparuy U Jlajiee P HEOOXOTUMOCTH C TIEITBI0
KOppeKlIuu auerorepanuu [1, 4].

Yposens yoeauteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3ATEJILCTB — 5)
KommenTapum: unmepsanvt medxcoy euzumamu 00JIHCHbL ONPEOENAMbCA UHOUBUOVATILHO C YUemOoM
803pacma, msaxjcecmu 3a0071e6aHUsA, CMAOUTLHOCIU 0OMEeHA eujecms 1 cOOII00eHUs

ouemomepanuu.

e PexoMeHayeTcsl KOHCYJIbTAllUM NIEPBUYHAS U ITOBTOPHBIC Bpada-licuxuarpa nanuesraM ¢ MMA
IIPU TOJIO3PEHUN WIIM HAJTMYMH TICUXUYECKUX PACCTPONCTB (IICUXO03bI, OUMOISPHOE PAaCCTPONUCTBO U
JIp.) C LIETBI0 CBOEBPEMEHHON TMAarHOCTUKH U JIEYEHMSI BBIIBIIEHHOW maTojioruy |1,

4, 13].

YpoBeHb yOeauTeIbHOCTH peKoMeHAannii B (YpoBeHb 10CTOBEpPHOCTH 10Ka3aTeNbCTB — 3)
KomMmenrapuu: nossnenue  ncuxuueckux — paccmpoucme — C6:A3bléaiom ¢ MOKCUYHbIMU
Memadonumamu, Koppekyus, Ouemomepanuu Cnocoocmeyem paspeuteHur0 CUMNMOMO8 HapyuleHus

NCUXUKU.
Humepesanvr medxncoy euzumamu OOJNHCHbL ONPeoenamvcsi UHOUBUOYAIbHO C YYemoM 603pacma

msadjcecmu 3a0071e6aHus, cmadUuIbHOCMU 0OMeHa euecma U coOII00eHUs OUemomepaniu.
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e PexoMeHayeTcsi KOHCYIbTAallMU TIEpBUYHAS © TOBTOPHBIE Bpadya [0 MEIUIIUHCKON
peabunuranuu/Bpada GU3MYECKON M PEaOMIMTAIMOHHON MEIUIIMHBI, MEAUIIMHCKOTO TCUXO0JIoTa U
noromena-nedexkronora s TUIAHUPOBAHUS WHAMBUAYAIBHONH pPEaOMIMTAMOHHONW MPOTPaMMBI
MICUXO0JIOTO-TIEIarOTMYECKOM MOoAAEPKKU marueHTaMm ¢ MMA u ux cemsbsim [ 1, 4, 16].

YpoBenb yoenuTeabHocTH pekoMenaanuii C (YpoBeHb JOCTOBEPHOCTH I0KA3aTeJbCTB — 5)
KommenTapuu: Paszpabomka unousudyanvbHot npocpammsl 0egheKkmonocuieckol peabuiumayuu,
Paspabomka  unousudyanvnoti  npocpammvi  n02oneduyeckou peadburumayuu. Ilayuenmam
He0bX00UMO MeCmMUpoBanue no YmeepAHcOeHHbIM MEeMOOUKAM OJis ONPedeieHUs UHMELIeKMYAlbHO2O
passumus. Ilcuxonocuueckas nomowp nAyueHmMam Mmodxcem nomped08amv Kypc 3aHAMUll — 8
3asucumocmu om UHOUBUOYANbHBIX 0OCOOEHHOCMEU NAYUEeHMA U CEMbU.

Yenyeu noconeoa:

Meouko-nozoneduueckoe ucciedosanue npu oucgazuu

Meouxo-noconeduueckoe ucciedosanue npu agpazuu

Meouxo-noconedouueckoe ucciedosanue npu OU3apmpuu

Meouko-nozoneduueckas npoyedypa npu oucghazuu

Meouko-noeoneduueckas npoyedypa npu agazuu

Meouko-nozoneduueckas npoyedypa npu ouzapmpuu

Meouxo-noconeduueckas moHaIbHO-PUMMUYECKAs NPOYedypa

Meouko-nozoneduueckas npoyedypa ¢ UCHONb308AHUEM UHMEPAKMUBHLIX UHDOPMAYUOHHBIX

mexuoao2ull

2.5.2 IndpdepennuabHas JTMATHOCTHKA

0 PexomenmoBaHo TmpoBOIUTh JIU(G(GEPEHIMATBHYIO JHAarHOCTHKY C IOCTTUIIOKCHYECKUMU
MOPaXEHUSIMM HEPBHOM CHUCTEMBl, BHYTPUYTPOOHBIMH HHMEKIMSIMH, [OCTBAKIIMHAIbHBIMU
OCJIO)KHEHUSIMH, CaxapHbIM Jua0eToM (IpU BBISBIEHUM TUIEPIIIMKEMHUH), HACIIEACTBEHHBIMU
HapyleHUsIMU OOMEHa BEIECTB, B YACTHOCTH C IPYTUMHU (popMaMu OpraHMYECKUX alluIypui U ¢
nepexTaMu IUKJIa CUHTE3a MOYEBHHBI, C MUTOXOHApPUAIbHBIMU 3a00JIEBaHUSMHU, HAPYIICHUSIMU
TJIMKO3WJIMPOBAHMS, TIUKOTeHO3aMu U Ap. [1, 4].

YpoBenb yoeaurteabHocTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH I0KA3aTeJbCTB — 5)
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3. Jleuenue, BKJIHOYAS MeIMKAMEHTO3HYH) M HeMeJIMKAMEHTO3HYI0 Tepamum,
AUETOTEpPaNuIo, 00e300/1UBaHHe, MEIMIMHCKNE TIOKA3aHUA U TPOTUBONOKA3AHUSA

K IPUMEHCHHUIO METOA0B JICYCHUHA

Cmpamezus neyeHuss nayueHmos 3aKiudemcs 6 CHUNCEHUU 00pPA308aHUs MOKCUYECKUX
Memabonumos, npeoynpestcOeHulu pazeumusi Kemoayuoosd, SUnepammoHuemMuu, moKCU4ecKo2o
NOpadiceHusi MKAHell 20JI06HO20 MO32d U GHYMPEHHUX OpeaH08 ¢ obecneueHuem npoyeccos
AHAbOIUBMA, HOPMATLHOZO POCMA U HYMPUMuerHo2o cmamyca oemei. OCHOBHbIMU KOMIOHEHMamu
KOMNIEKCHO20 Jle4eHUsi NAYUeHMO8 CIYICAm HUZKOOeIKo8as ouema U CHeyudaiusuposanHvle
npooyKmul 6€3 namoceHemu4ecKu 3HAYUMbIX AMUHOKUCIOm, npenapamyl #ieeokaphumuna. Tepanuio
OONONHAIOM HA3HAYEHUeM eumamunos (epynnel B) (H#yuanoxobaramun**) u oOuonocuuecku
akmusHuiMu  0obaskamu  (euopoxcoxobanamun) [11, 17] [Ilo nokazanmusm  HasHauaom
NPOMUBOINUIENIMUYECKUe NPenapamvl, CUMIMOMAMUYECKYIO Mepanuio, KOPpeKyuro SUMAaMuHHOU
He0OCMAamoyHOCHU.

3.1 KoHcepBaTHBHOE JIeUEeHHE
3.1.1 /luemomepanus

o PexoMEHI0BAHO IALMEHTAM C KIMHWYECKUMMU INPOSBICHUIAMH, XapakTepHbiMH 11 MMA,
OTPaHUYUTH TOCTYIUIeHHE Oenka (B TOM 4YHCIE 0 MOJNy4eHHs JaOOpaTOPHBIX PE3yIbTaTOB,
MOJITBEPKTAIOIHNX 3200JIEBaHIE) C IETBIO MPEIOTBPAIICHHUS Pa3BUTH META0OIMYECKOTO KpH3a
[1,4].

YpoBensb yboenureabHocTH pexomenaanuii C (ypoBeHb J0CTOBEPHOCTH /A0Ka3aTeJbCTB — S)
KoMMeHTapuu: nockobKy pazgumue memaboiuiecko2o Kpusa Moxcem npusecmu K Heoopamumvim
UBMEHEHUSIM CO CMOPOHbI HEPEHOU cucmemvl, npu nodosperuu Ha MMA credyem cobpams
buomamepuan 01s npo8edeHUs. OUOXUMUYECKO20 MeCMUPOBAHUs U 3ameM nepesecmu nayueHma Ha
numanue ¢ HU3KUM cooepicanuem Oenka. [na Oemeti Nnepeoco NOAY200Usl IHCUSHU 2PYOHOE
BCKAPMIUBAHUE UTU BCKAPMAUBAHUE OCMCKUMU MOJIOYHBIMU CMECAMU C HUSKUM COOepicanuem benxa
(1,2 -1,3 2/100 mn soccmarnosnennoco npooykma). /Ina oemetl cmapute 6 mecsayes - UCKIIOUEHUE
8bICOKODENKOBLIX NPOOYKMOG (MsAco, meopoe, pvlba) u3 payuoua. buoxumuueckue mecmol
npoeoosamcs 6 meyeHue 3-7 OHell, a MOJeKYIAAPHO-2eHemUudecKue Uccie008anus Mo2ym nompebosams
oxono 2-3 Hedenv. I[losmomy HeobOX00uMo, umodvl 6 3mom nepuod pebeHOK HAXOOUICs HA

HU3K00enKo680U oueme.

e PexoMeHIOBAaHO BCeM IalMEHTaM IIOCHE MNOATBCPIKACHUA OHUArHo3a MMA CTpOroc

OrpaHUYCHUC Ocnka HaTypaJIbHbIX MUINCBLIX NPOAYKTOB C ICJIBIO CBECACHUSA K HCO6XOI[I/IMOMy
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MUHUMYMY TIOCTYIUICHHE B OpraHU3M aMUHOKHUCIOT METHOHWHA, TPEOHWHA, BAJIMHA,
M30JIeHIIMHA
[1, 4, 16].
YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)
KommenTapuu:
Tlocne noomesepoicoenus OuazHo3a maKmuxka Ouemomepanuu OCHOBAHA HA CAEOVIOUUX NPUHYUNAX: O
o2paHudenue NOCMynieHus u3oNetiyuna, 8aIuHa, MmpeoHuHa U MeMmUOHUHA ¢ nuueli 00 MUHUMATIbHOU
nompebnocmu, /i Oemeil nepeoco NOLY200Usi HCUSHU O2PAHUYEHUEe DPACNPOCHMPAHAEmCcs Ha
MamepuHckoe MOJIOKO Ul 0emcKue MOJOYHble, WU coedble cMecl, OJisi Oemell mopo2o NoLy200us
JHCUBHU — 3anpem HA 68e0eHUe 8 Kauecmee NPpUKopMa 8blCOKOOENKO0B8bIX NPOOYKMO8 (Mscd, pblovl,
meopoza, AuY, MOJOYHLIX NPOOYKMOS, 60006bIX U M.0.), 0l NAYUEHMO8 Cmapuie 00HO20 2004 —
cmpozue 02paHuyeHUs 8 UCHONb308AHUU BbICOKOOEIKOBbIX NPOOYKMO8
o obecneuenue Quzuorocuyeckol nOmpeoHocmu 8 Opyeux AMUHOKUCIOMAX U HeoOXO0OUMbIX
HYMPUeHmax 0 NPeOYynpeAHcOeHUss Ux HeOOCMAMOYHOCIU U NOOOEPICAHUS AHAOOIUZMA,

o ocpanudernue nompe@zelmﬂ HCUPHBLX KUCTIOM C HeYEeMmMHbIM YUCIIOM anoOMO6 yzzzepoc)a u

Xonecmepuna, o UCKIIOYEHUe 20/100aHUsl, NPeOYNpelCOeHUe aKmusayuy npoyeccos Kamaoboiusma,
00wl 6enokK eyedH020 PayuoHa Paccuumbléaemcs UCXo0s U3 803PACMHbBIX nompebHocmell pebenKa
(IIpunooswcenue A3.2), a makoice ¢ yuemom moaepanmuocmu nayueHma K 0eiKy 6 3a8Uucumocmu om
Gopmvl u maxcecmu meuenus 3abonesanus [4]:

o K60mMa OeiKa HamypanibHuIX NPOOYKMO8 HAZHAYAEMCS C Y4emoM MUHUMATbHOU NOMPeOHOCmU
8 NAMO2eHeMUYeCcKy 3HAYUMBIX AMUHOKUCIOMAX — MeMUOHUHe, mMpeoHuHe, BaluHe,
uzonetiyure (llpunoscenue A3.3); o c yenvro komnencayuu deguyuma 6eika UCnoab3yIomcs
CReyuanu3UpoOBaAHHble NPOOYKMbl HA OCHOBE AMUHOKUCIOM 0Oe3 MemuoHUHd, MpeoHUHd,
sanuna, uzoneiyuna (Ilpunosxcernue A3.3).

Cnedyem nonv306amuvcst OOHUMU CHPABOYHBIMU MAMEPUALAMU NO XUMUYECKOMY COCMABY NPOOYKMO8

(6 pasHbIX CRPABOYHUKAX OAHHbIE MOSYM OMIAUYAMbCA) C Yelablo NpeoomepaujeHus ouudoK 8

pacyemax. o B Ilpunosicenuu A3.5 npedcmasnen cymouHwlil HAOOp NPOOYKMOS8 O/ Oemell

OOUIKOTIbHO2O eo3pacma c MemuImMaioHo8ol auudemued.

e PexomengoBana BceM nainueHTaM ¢ MMA o0si3aTenbHas KoMiieHcarus aedumura 6enka 3a cuer
CIIELIMATIM3UPOBAHHBIX CMECEM HA OCHOBE AMHMHOKHCIIOT, COOTBETCTBYIOIIMX BO3PACTHBIM
MOTPEOHOCTSIM B OCHOBHBIX THUIIEBBIX BEMIECTBAX U SHEPTHH, HO HE COJIEPKAIUX METHOHUH,

TPEOHWH, BAJIMH, U30JICHITNH C 1IETBI0 TIOIIEPKaHNsI aIeKBaTHOTO HYTPUTUBHOTO cTartyca [1, 4, 16].

Yposens yoeauteabHocTH pekoMeHaannii C (YpoBeHb 10CTOBEPHOCTH J0KA3ATEJIbCTB — 5)
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e PexomengoBano BceM namueHTamMm ¢ MMA obecrieueHne JOCTaTOUHOM YIHEPTeTUUECKOUN IIEHHOCTH
palyioHa B OCHOBHOM 3a CYET YIJIEBOAOB C IENBIO TOJICPKAHMS IPOILECCOB aHAa0OIM3Ma U
NPEOTBPALICHUS Pa3BUTHA IPOIleccoB Katabonusma [ 1, 4, 19].

Yposens yoeautenbHocTH pekoMenaannii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTEJbCTB — 5)

° PexomengoBano BceM nanueHtam ¢ MMA orpanuueHue KBOTbl kupoB 110 50-60% ot
BO3PACTHBIX CYTOYHBIX MMOTPEOHOCTEN BO N30€KaHNE HAKOTUICHUSI METHIIMAJIOHOBOM KUCIIOTHI
- IPOJIYKTa [B-OKUCIIECHUS YKHUPHBIX KUCIOT C HEYETHBIM YHCIIOM aTOMOB yriepona [1, 4, 16].
YpoBenb yoeaurteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEJNbCTB —
5) KomMmeHTapum: 6 Kkauecmee UCMOYHUKA JCUpA NpeonoumumesibHee UCHOIb308AMb
pacmumenbHble MACld, coOepicauue NONUHEHACLIWEHHbIE HCUPHbLE KUCIOMmbl (Pancosoe,

JIbHAHOE, OJIUBKOB0E, NOOCOIHEYHOe U Op.)

o PexoMengoBano obecrieueHue Bcex nanueHToB ¢ MMA 10CcTaTOYHBIM KOJTUYECTBOM
KUAKOCTH C 1IeJIbI0 MPO(PUIAKTUKK HAPYIIEHHs BOJHO-3JIEKTponIUTHOTO Oananca [1, 16]. YpoBens

yoeaurTeabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 0KA3aTeIbCTB — 5)

o PexomMengoBaH BceM mnanueHTaM ¢ MMA npoOHbI npuem numy 0e3 JUIMTENbHBIX HOYHBIX
HepepbIBOB BO M30€kKaHue rojlo/JaHusl, 0COOEHHO AETSAM IPYAHOT0 U paHHero Bo3pacra [1, 4, 16].
Yposens yoeautenbHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3ATEJILCTB — 5)

KomMmeHTapum: nepepuig medcoy KOpMaeHUAMU, 6KI0UAS HOUHbIe, He boee 3 yacos

3.1.2 Meouxkamenmo3snoe neuenue.

e PexomennoBaHo 1npu ycTaHOBIEHMHM JAuarHoza MMA mnpoBecTH mpoOHOE JeueHue
#umranokoOanaMuUHOM** 11 onpeseneHus popMbl 3a060seBaHus - Bi2-pesucrentHast nuiam Bio-
yyBcTBUTENbHAs [1, 11, 17].

YpoBenb yoenurtenbHocTu pexkoMeHaannidi C (YpoBeHb /J0CTOBEPHOCTH [10Ka3aTeJbCTB — 4)
KommenTapuii: ¢ smoii yenvio nasnauarom kopomkuii Kypc (8-10 oneii) #yuanoxobaramuna™* 6 0oze
1 me/cym noo konmponem ypoHs NPONUOHUIKAPHUMUHA 6 KPOBU U IKCKpeYuu MemuiMaloH080l
kucnomul. Cuudcenue smux nokasameinei Ha 50% u bonee om UCX0OHbIX YPOBHEU C8UOEemeNbCmyem
0 Bir>-zasucumoii ¢gopme 6onesnu. [emsam ¢ ycmanosnewHou  Bir-3aeucumoii  ¢hopmoii
MEeMUIMAlOHO80U AUUOEeMUU HA3HAYAOmM OJumenbHoe JjedeHue Hyuanoxobaramunom™*, o0oza
noobupaemcs UHOUBUOYATLHO, 8 3A8UCUMOCU OM KIUHUYECKUX U OUOXUMUYLECKUX

napamempos [1], nanpumep, 30 me kaxcovie 2 unu 4 nedenu [29].
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bonee sghpexmusno npumenenue axmusnvix Gopm eumamuna (6 PP 3apecucmpuposanvi Kax
Ouonoeuuecku akmusHvle 000a8KuU) — 2UOPOKCOKobaramuna (euopoxcuxkooaramuna) (1-14 me/neo
6/m, unu 5-20 me/neo nepopanvro) [30].

Haoice 6 cnyuae B2 — 3a8ucumout popmel, nayuenmam OONOIHUMENbHO HA3HAYAIOM OUemudecKoe
JleyeHue ¢ YMEPEeHHbIM 02paHudeHuem Oeika HAmypaibHblX NPOOYKMO8, No0 KOHMPONeM YPOBHS

NpONUORUJIKAPHUMUHRA 6 KpOoeU U IKCKpeyuu MEMUAMAIOHOBOU KUCTOMDbL.

e PexomenaoBaHo BceM manueHTaM ¢ MMA Ha3zHaueHue OONbIIKMX 103 #ICBOKAaPHUTHHA C IENBIO
MOBBIIICHHS BBIBEJICHUSI TOKCHYHOW METHUIIMAIOHOBOM KUCIIOTHI U JINKBHUIAIIUN

HEJIOCTaTOYHOCTH KapHUTHHA [1, 4, 16].

Yposens yoeaureapHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
KommenTapuu: #resoxapnumun nasnauyaemcs us pacuema 100-200 me/ke/cym 6 2-4 npuema, 0o3za
KOppPEeKMupyemcs 8 3asUCUMOCMU OMm KIUHUYeCKO20 omeema U YposHs Kapuumuna. Tepanus
NPOBOOUMCS NPAKMUYECKU HenpepuléHo. B nepuod memabonuueckozo Kpusa u ocmpou
eunepammonuemuu 003a modicem ovimo yeeauuena 0o 300 me/xe/cym. Oonako epynna sKcnepmos e
peKoMeHOyem npesvluiams Cymounyto 003y #iesokapuumuna eviue 12 2. 0ns 63pocivix [1].

° PexomennoBano BceM nanuentam ¢ MMA Ha3HaueHue aHTHOAKTEpHAIbHOM Tepanuu ¢
LEJIbI0 KOPPEKIIUU OOMEHA BEIIECTB MyTeM HOpMaIHU3aIMK KUIIeYHOU MUKpoOUOTHI [ 1, 4, 16].
YpoBensb yboenureabHocTH pexomenaanuii C (ypoBeHb J10CTOBEPHOCTH JA0Ka3aTeJbCTB — S)
KommenTapuu: yuumeigas, umo okono 25% nponuonamos o00pa3yiomcs noo GIusHueM
HCUBHEOEeSAMENbHOCTNU KUUEYHOU MUKPOOUOMbl, OONOTHUMENbHbIM CROCOOOM KOppeKyuu obmena
ABNACMCS AHMUOAKMEPUATLHASL MEPAnUsl C Yelblo N00A6NeHUs AKMUSHOCMU NAMO2EHHbIX U YCTIO8HO
Namo2eHublx Mukpoopeanuzmos. Haznauarom xypcol #memponuoasona™* 6 ooze 10-20 me/xe/cym 6
meuenue 10-14 oOueul, uepez 3-4 Hedenu Kypc npu HeOOXOOUMOCMU NOBMOPAIOM UIU, 8 Clyyde
HenepeHocumocmu #memponuoazonra™** unu uepedyrom c #memponuoazonom™* ¢ unmepsanom 1
mecay - Hamoxcuyunnun** (50me/ke) unu #Ko-mpumorxcaszon

[Cynvgpamemorcaszon+Tpumemonpum] ** (20 me/xe) [1, 31, 32].
Yepeoosanue npenapamos HeoOX00UMO Ol NPOQUIAKMUKU pA3BUMUS  Pe3UCTNeHMHOCMU

MUKpoghnopsl K anmumukpobHou mepanuu. Bo uzbescanue paszsumus KOJNOHUL, YCMOUYUBLIX K
nekapcmeam, pekomenoyemces 1-2 nedenu mepanuu, yepeoys c 2-3 Heoeramu nepepvis uiu uepeoys
Kaxcovltl mecay. Moowcem Ovbimb nonesHo npunumams 000asku ¢ npobuomuxkamu (usbezas mex,
KOmopule cooepcam baxmepuu, npooyyupyrowue nPORUOHOBYI0 KUCIOMY), 4mobbl 80CCMAHOBUMb

u coanancuposams xuuieunyio gaopy [1].
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e PexoMengoBaHbl mnamuentamMm ¢ MMA 1o nDoka3aHUIM BHUTAMHHBI U IIOJUBUTAMUHEL C
MUHEPATBHBIMHA BEIIECTBAMH (COJAepKamue Koyekanbiuudepon**, nuanokodbamamMuu**, dosmeBas
KHCToTa** mpemnaparbl IMHKA, Mpenaparbl CeJIeHa W JAPYryue) B BO3PACTHBIX JO3UPOBKAX C LEIBIO
KOpPEKIIMU HYTPUTUBHOTO cTaryca [1, 4, 16].

YpoBennb yoenureabHocTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

3.1.3 Jleuenue manueHTOB B NEPHOI META00JIHYECKOT0 KPH3a

Ilpu yepose unu 6 cayuae pazeumusi MemadoIu4eck020 Kpu3a iedeHue O0ANCHO HAYUHAMbCSL
He3amMeO0IUmenbHo.

Jleuebnvie Meponpusmus HANpaeienvl HA NpeKpaujeHue 00paz08aHuss U HAKONJIEeHUs.
MOKCUYHBIX OP2AHUYECKUX COCOUHEHUNl U 8blgedeHUe UX U3 opeanusma. Taxmuxa neuenus demell 8
nepuoo Kpu3a GKuouaenm Koppekyuio Ouemomepanui, 8bleedeHue HaKaniusaowuxcs opeaHuieckux
KUCTIOM, KOPPEKYUIO Memabdoiuiecko2o ayudosd, 2UunepamMmOHuUeMuu U B0OHO-21eKMPOIUMHBIX

HapymeHuL?, IHEpceMUUECKYIO noddepmcxy U CHUSNCEHUA UHMEHCUBHOCMU npoyeccos Kamabonusma

[1, 2, 4].

e PexkomeH/I0BaHAa SKCTpEHHAs rOCHHUTalIM3alMs nanueHToB ¢ MMA npu yrpose wid B ciydae
pa3BUTHS METaAOOIMYECKOTO KpH3a C LIETIbI0 HE3aMEIJIUTEIHOTO POBEICHN MHTEHCUBHOM Teparnuu
Y TIPEJOTBPAIICHUS KUZHEYTPOKAIOIIMX OcliokHeHul [1, 4,16].

YpoBennb ybenurenbHocTH pekoMmeHaanuii C (YpoBeHb JOCTOBEPHOCTH [10Ka3aTeJbCTB — S)
Kommenrapum: gpaxkmopul, cnocobnvle cnposoyuposams Memaboiuyeckui Kpus. O npuem nuujesblx
0enKo6 U AHCUPOs 8 Konuuecmee, npesvluuarouem moiepanmHoCms Op2anusmMa 601bHo20 pebeHKa, o
HedoeoaHue, HU3Kas KaioputiHocms payuona,

O UHMEPKYPPEHMHbIE pPecnupamopHbvie unu  Hcenyo0oyHoO-Kuuieunvle ungexkyuoHnvle
3aboneeanus u opyaue Qaxmopwvl, NPOBOYUpYIouUe Kamaboausm O XupypauiecKue

emeuamenibcmeda.

e PexomenaoBaHo mnaiueHTa ¢ MeTaboandeckuM KpuzoMm Ha ¢pone MMA mepeBecTH Ha MUTaHUE
HCKITFOUUTENIEHO CMEChI0 aMHUHOKUCIIOT 0€3 M30JeiIMHa, METHOHWHA, TPEOHWHA U BAJIMHA, HO HE
Oosiee yem Ha 24-48 9acoB ¢ 1IETBI0 CHIDKEHHS 00pa30BaHUs TOKCHYHBIX METa00IHTOB |1, 4,

16].

YpoBenb yoeaurenbHocT pexkoMeHaauuidi C (ypoBeHb J0CTOBEPHOCTH [0KA3aTeJbCTB — 5)
KommenTapuu: npu wnanuyuu cpvieusanuii, peomvl, omkaza om eodbl — KOPMIEHUe uepes
HA302aCMpaibHblll 30H0 Ul 2acmpocmomy (yemanoska eacmpocmomot) [1]. Cobrniodams pexcum
OPOOHBIX U YACMBIX KOPMILEHUL C RPOMENCYMKAMU MeHcOy KopMaeHuasmu 2-3 yaca.
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o PexoMeHI0BaHO B METAa0OIMYECKOM KpU3€ CHHU3MUTH MOTpEOJICHHE OOIIEro MUIIEBOTO Oenka B
parrione manueHToB ¢ MMA, CyTOYHBII ypOoBeHb Oejika —IKBHBAJICHTA JODKEH OBITh HE HUXKE
0€30MacHOTO ypPOBHS, MPU ITOM OOECHEYUTh BBHICOKOKAIOpUKWHOE muTaHue (Tabiuia 2) ¢ Lebio
CHIDKEHHUS 00pa30BaHUsI TOKCHUYHBIX METa0oauTOB [1, 4, 16].

YpoBenb yoenuTeabHocTH pekoMenaanuii C (YpoBeHb JOCTOBEPHOCTH I0KA3aTeJbCTB — 5)
KomMmeHnTapuu: srepeoyenHocms nuwgu u 6600UMOL HCUOKOCIU NOBLIULAIOM 3 CUeN UCNOb308AHUS
5-10% oexcmpo3bi, e1HOKO30NOIUMEPHBIX PACBEOPO8 (MATLINOOEKCMPUH) 8 OONOIHEHUE K CMeCU Ha
OCHOBe AMUHOKUCIOM, pacdem Npou38oo0umcs Ucxoos uz Kkaioputinocmu 1 2 yenesoooe = 4 kkan, 1 2
ManvmoodekcmpuHa npupasnusaemcs K 1 2 yeneso0os. Bozmoowno napenmepanvhoe 68edeHue
veneso00s (3-10% oexcmposvr™**), a makoice munudos 0o 1 e/xe/cymru, Tabauua 2 - bezonachviii
ypogenb nompebnenuss 6eika u nompeOHOCmMb 6 dHepeuu Yy oemell pPAa3iudH020 603PACMA C

MEMUIMANOH0BOU ayudemuell 8 nepuod mMemadoiuyecko2o Kkpusa ™

0-12mec 1-3 200a 4-6 nem 7-10 nem 11-18
Bospacm

Obwuti 6enok e/ke/cym 1,8—1,31 1,3-1,2 1,1-1,0 | 1,01-099 | 1,14-0,99
Onepeust 150-120 110-80 80-70 60-40 60-50
Kxan/xe/cymku
JKuoxocmo 120 100 12001500 | 15002000 | om 2000
(6 m.u. gooa, pacmeopvl | ma/ke/cym | ma/ke/cym | ma/cym ma/cym ma/cym
0/1 NapeHmepantbHO20
numawus)

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

O PexomenaoBano uepe3 24-48 wyacoB mocie OTMEHBl HATypadbHOro Oenka (B MepHON
MeTaboIMYeCKOTo KpHu3a) nainreHtaM ¢ MA MoCTeneHHO BBOAUTh IPOAYKTHI, COEepIKaIie
HaTypaJbHbII OEJIOK 1EeTbI0 MPeAOTBPAIeHUs] HYTPUTUBHON HeJocTaTouHocTH [1, 2, 4, 16].

YpoBennb yoeaureabHocTH pekoMeHaauuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

KommenTapuu: 6enxu 6goosmes uz pacuema % Heobdxooumozo cymouno2o 00vema — 6 nepeulil Oetb,
Y5 - na 2-3-u Oenw, Y - 3-4-1 Oenv, oanee 8 noaHoMm obveme. IcmouHuKomM HamypaibHo2o benka Ot
oemetl NepevixX WeCmu Mecsyes HCUHU ABIAENC MAmePUHCKoe MOLOKO/0emCcKas MOIOYHASL CMeCh,
07151 Oemetl 8MOPO20 NOLY200USL HCUSHU — MAKIHCE HUSKOOETKOBble NPOOYKMbL NPUKOpMa, Ojisi Oemell
cmapue 200a - HU3KOOENKo8ble HAMYpPalbHble NPOOYKMbL (KpYNbl, 080WU, (PyKmbl, pacmumenbhsie

Macna) u cneyuanu3uposanHuvle HU3K00enIKogvle npoodyKmsl Ha 0CHO8e Kpaxmanos [1].
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e PexomeHJ0BaHO TmanueHTaM B MeTabonumdyeckoM Kpu3e Ha (oHe MMA mpuUMEHSTbH
2NIIOKO30N0UMEPHbLE pACMEOpbl (MAIBTOJEKCTPUH), a TAKXKE€ HU3KOOEGJIKOBBIC IPOJYKThHI HA OCHOBE
Kpaxmaja Jjs HoJAepKaHHUsl COOTBETCTBYIOIIEN SHEPreTHUeCKol IEHHOCTH pauroHa [1, 2, 4, 16].

YpoBenb yoenuTeabHoCcTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5)

o PexoMeHI0BaHO yBEIUYCHUE 03Bl #IICBOKAPHUTHHA IMAIUCHTaM B META0OJMYECKOM KpH3e Ha
¢done MMA s noBsienus 3¢ pexTuBHOCTH Tepanui [ 1, 2, 4, 16].

YpoBensb yoenuteabHOCTH pekoMenaauuii C (YypoBeHb 10CTOBEPHOCTH 10Ka3aTeJIbCTB — 5)
KommenTapuu: #resoxaprumun nasnauarom 60at0cHo e menee 100 me/ke maccol mena u oanee
ocmasnsitom noodepaicusaowyro 003y 100 me/ke/cymxu. i nosviuenus s¢hgekmusnocmu
NPeOnoYmumensbHo 6HYMPUBEHHOE UMW 6HYMPUMbIUEYHOE B6edeHue npenapama ¢ Yevio
NOO0EPHCAHUSL  COOEPHCAHUSL CB0O00HO20 KAPHUMUHA 6 KPOBU GblUle HOPMANbHBIX 3HAYEHU.
Iokazamenv c60000H020 KAPHUMUHA NOOOEPHCUBAIOM HA BbICOKOM YPOBHE, Npesblulaoujem
epanuybl Hopmbl. Omo obecneuusaem OemMOKCUKAYUOHHVIO (QYHKYUIO KAPHUMUHA, Yayyuiaem
C6A3bIBAHUE U  BbIBEOCHUE U3 OP2AHUBMA  MOKCUYHBIX NPONUOHOBbIX NPOU3800ublx. [lpu
UCNONB308AHUU BbICOKUX 003 BO3MOJICHO pazsumue 3¢gexmos 6 ude mowHomvl U HeNPUsMHO20
3anaxa (mMoua, Ovixarue, nom). Yxasauuvie s61eHUs NPOXOOAM NOCIe CHUNCEHUs. 003bl. B nepuoo
Memadonu4ecko2o Kpusa U OCMpol unepammonHuemMuu 003a modxcem Ovimov yeeauuena 0o 300
me/ke/cym. OOnaKko He peKomeHOyem npesuluiams CYmouHylo 003y 1e6OKapHumuHa eviuie 12 2 ons

83pocavix nayuenmos [1].

e PexoMeHI0BaHO BHYTPUBEHHOE BBEICHHE pacTBOpa ICKCTPo3bI** marueHtaMm ¢ MMA B
COCTOSIHUM METa0O0JIMYEeCKOTO KpU3a C IeJIbI0 BOCIIOJIHEHUS DHEPreTHYecKoro aeduuura u
MpEeAOTBPALIEHUS Pa3BUTHS HEBPOJOTHMUECKUX HapylleHui [ 1, 2, 4, 16, 33, 34].

YpoBenb yoenutenbHocTH pekoMeHaanuii C (YpoBeHb JOCTOBEPHOCTH 0KAa3aTeJbCTB — 5)
KommenTapuu: Brympusennoe gedenue pacmeopa 0ekcmpo3vl ™ * uz pacuema: Ho80poxcoeHHbvle U
oemu 00 2-x nem 10-18me/xe/mun, om 2 0o 11 nem 8-10 me/ke/mun, cmapwe 11 nem 7-8,5 me/xe/mu.
Ipu cruudicenuu 2n0K03vl HUNCe 2,5 MMOIb/I 8 KPOBU He0OXO00UMO BHYMPUBEHHOE CIPYIHOE 886e0eH e
10%-25% Oexcmposvr™* uz pacuema 2-3 ma/xe, oanee nepexoosim HA GHYMPUBEHHOE KanelbHoe
ssedernue 10% dexcmposvr™* co ckopocmouio 7 - 9 me/xe/Mun 00 HOpMAIUZAYUU YPOBHSL 2NIHOKO3bL 8
Kkposu.) Haznauenue odexcmpo3sol** ne monvko 6ocnonnsem mranesou sHepeemudeckutl 0epuyum, Ho

U nooaesusem IUnoIuU3 U CHuUMNCaem npodym;uio MOKCUYHbLX Oepueamoe HCUPHBLX KUcCjiom.
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Heomnooicnyto sHympugenHyo mepanuio cieoyem HavyuHames KaK MOMXCHO panvuue npu boiee
MANCENBIX COCMOSAHUAX, C BbICOKOU MeMNepamypoll, NOSMOPAIOWENUC PEOMOU UIU MANCENbIM
2acmpoIHmMepUmoM.

Pacmeopwl 0na enHympusennvix un@ysuii, codepacawue 10% Oexcmposzy™* (umu 6Oonee)
credyem UCHONb306aMb 0aAdce NpuU HOPMAIbHOM YPOGHe 2NoK0o3bl 6 Kposu. Eciu y nayuewma
PA36uBaemcs 3HA4YUMeNbHas 2unepeiuKkemus (Hanpumep, YpOo8eHb 2l0K03bl 8 Kposu bOonvuie 250
Me/On) ¢ enoKo3ypuell U UMEMCs NPUHAKU Memadoaudyeckol O0eKoMneHcayuu, mo ciedyem
paccmompems  803MOICHOCMb  HAYAAA UH@Y3uU  HUHCYIUHA pacmeopumoco  [uenoseyeckoeo
2eHHOUHIICEHepHO20] **) emecmo cHudicenuss ckopocmu uH@y3uu O0ekcmposvl**, cnocobcmeys
aunabonuyeckomy cocmosinuto. Hauanvmas 0osa 0 umysuu  #uncynuma pacmeopumoeo
[uenoseueckozo eenno-undicenepnozo] ** cocmaesnsem 0,01- 0,05-0,1 ME/ke/u. Yposenv uncynuna
cedyem mumpogams, Y¥moobl NOOOEPAHCUBAMDb YPOBEHb 2NI0K03bL 8 Kposu medcoy 100 u 150 me/on.

Cnedyem ommemums, 4mo uH@y3us Ooiee KOHYEHMPUPOBAHHO20 pacmeopa 0eKcmposvl™*
(15-25%) npu 6onee nuskol ckopocmu UHDY3UU NOCPEOCMBOM YEHMPAIbHO20 Kamemepa MOoHcem
nompeb08amuvCs Npu HeOOCMamoyHou cepoeunol Gyukyuu. Kpome moeo, credyem cobriodamo
OCMOPOIACHOCIb NPU NPEKPAWEHUU BHYMPUBEHHOU UHQY3UU - HEOOXOOUMO MEONEHHO CHUICAMD
CKOpoCmb, umobbl  usbexncamv COCMOsHU Peakmuerol eunoeiukemuu. Eciu y nayuenma
PAa36UBAEMCsl 3HAYUMENbHASL cUNEPeIuKeMust (Hanpumep, ypoGeHs 2lioKo3bl 8 Kposu 6orvute 250
M2/On) ¢ enoko3ypuell u UMelomcs NPU3HAKU Memaboiuyeckol OeKoMueHcayuu, mo ciedyem
PaccmMompenv. 803MONCHOCHb HAYALA 6HYMPUBCHHO20 86e0C€HUsl UHCYIUHO8 U UX AHAN0208 (npu

enuxemuu eviute 14 mmonv\n) ¢ yenvio noodepicanuust a0eK8amuo20 yposHsl 2110K03bl Kposu [28].

e PexomengoBano: mnanueHTaM ¢ MMA  Koppekuus MeTabOJIMYEeCKOro anuao3a IpH
MeTaboarueckoM Kpuse Ha poHe MMA myTeM BHYTPUBEHHOI'O BBE/IEHUS! PACTBOPOB, BIMSIOMIUX HA
AIIEKTPOJINTHBIM OajaHC W/WIIH 3JIEKTPOJIUTHBIX PACTBOPOB U/MIIM COJIEBBIX PACTBOPOB (C IIETOYHON

peakIueit - menouHbIX pacTBopoB) [1,35].

YpoBeHb yoeauTeIbHOCTH 10KA3aTeJbCTB — C, ypOBEHb 10CTOBEPHOCTH A0KA3aTEJNbCTB- 5.

Kommenrapum: ons xoppexyuu memabonuuecko2o ayudo3a ucnoavsyemcs pacmeop Hampus
euopoxkapbonama™*). Hampus cuopokapoonam™* npumensemcs 6 sude 8,4% u 4,2% pacmeopa ona
yoobcmea nepepacuema Ha mmons NaHCO. E2o 0o3upoexka (Mmmons) onpedensiemcs no gopmyne:
(BE) x macca mena (xe) X 0,3 [35]. Kpome moeo, nayuenmam pexomernoyemcs weioyHoe numve —

pacmeop coovl uz pacwema Y>-1 uatinas noxcxa na 200 ma 600vl, wenrounvie MUHEPANIbHbLE 800bI.
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B cnyuae OekomneHcupo8aHmo2o  MemaboauUuecKko2o  ayuoosd, He noooarwecocs
MEOUKAMEHMO3HOU Mepanuu, npo8OOAMC Memoobl IKCMPAKOPHOPAIbHOU KOPPEKYUU 20Me0cmasd
(Hanpumep, eemoouapurompayus npooiennas (6eno-eenosnas) (cm. n.3.3) [36].

B 3asucumocmu om msdicecmu cocmosiHus, 8 cpeoHem, Kadicovle 6-12 uacos cnedyem
KOHMPOIUPOBAMb NOKA3amenu KUCIOMHO-OCHOBHO20 CcOCmosiHusi Kpoeu (Mccreoosanue yposHs.
0ypepnbix seujecma 6 kposu, Mcciedosanue yposs 6000pooubix uonos (pH)), ypoeus nampus, kanus
U UOHU3UPOBAHHO2O KANbYUs 8 KPosu, a makdce cooepoiicanue naxmama (Mccieoosanue yposHs

MOJIOYHOL KUCIOMbL 8 Kpoeu), AmMmudaKka u 2jaroKo3sl 6 KpO@M) C Yenblo KORmpOoJisi j1e4eHUsl.

0 PexomMeHnoBaHO HazHaueHUE HATpuUsi OeH30aTa (OMOJOTMYECKH aKTHMBHAs J100aBKa) MPU YPOBHE
aMMHaka B KpoBH Bbiie 200 MKMOIIb/1T manmerTam ¢ MMA nipu pa3BUTHH

MeTrabonnueckoro kpu3a [1, 16, 18, 21, 23].

YpoBeHb yoequTeJbHOCTH 10Ka3aTeIbLCTB C (YPOBEHDb 10CTOBEPHOCTH PeKOMeHIaunu — 4).
KommenTapuu: Hampus 6enzoam (buonocuuecku akmuenas 000a6Ka) HA3HaA4aemcs u3 pacuema om
250 me\ke \6 cymku (maxcumanvuo oo 500me/ke/cym, ecau macca mena npesviuiaem 20 ke 00
5,52/m*/cym).  Koumpons yposns ammuaxa Oondxcen nposooumvca Kascovle 6-12  uacoe.
Ocywecmansaiom 00a3amenbHblll KOHMPOIb YPOBHA HAMPUsL U KAlUsl 8 Kposu He pexce 1paza 6 2 uaca.
Coenacno  MencOyYHAPOOHBLIM — PEKOMEHOAUUAM N0 JIeYeHUro  2UnepamMmonHueMuu  NOKA3aHo
BHYMPUBEHHOE B88edeHlUe NPenapamos, CEA3bIBAIWUX AMMUAK, OOHAKO 6 HAcmoswee epeMs Ha

meppumopuu Poccuiickoii @edepayuu 0annvle 1ekapcmeennvle cpeocmea He 3apecucmpuposabl.

3.2. Xupypruueckoe Je4eHue

e PexoMeHnnoBaHo nanveHtaM ¢ MMA nipu nporpereHTHOM T€UEHUH NaTOJI0rM4ecKoro mporecca
B [IEYEHU U IIOYKAX PACCMOTPETh BO3MOKHOCTh TPAHCIIJIAHTALMU NEYEHHU U MOYEK I10 KU3HEHHBIM
nokazanusum [ 1, 4, 16, 24].

YpoBenb yoeaurteabHocTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH 10KA3aTeJbCTB — 5)

KomMeHTapumu: npogsooumcsi coenacHo pekomeHOayusim no MpAHCHIAHMAYUU NevyeHu U NoYex.
Tlokazanus 011 mpaucniaHmayuy neyeHu Uiu KOMOUHUPOBAHHOU MPAHCHIAHMAYUY NeYeHU U NOYeK
8 Hacmosujee 8pems He onpeodeliensl, 0OHAKO, Haubojee Yacmo 8 MUPOBOL NpaKmuke maxKosblmu
cayxcam — msdcenas — memabonuveckas — OeKOMneHcayus,  HedphekmueHocms  npo8OOUMOLL
Memaboaudeckou mepanuu. B mo owce epemsi MMA sensemcs naubonee wacmvlm NOKA3AHUEM K

mpancniaumayuu ne4veru 6 0emcKom eozpacme cpe()u 6p09f€0€HHblx Memabonuyeckux oonesmell.
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Tpancnaaumayusa nevenu Ovina NPUBHAHA MEMOOOM 3AMECMUMENbHOU (hepMeHMHOL Mmepanuu.
Kombunuposannas mpancnianmayus neuenu u noyeKk, KaK NPAGUNO, GbINOIHAEMCA Npu
npocpeccupyioujem HapyuleHuu NOYeyHulX QYHKYull u GOpMUpo8aHuUu XpOHUYECKOU NOYEYHOU

Hedocmamounocmu [22, 25-27].

e PexomennoBano namuenraM ¢ MMA Bo BpeMsi IOJTOTOBKU K XUPYPTUYECKUM BMEUIATENbCTBAM,
NPOBEICHUS AHECTE3MOJOIMYECKHX TOCOOMH M B ciy4asx, Koraa TpeOyeTcs YIUIMHUTH TEePHOA
TOJOJAaHUsl HCIOJb30BaTh BHYTPHUBEHHOE BBEACHHUE PACTBOPOB JIEKCTPO3bI** H  pacTBOpOB,
BJIMSIFOIIIUX HA BOJHO-3JICKTPOJIUTHBIN OanaHc (Kaluus XJIOPHUITHATPHUS arleTaTHHATPHs XJIopua**) c
HENBI0 PerupaTaliy, MPH OTCYTCTBUH IMPOTHBOINOKA3aHUKA K BBEICHHIO OOJBIIMX OOBEMOB
KUAKOCTEH, W MpeloTBpallleHuss pa3BUTHUs Merabonumdeckoro kpuza [1, 2, 4, 16]. YpoBeHsb
yoenuteabHocTH pexoMeHaanuii C (ypoBeHb [10CTOBEPHOCTH [0KAa3aTeJbCTB — 5)
Kommenrapum: unghysuonnas mepanus 6 ciyuasx, mpebdylowux yoauHeHue nepuood 20100aHus,
pacmeopwl 0eKcmpo3vl** u pacmeopwl, enusowue Ha 600HO-21eKMPOIUMHDBLI OANAHC, BBO0SMCI U3
pacuema 8-10 me/ke/mun 015 demetl nep8o2o 200a HCU3HU, 6-7 me/Ke/Mun — 01 demetl om 200a 00 10

nem, 5-6 me/xe/mun — onsi demett cmapuie 10 nem.

O PexomengoBana YCTAHOBKAa TaCTPOCTOMBI WM HA30raCTpaJbHOTO 30HJa ITallUCHTaM B

MeTabonnueckoM Kpuse Ha poHe MMA npu Hamu4uuu pBOTHI M CPHITMBAHUS WM OTKa3e OT Ipuema

MUy ¢ HeJIbI0 KOPMIICHUSA CMEChI0O aMUHOKHCIIOT oe3 HSOHeﬁHHHa, MCTHUOHHHA, TPCOHWHA U BaJIMHA

[1].

YpoBennb yoeauteabHocTH pekoMeHaauuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

3.3 UHoe Jeuenune

e PexomengoBano nauveHtraM ¢ MMA paccMoTpeTh BONpOC O HEOOXOAMMOCTH IPOBEICHUS
NEPUTOHEANILHOTO JUaIN3a UM FeMOIUaIN3a IPU OTCYTCTBUU ObICTPOM MOJIOKUTENBHOM peaKkuy Ha
WHTEHCHUBHYIO TE€PAIUI0, COXPAHSIIOUIEMCSI KETOALNUI03€ U TUIIEPAMMOHUEMHH C LEbIO

KOPPEKIIUU JaHHBIX cocTostHMi [1, 4, 16, 24].

YpoBensb yoeaureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10Ka3aTeIbCTB — 4)
KomMeHnTapuu: nepumoneanvHulil OUAIU3 UTU 2eMOOUATIU3 NPOBOOSIMCA C Yelblo Oojlee

aqbqbekmuenozo 6bl8EOCHUSL MOKCUYHBIX MeMAaO0IUmos.
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4. MeaMuMHCKAS peadWIUTAIIUSA M CAHATOPHO-KYPOPTHOE JIeYeHUe, MeTUIIMHCKHUE
IMMOKa3aHuA ! IIPOTUBOINNOKA3AHUA K IPUMECHCHHUIO METOA0B peaﬁn.JmTalmn, B TOM
4YuCJie OCHOBAHHBIX HA MCIOJb30BAHUHU NMPUPOIHBIX Jie4eOHbIX GaKTOPOB

0 PexomenaoBano mnamueHTaM ¢ MMA npoBeicHHE pPeaOWIMTAIIMOHHBIX MEPOTPUSTHH,

HAIPaBJICHHBIX HAa COLMAJbHYIO aJalTallhio, MOJJAEpKAaHME U pa3BUTUE KOTHUTUBHBIX U
MHTEJUICKTYaJIbHBIX QyHKIMA [1].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJILCTB — 5)

e PexomennoBano mauueHraMm ¢ MMA mpoBeieHHE NCUXOJIOTMYECKON MOMJIEPKKUA U OOyUeHHS
poauTeNel MpaBuilaM OpraHU3aly IOMOIIY U TUETOTEPAINH B MEKIIPUCTYIIHBII

NEepUo U B IEPUOJ] YIpo3bl MeTaboanueckoro kpusza [1, 4, 16].

Yposenn yoeaureabHocTH pekomenaanuii C (ypoBeHb J0CTOBEPHOCTH A0KA3aTeIbCTB — 5) 5.
HpO(l)I/IJIaKTI/IKa n JUCHIaHCEpPHOE HaﬁJIIO)ICHl/Ie, MEJUIIMHCKHUE IIOKa3aHud H
NMPOTHBOIIOKAa3aHUA K IPUMECHCHUIO METO/10B leO(l)I/IJIaKTI/IKl/I

5.1 [IpopuaakTuka

* PexomMeH0BaHa KOHCYJbTallMs Bpaya-reHETHKA CEMbSM C OTATOLIEHHBIM aHaMHe30M 1o MMA ¢
LENbI0 Pa3bsCHEHUIl TEHETHUYECKOTO pHUCKa, OOCYXIEHHS BO3MOXHOCTEH TIpeHaTaJbHOM U
MPEUMIUIaHTAIIUOHHOW JUArHOCTUKH [1].

Yposens yoeautenbHocTu pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB —5).
KommenTapum: yuumsisas aymocomHo-peyeccusnviii mun nacreoosanus MMA, ons xadxcoou
bepemennocmu puck poocoenusi pebenka ¢ MMA cocmasnsem 25%. C yenvio nposedenus
NPEeHamanbHOU U NPeUMNIAHMAYUOHHOU OUASHOCIMUKU CYNPYHCECKOU nape npeosapumenbHo
Heobx00UMo npoumu 006credo8anue Ha 2emeposucomuoe Hocumenocmeo mymayuu 6 cenax MUT,
MMAA, MAB, MCEE, (D320, LMBRD, MMADHC, MMACHC, obpamuswucy 8
cneyuanusuposanHvle OuasHoCmuyeckue aabopamopuu u meouyunckue yeumpul. Ilpenamanvnas
OUASHOCTNUKA NPOBOOUMCS MONEKYIAPHO-ceHemUiecKkumu memooamu nymem ucciredosanus JJHK,
8bI0CNICHHOU U3 OUONMAma OPCUH XOPUOHA U/UNU KIeMOK AMHUOMUYECKOU JHCUOKOCU U/UTU

NJIOOHOU KPOBU.

* PexoMeH10BaHO C 11€JIbI0 TPODUIAKTUKN Pa3BUTHS METAOOIMUYECKUX KPU30B HH(GOPMUPOBAaHKE
poauTenel (WM 3aKOHHBIX MpejcTaBuUTenel) maumeHTa ¢ MMA o XxapakTepe 3a0oseBaHus,
IPOBOLIMPYIOMIKX (PaKTOpax U MpeIBECTHUKAX KpU3a, BO3SMOXKHBIX €ro rnocieaAcTBusx [1]. YpoBens

yoeaurTeabHocTH pekoMenaannii C (YpoBeHb JOCTOBEPHOCTH J0KA3aTeNbCTB — 5)
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* PexomenmoBano mamueHtaM ¢ MMA 10poBOIUTh NPO(PUIAKTHYECKYIO BAKIIMHALUIO B
COOTBETCTBUM C HALIMOHAIBHBIM KaJleHIapeM MPOQHIAKTUIECKUX IPUBUBOK, BKIIIOYAsl BAKIIMHALMIO
OPOTHB TIpUIla MU POTABUPYCHOW HMHQPEKIUM C COOJIIOJEHHEM BO3PACTHBIX OIPAHUYEHUI
UMMYHOOHMOJIOTHYECKUX IPernapaToB Ha ()OHE CTPOTrOTO BBHINOJHEHUS JAUETHYECKUX M JIEYEOHBIX
Ha3HAuYeHUH C 1enplo (GopMupoBaHus >PPEKTUBHOIO HMMYHHOTO OTBETa OT HWH(pEKUUH u
IPEJOTBPALICHUS PA3BUTHS METa0OIMUECKUX KpH30B [1].

YpoBenb yoeaurenbHocTH pekoMenaanuid C (ypoBeHb H0CTOBEPHOCTH [0KA3aTEJILCTB — 5)
KommenTapum: sakyunayuro yenecoobpastno npogooums noo KOHMpPOIEM CReYUarucmos, UMerouux
onvim pabomul ¢ NAYUeHMamu ¢ MemadboIudyecKumMu 601e3HAMU.

B nocmeaxyunanbnom nepuode ciedyem npucmanbHo Hab00ame 3a npueUMsIMU C NOSHOPHBIM
uMepeHuem memnepamypvl menda, Umo HeoOX00UMO OJid He3AMeONUMENbHO20 HA3HAYEHUs

AHcapononudCarOwel. mepanuu npu ouazHocmupoganuu auxopaoxku >38,0°C, (napayemamon™* unu,

uoynpoghen **).

5.2 IlucnancepHoe Ha0JII0IeHHe

e PexomeHI0BaHO B Tpollecce KOMIUIEKCHOTO JIedeHHs manueHToB ¢ MMA ocymiecTBiIsITh
KOHTPOJIb TOKa3aTeneil oOuero (KIMHUYECKOr0) aHaliu3a KPOBH Ppa3BEpPHYTOro, oluiero Oenka,
UccnenoBanue ypoBHs anp0yMHuHa B KpOBH, npeanboOymuH (OmnpeneneHrne COOTHOMICHHS OETKOBBIX
dpakumii MetonoM sJnektpodopesa, OmnpeseneHre COOTHOMICHUS OEIKOBBIX (pakiuid METOI0M
BBICOKOYYBCTBUTEJIIPHOTO  KAMWUIAPHOTO d3JeKTpodope3a), TIIOKO3bl, (eppuTuHa, JaKTaTa
(MOJOYHOM KHCTIOTHI), KOJMMYECTBEHHOTO OMPE/EICHUs YPOBHS aMHHOKHCIOT B KPOBU
(KommnekcHoe ompeseneHne KOHIIEHTpAlMM Ha aMWHOKHCIOTHI M alWIKAPHUTUHBI B KPOBH,
KommiekcHoe ompeienieHue KOHIIEHTPAud Ha aMUHOKHCIIOTHI M allMJIKAPHUTHHBI B KPOBH METOJIOM
TaHJAEMHONW MAacC-CIIEKTPOMETPUH), CBOOOJHOro KapHUTHMHA. KOHTpoiaupoBaTh mapaMmerpsl
KHCJIOTHO-OCHOBHOTO cocTosiHusl kKpoBU (MccnenoBanue ypoBHS BoAopoaHbIX HOHOB (pH) kpoBsw,
HccnenoBanue ypoBHs Oy(epHBIX BEIecTB B KpoBH) [1].

YpoBensb yoeaurebHoCTH pekoMenaanmnii C (ypoBeHb JOCTOBEPHOCTH J0KA3ATEIbCTB — 5)
KommenTapuu: obwuii (kiunuueckuil) aHaiu3 Kposu pazeepHymulii KOHmMpoaupyemcs He pece 1
pasa 6 200.

Ypoenu memuonuna, mpeonuna, 6anuna, uzonrelUyuHa 6 Kpo8U 6 pe3yibmame ae4eHus 00IHCHbl ObIMb
npubIuUdNCeHbl K peghepeHcHbiM  803pacmubim  3HaueHusm). OcobenHo 8ajdcHO obecneyugamo

HOPMANbHBIN CbIBOPOMOYHBIL YPOBEHb AMUHOKUCIOM C DPA36EeMEIIeHHOL y2lepooHoU yenvio. Tak,
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HedocmamoyHoe nompedOieHue Oeika u Ooeguyum u30NeUYUHA ABIAIOMCA NPUYUHOU PA3EUMUSL
MAAHCEN020 AKPOOEPMAMUMA U CIAYHCAM OCHOBAHUEM O]l OONOJTHUMENbHO2O 88€0€HUs 8 PAYUOH
numanus L-uzoneuyuna 6 0oze 50-100 me/cym (npodykmul numanus, cooepiicawjue usoietiyur 8
odozuposke 50-100 me 6 cymxu) 6 3asucumocmu om cmenenu oegpuyuma. Codepaicanue 2nuyura 8

Kpoeu moatcem ObImb YMEPEHHO NOBLIULEHHBIM.

0 PexomeHZ0BaHO MAaIlMEHTaM C MOATBEPKIEHHBIM TuarnozoM MMA B mpoiiecce KOMIUJIEKCHOTO
JCUCHHUS IPOBOJIUTH orpeneneHne MOYEUHOM HKCKPELUU METHIIMaJIOHOBOH,
3ruApOKCUMETHIIMATIOHOBOM, METUIUIMMOHHOW KucioT (KomiuiekcHoe ompeneneHue coiepiaHus
OpPraHUYECKUX KUCIIOT B MOYE) C IIEJIbI0 CBOEBPEMEHHOTO MPEIOTBPAILICHUS Pa3BUTHS
MeTabomueckoro kpusa [1].

Yposensb yoeaureapHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
KommenTapuu: Kpamnocme npogedenusi ananuzos 3a8ucum om cOCMoAHUs. NAyUeHma.
Konuuecmeennoe onpeodenenue ypoeus amumoxuciom 6 kposu (Komnnexcnoe onpeodenenue
KOHYEeHmMpayuu Ha aMUHOKUCIOMbl U ayuikapHumunsl 6 Kpoeu, Komnaexcnoe onpeodenenue
KOHYEeHmMpayuu Ha aMUHOKUCIOMbL U  AYUIKAPHUMUHLL 8 KPOBU MEemoOOM MAHOEMHOU
macccnekmpomempuu) — npu CMAadUuiIbHOM COCMOSHUU - Kadtcovie 3-6 mec.

B nepuoo ungexyuonnuvix 3a60nesanuii, Memaboauiecko2o Kpusa onpeoeieHue yposHs AMUHOKUCIOM
6 Kposu u rapHumunog (Komniexcnoe onpedenenue KoOHyeHmpayuu HA AMUHOKUCIOMbL U
ayunKapHumuHel 8 Kposu, Kommniexcnoe onpedenenue Kowyewmpayuu HA AMUHOKUCIOMbL U
AYUTIKAPHUMUHBL 8 KDOBU MEeMOOOM MAHOEMHOU MACC-CNeKmMpoMempuLL) ocyuecmensiom He pedice 1
paza 6 7-10 oneui, KII[C (Hccneoosanue yposus 6o0opoousix uonoe (pH) xposu, Hccrneoosanue
Vpoe6Hs OYepHbIX 8ewecms 8 KpoGi) - exceOHe8Ho 00 Cmabuiuzayuyu noxasameneu.

e PexoMeHI0BaHO MAIMEHTAaM C TOATBEPKIECHHBIM TuarHo3oM MMA onpenenenue ypoBHs 00OIIET0O
KaJIbIUsl, MOHU3UPOBAHHOIO KaJbllMs, HeopraHuueckoro ¢ocgopa B KpoBH, OOILIEro MarHus B
CBIBOPOTKE KPOBH, aKTUBHOCTb IeTIOYHOM (ocdartassl, MccnenoBanue yposus 25-OH Buramuna /[ B
KpoBH, VccaenoBanue ypoBHs NapaTUPEOUIHOIO TOPMOHA B KPOBH — C LIEJIbIO OLIEHKH MeTaboIn3Ma
KaJIBITMS ¥ KOHTPOJIS octeoneHuu [1].

YpoBenb yoeaurteabHocTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH I0KA3aTeJbCTB — 5)
KomMmeHnTapuu: ucciedosamus npogoosmces exce200Ho

e PexoMeHI0BaHO TMalMeHTaM C MOATBEPXKICHHBIM JuarHozoM MMA OmnpezneneHue ypoBHS
ButamuHa Bl12 (ummanokobanamuH) B KpoBH, VccnegoBanue ypoBHsS (HONHMEBOM KHUCIIOTHI,

WccnenoBanue ypoBHs (heppUTHHA B KPOBH C LIETBIO OIICHKHA HYTPUTHBHOTO cTaryca [1]. YpoBeHb
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yoenuTenbHocTn pexoMeHaanuii. C (ypoBeHb [I0CTOBEPHOCTH [0Ka3aTeJbCTB — 5)
KomMmeHTapum: ucciedoganue npogooumcs exnce2o0Ho.

o PexoMeHI0BaHO MalMEHTaM C MOATBEPKICHHBbIM AuarHozoM MMA OrnpejeneHue akTUBHOCTH
JUna3bl B CBIBOPOTKE KpoBH, Onpe/iesieHrne akTUBHOCTH ITaHKpeaTHUeCKON aMuiIa3bl B KPOBU C LIETIBIO
KOHTPOJISI QYHKIIMU MOKEITYI0YHOM Keie3bl 1 CBOEBPEMEHHOI'O BBISIBICHHUS

nankpearura [1].

YpoBenb yoeauTeabHOCcTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH I0KA3aTeJbCTB — 5)
KomMmeHnTapuu: ucciedosarnue npogooumcs He pedice 1 paza 6 6 mecsyes.

e PexomeHI0BaHO NAIMEHTaM C MOATBEPKICHHBIM auarHosoM MMA wuccienoBaHue YpOBHS
KpeaTHHHUHA B KpoBH, MccienoBanue ypoBHS MOUEBHHBI B KpOoBH, VccienoBanne ypoBHS MOUYEBOM
KHUCTIOTHI B KpoBH, MccnenoBanue ypoBHs nucrtatuHa C B kpoBu, MccienoBanue ypoBHS Kallblius B
moue, HccnenoBanue ypoBHs Qochopa B moue, Ompenenenue Oenka B Moue, OmnpeneneHue
anpOymMuHa B Moue, OnpeeneHne KoJu4ecTBa 0eaka B CYTOUHOM MOYe C IEIbI0 OLICHKU IMOYEYHOU
dbyHkuuM — He pexe 1 paza B roj, HauMHas C 6-JIETHErO BO3pacTa WM paHee — MPHU HAPYIICHUU
¢dbyskun mouek. MccienoBanue GpyHKIMKM HEPPOHOB IO KIMPEHCY KpeaTnHuHa (1poba Pebepra) —
P OTKJIOHEHUSX OT HOPMBI BBIIIEyKa3aHHBIX apaMeTpoB [1].

Yposens yoeaureapHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
KommenTapum: kiupenc kpeamununa (ckopocms Kiyb60uKkosot punbmpayuu) ciedyem
paccuumuléams no gopmyne (pacuemmuas no opmyne Llleapya, npu nogvluienHol macce meaia — no

dopmyne Koxpogpma-I'onoa) — (ycayeu omcymemeyiom 6 Homenxnamype meouyunckux ycuye).

[ J PeKOMeH}IOBaHO JJIA OILICHKHN 3(1)(1)CKTI/IBHOCTI/I JJINTCIIBHOTO JICUCHU I IIAaIfMCHTOB C
MNOATBCPKACHHBIM JTHAI'HO30M MMA HCITIOJIb30BATH pecbepeHCHLIe IoKa3aTeyii  COACPIKAHUSA
MaTOTCHCTUYCCKH 3HAYNMBIX dAMUHOKHUCIIOT B KPOBHU U MATOJIOTHYCCKUX MeTa6OJ'II/ITOB B MOUY¢C [1, 2,
4, 16].

YpoBennb yoeaureabHocTH pekoMeHaauuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

e PexoMeHI0BAHO TAlMEHTaM C MOJATBEPKICHHBIM AuarHo3oM MMA ocCyilecTBiIsATh KOHTPOJb
HYTPUTHUBHOTO CTAaTyca C KOPPEKIMEH MHUTaHWS B 3aBHCHMOCTH OT COCTOSHUS TAllMEHTa U €ro
TOJIEPAHTHOCTH K Oenky [1, 2, 4, 16].

YpoBens yoeauteabHocTu pekoMenaannii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJNbCTB — 5)
KommenTapuu: koumponvb Gaxkmuueckoeo numanus (XUMUYECKO20 COCMABA payuoua) O0is

npeoynpexicoeHuss paseumusi 0eQuUyuUmHsIX COCMOSHUL NPoeoosam y Oemell 8 pPeaHuMAayuoHHOM
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nepuooe — exdceOHesHo, y demell nepaoo 200a JicusHu - He pedice 1 paza 6 7-10 Ouetl, y nayuenmos

cmapwe 1 2ooa — 1 paz 6 1-3 mecaya.

0 PexomenmoBaHo mposeneHue sekrpokapauorpadun (OKI), sxokapauorpadhun (3xoKI') Bcem
HaUeHTaM ¢ MOATBEPKIEHHBIM TuarnozoM MMA  exeroaHo, npu He0OXOJUMOCTH Yallle, ¢ UEIbI0
JTUATHOCTHKU KapJIAOMHONATHH W HApPYIICHWH pUTMA CEpAlla W TMPOBEICHUS JICUYCHHUS COTIACHO
COOTBETCTBYIOIINM KJIMHUYECKUM pEeKOMeHIauusm | 1, 4],

YpoBenb yoeauteabHocTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH I0KA3aTeJbCTB — 5)
KommenTapuu: npu neobxooumocmu, npu Haruduy NOKA3aHUll 0Jist ucciedo8anust - Xonimeposckozo
MOHUMOPUPOBAHUSA CEPOSUHO20 DUMMA, UW/UIU CYMOYHO20 MOHUMOPUPOBAHUS aAPMEPUATbHOO
oasiieHusi (Co2nacHO COOMBEMCMEYIOUWUM KIUHUYECKUM DEKOMEHOAYUAM NO HAPYUEHUAM PUmma

cepoya u/unu apmepuaibHoUl 2unepmensull).

e PexoMeH10BaHO MAIEHTaM C MTOATBEPKICHHBIM TuarHo30M MMA nipoBe/ieHre yibTpa3ByKOBOTO
uccinenoanus (Y3U1) opranoB OpronrHoH MoyocT ¥ mouek (YIbTpa3ByKOBOE UCCIIEIOBAHUE OPTaHOB
OpIOIIHOM MOOCTH (KOMILJIEKCHOE), YIbTPa3BYKOBOE HCCIIEIOBAaHUE MTOYEK) MO MOKA3aHUSIM, B TOM
qrciie Ipu 00JsAX B )KUBOTE, B CBSI3H C BOSMOXKHOCTBIO PA3BUTHS MAHKPEATUTOB U MOPAXKEHUS TTOYEK
[1,4,12,13].

Yposens yoeauteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 3)

KommenTapuu: kxpamnocmo npogedenus onpedensemcs UHOUSUOYATbHO.

O PexoMengoBaH namueHTaMm C MOATBCPKACHHBIM JUAI'HO30M MMA OCMOTp Bpava-

odTanpMoIIora IPH HAJTUYUU TI0I03PEHUN HAa TTOPAKEHNUE OpTaHa 3pEHUs, B TOM YHCJIE BO3MOXKHOTO
pa3BUTHA aTpoUHU 3PUTETHLHOTO HEPBa €XeroIHo mocie 6 net [1, 4].

YpoBensb yoeaureabHocTH pekomenaanuii C (ypoBeHb J0CTOBEPHOCTH A0Ka3aTeabcTB — S) [
PexomengoBano HaOI0I€HNE MTAllMEHTa C IOATBEPKICHHBIM JuarnozoM MMA nociie BBIUCKH U3
CTalloHapa B aMOyIaTOPHO-TIOJIMKIIMHUYECKUX YCIOBUAX BpadyoM-
nenaTpoM/BpauoMTepaneBToM/BpadoM  oOImIeld MpakTUKU  (CEMEWHBIM  BpaduoM), BpauoM-
HEBPOJIOTOM, BPAayOMJIMETOJIOTOM, C LEJIbI0 CBOEBPEMEHHOW KOPPEKLMH Tepanuu Ipu
HeoOxonumoctu [1]. YpoBenb ybGenutenbHocTH pexkoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH

J0KAa3aTebCTB — 5)

® PeKOMeHIIOBaHa KOHCYJIbTAllUs Bpada-reHCTUKa IallMCHTaM C IMMOATBCPKACHHBIM IWMAarHo30M
MMA c¢ HOCJIbKO HA3HAUCHUA W KOPPCKUUHU OJUCTOTCPAIIMHU, OCYHICCTBJICHUA KOHTPOJA 3a eé

CO6J'IIOI[€HI/ICM; CCMbIM, UMCIHOIIUM POACTBCHHUKOB C MMA, AJId THNTAHUPOBAHUA ACTOPOKIACHUA
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[1].

YpoBenb yoeaurenbHocTH pekoMenaanuid C (ypoBeHb H0CTOBEPHOCTH [0KA3aTEJILCTB — 5)
KoMMmeHTapuu: unmepsanvt mexicoy susumamu 00aHCHbl ONPeOesimvpcs UHOUBUOYATbHO C YUemoM
gospacma, msadcecmu  3a001e8aHus, CcmadurLHOCMU  0bMeHa  ewjecme U COONOOeHUs

ouemomepanuu, HO He pedice 1 paza 6 200.

0 PexomeHAOBaH MYJIbTUIMCLUUIUIMHAPHBIA MOAXOA K HAOJIOACHUIO M JICUCHHUIO TMAIMEHTOB C
MOJTBEPXKICHHBIM JrarHo3oM MMA crienuaiuctaMu pa3HbIX MPOQHIICH C IeTbl0 00ecreueHHMsI
KOMILIEKCHOW Tepariy ¥ CBOCBPEMEHHOM €€ KOppEeKIMK pu HeooxoaumocTH [1].
YpoBenb ybenutenbHocTH pekoMmeHaanuii C (YpoBeHb 0CTOBEPHOCTH [10KAa3aTeJbCTB — 5)
KomMmeHTapum: nayuenmsl HabI100aOMC 8pAYOM-NeOUampoM, 8PAYOM-mMepanesmom, CemeuHbim
8DAYOM, 8PAUOM-2EHEMUKOM, BPAYOM-HEBPOJI020M, BPAYOM-OUENON020M, BPAYOMMPABMAMOI020M-
opmoneodom, 8PAYOM-IHOOKPUHOLO2OM/BPAYOM-OEMCKUM IHOOKPUHOTIO2OM, 8pavoM-
KapOuoni020M/8pavomM-0emcKuUM — KapOUoi02oM,  8pAYOM-0DMATbMONOSOM,  8PAYOMCYPOOIOSOM-
OMOPUHONIAPUHEONI020M,  BPAYOM-CIOMATNOLO20M/BPAYOM-0EMCKUM — CIOMAMON020M,  8PAYOM-
2acmpoIHmMeEPOIOZOM, BPAYOM-ANNEPLOTIOCOM-UMMYHOIOCOM, BPALOM-
2eMamosio2oM/8paiom-0emcKuUM 2emMamolo2oM, BpPa4OM-NCUXUAMPOM, BPAYOM-PeadUulIumono2om,
MEOUYUHCKUM NCUXONO20M, JI020NE00M-0epeKmono2om u Opyeumi.

Eoicecoono nayuenmor ¢ MMA Oondxcnvl npoxooums yenyOnieHHYr0 OUCHAHCEPU3AYUlo U
ocywecmensams Heobxooumvle peaburumayuouusvie meponpuamus (Ilpunoscenuu A3.5).

Pooumenu Oondcnvl Obimb 06yyeHbl NPABUIAM OP2AHU3AYUU MEPANUU 8 MENCNPUCTIYNHBIL
nepuoo u 6 nepuood yeposvl memabdonuueckozo kpusa. Y pebenxa npu cebe 6cecoa 001dCHA
HAXO0OUMbCsl NAMSIMKA C  YKA3AHUEM HEOMIONCHbIX MEPONPUAMULL 8 Nepuod HAYUHAIOWE20Cs

Memaboauyeckoco Kpusa

6. Opranusanus oka3aHusi MeJIUIIUHCKOH MOMOIIH
HeoOxonumo mpenycMoTpeTh HaOMIOAEHHE M TOCHUTAIM3ALMIO MAalMEeHTOB B MHOTONpOodUiIbHOE
JIITY.
IToxazanns JJIsA TJIIaHOBOH rocnvuTain3ani B MCAUIIUHCKYIO OPraHu3alnuo:
1. mpoBeneHHWE IUATHOCTUKH W JICUEHHUS, TpeOyromme MpOoAOKUTEIBHOTO (JHEBHOE WU
KpYTJIOCYTOYHOC Hpe6LIBaHI/IC) MCAUITUHCKOI'O Ha6J'IIOJICHI/I$I u MOHHUTOPHHTA

KJII/IHI/IKOJIa60paTOpHBIX HOKEB&TCJ'IGIZ;
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2. HeoOXOAMMOCTb TPOBENEHUS pa3IMYHBIX BUAOB SKCIEPTU3 WIM OOCIEAOBAaHHUS B
MEIUIIUHCKON OpraHU3aliy IPYU HEBO3MOXXHOCTH IPOBEICHHS MX B aMOYJIaTOPHBIX YCIOBUSAX
(B TOM uncie ohopMIICHHUE 3aKTI0YCHHS (PeepalbHOTO KOHCUINYMa/BpaueOHON KOMHUCCHN).

[ToxazaHus Ui SKCTPEHHON TOCIUTAIU3AMU B MEIULIUHCKYIO OpraHU3aIHIo:

1. ocTpble yrpoxaromue JUisl >KU3HH M Pa3BUTHUSA OCIIOXKHEHUH COCTOSHUS, TpeOyrolme
HEOTJIO)KHOTO JICYCHHUS, B TOM YHCJIC€ MHTEHCHBHON TEepamluH, a TAKKe KPYIJIOCYTOYHOTO
MEIUIIUHCKOTO HAOII0ICHUS U IPOBEICHUS CTICUATBHBIX BUIOB 00CIEIOBAHUS U JICUCHHS.

[TokxazaHus K BBITUCKE MAIlEHTa U3 MEAUIIMHCKOW OpraHu3aIuu:

1. orcyrcTBHE yrpo3bl JUIsl JKU3HM IMallMEHTa M YIpO3bl Pa3BUTHS OCIOXKHEHHM, TpeOyrommx
HEOTJIO)KHOTO JICUSHHSI IIPH 3aBEPIICHUE TUATHOCTUIECKUX MEPOIPHUSTHIA.

2. crabuiM3anusi  COCTOSHMS W OCHOBHBIX  KJIMHHMKO-TA0OPATOpHBIX  IOKa3areseu
MaTOJIOTUYECKOTO  TPOLEcca, OTCYTCTBHE  HEOOXOAWMOCTH B MPOAOJDKUTEIHHOM
MEAMIIMHCKOM HAOIIOIEHUH (JIHEBHOE UM KPYTIIOCYTOYHOE MPeObIBaHUE);

3. BBIMIOJIHEH TUIaH OOCIIEeIOBaHUS U JICUCHUs NAIleHTa, 1aHbl PEKOMEHIAllUHY 0 JallbHEHIIeMy
HaOJII0JICHUIO U JICYEHHUIO.

4. HE0oOXOOMMOCTH MepEeBO/Ia NAMEHTa B JPYTroe MEIUIIMHCKOE YUPEKACHUE WIH YIPEKICHHUE
COLIMATILHOTO 00eCTIeYeHHUSI.

6.2 IlpuHIMNbI OPraHU3ANYA MEIUIMHCKONH MOMOIIM nanuesram ¢ MA

Ilocmanoexa ouaznoza MMA cmasum mH020 60npocos neped poocmeeHHUKaMy nayueHma u
nepeo cneyuanucmamu, pabomarowumu ¢ makumu nayuenmamu. MHuozouucienHvle npobremol,
B03HUKAIOWUe NPU OOHAPYICEHUU U pA3BUMUU 3A00]1e6aHUs, MPEOYIOm 2PAMOMHOU Op2AHU3AYUU
npoyecca OKA3aHUs MeOUYUHCKOU NOMOWU NpU YUACMUU MYIbMUOUCYUNTUHAPHOU KOMAHObI
Cneyuanucmos u coo100eHUs OCHOBHbIX NPUHYUNOE U NOOX0008 K €€ OKA3AHUIO.

Jannvle npunyunsl 00HCHBL COOMOOAMbCS HA JHOOOM dmane OKA3AHUS MeOUYUHCKOU
NOMOWU, KaK 8 MOMEHM NOCMAHOEKU OUA2HO3d, MAK U HA 11000M dmane HabNI00eHUs. NayueHma.

1) TlauueHT W ero mpeacTaBUTENN JOJKHBI MOJy4aTh MOJHYIO HH(POpPMAIUIO O 3a00JeBaHUM, €r0
TE€YEHHH, TaTOTEHE3e, MPOTHO3aX, OCI0KHEHUAX U METOJ1aX BO3MOXKHOU TEpaIuu.

2) Jmarno3z MMA mnonpa3zymeBaeT BO3MOXHOCTb OKa3aHHs NEPBUYHOM, CIIELMATU3UPOBAHHON U
NAJJTMATUBHOW MOMOIIM Ha BCEX ATarax 3a00JeBaHus.

3) Ilpu nocranoBke auarHoza MMA, cembsi JOKHA OBITH HalpaBiieHa K CHEHATUCTY, UMEIOIIEMY
onbIT paboThl ¢ manuentaMmu ¢ MMA, oOnanaroiero coBpeMeHHON HH(oOpManuend o TeueHUuU

3a00JIeBaHUS U BO3MOXKHOCTH y49acCTusd B KIIMHUYCCKUX HCIIBITAHUAX (HOBLIX JICKAPCTBCHHBIX
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4)

MpPermapaToB W/UIU TEXHUYECKUX YCTPOUCTB). Takike BaXKHBIM SIBISIETCS HH(OOPMHUPOBAHHE CeMei
0 CYIIECTBYIOIINX OOIIECTBEHHBIX OPraHU3alUsAX, PA0OOTAIOMINX C ATOIM IPYNIION MAIUEHTOB.

K nabmogenuto 3a mauumeHToM ¢ MMA nomxHa ObITh IpHUBJIEYEHA MYJIbTUAUCHMILTMHAPHAS
KOMaH/ia CIIe[MaIiCTOB B COCTaBe: Bpaya-Meauarpa, Bpaya-TepaneBTa, CEeMEHHOro Bpaya, Bpaya-
reHETHKa, Bpayda-HEBPOJIOra, Bpaya-AHeTonora, Bpayda-TpaBMaToJIOra-opTornea,
Bpaya’HI0KPUHOJIOTa/Bpaya-AeTCKOT0  SHAOKPHHOJIOTA,  Bpada-KapauoJora/Bpada-aeTcKoro
KapauoJora, Bpaya-oPTaabMoiIora, Bpaya-cyp0s10ra-0OTOPUHOJIAPUHI0JIOTA,
BpavyacToMarosora/Bpaya-aeTckoro CTOMATOJIOTa, Bpayda-racTpodHTEpOIora, Bpaua-
aJJIEpProjIorauMMYyHOJIOra, Bpaya-reMaToJiora/Bpaya-JeTCKOro reMaroliora, Bpaya-licuxuarpa,
BpavapeabUIuTOI0ra, MEIUIMHCKOTO TMCHXOJIOTa, Jioroneaa-aedexronora u Apyrux. [dpyrue
CHCIMAIMCTBI JTOJKHBI TPHUBJICKATHCS 10 MEPE BO3HHKHOBCHHSI CICNU(DUUSCKUX TPOOIIEM.
Kommenrapuu: B kpye obsazannocmell epaua-eeHemuxa xooum oocie0o8anue u nOCmMaHo8Ka
ouazHo3a, uHpopmuposanue cemvu O 3a001€6aHUU, COCMABIEHUE NIAHA MHO2ONPOPUILHO20
Habnooenus, HaOI0O0eHue 3a NAYUeHMOM, OYEeHKA OUHAMUKU U CMeneHb Npocpeccupos8aHus

3a60/1e6aHUA NPU PESYIAPHBIX OCMOMPAX, HA3HAYEHUe NOOJepIcuUsaouels mepanuu.

7. JonmosiHuTebHAsE MHPoOpMAaus (B TOM 4Yucje (PAKTOPbI, BJUAIOLINE HA UCXO0/

3a200J1IeBAHUA WIH COCTOSTHUSA)

HpOFHO3 COCTOSIHUA U YPOBHS IICUXHWYCCKOTO PA3BHUTHA IMALMCHTA 3aBUCUT OT TAKCCTU

336OJ'I€BaHI/I$I, HaJIn4us I/IHch'II)TOHOI[O6HI>IX COCTOSIHI/IfI, BOBJICUCHHS B IIaTOJOTHUCCKHUU mponecc

BHYTPEHHUX OpraHoB (TOYKH, CepAlle, IOKEITyJo4YHas Keje3a), a TakkKe CpPOKOB Hadaia

CHEMAIM3UPOBAHHON Tepanmuu W KadyecTBa JIEYEHHUs, CIIOCOOHOTO MpeaynpeauTh MPHUCTYIIbI

MeTa00INYeCKOM JACKOMIICHCAILIUH.

Kpurepuu oneHky kayecrsa MeAULMHCKONH IOMOLIH

‘.N't_)

Kpurepun xkavyecrsa OneHka BbINOJTHEHHUS
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BrinonneHo onpeneneHrue ypoBHsS aMUHOKHUCIIOT U
OpPraHUYECKUX KUCIOT B CHIBOPOTKE KPOBHU
(mpormonumnkapuuTuHa (C3), cBOOOIHOTO KapHUTHHA
(CO) (MccnenoBanue ypoBHs cBOOOAHOTO L-KapHUTHHA
METOJIOM TaHJEMHOU MacC-CIIEKTPOMETPUU B KPOBH),
[VIMLIMHA B KPOBH; KOJTMYECTBEHHOTO OIPEICICHHUS
3METUIMAJIOHOBOM, METHJUIMMOHHOM, 3-THIPOKCH-
nBajepuaHoBoi KUCIOT B Moue (Kommiekc
WCCIEA0OBAHUM Il TUATHOCTUKU OPTaHUYECKUX
anuypuil)) U MaToOIOTUYECKUX META0OIUTOB B MOUE
(KommiekcHoe omnpeneseHue coep Kkanus
OpraHMYECKUX KUCIOT B Mode, KomruiekcHoe
orpezieNieHue KOHIIEHTPAIMH Ha aMUHOKHUCIIOTHI U
aIIIKApHUTUHBI B KpoBU, KoMIIekcHOE omnpe/enenre
KOHIIEHTPAllMU HAa AMUHOKHUCIIOTHI U AllWJIKAPHUTUHBI B

JIA/HET

KpOBHU METOJIOM TaHJAEMHOMN Macc-CIIEKTPOMETPHUH) IIPU
YCTaHOBJIEHHM JUAarHo3a u janee He pexke 1 pas B rox

[IpoBeneH MOJIEKYISIPHO-TEHETUYECKHUI aHAIU3 IPU JA/HET
MMOCTaHOBKE JUarHo3a

[IpoBenena KOHCyIbTaLMS Bpaya- FEHETHUKA ITPU JA/HET
ITIOCTAaHOBKE MarHo3a

Hasznauena nuerorepanus 1npu yCTaHOBIEHHOM JA/HET
nuarHoze MMA, nanee koHTpouib He pexe 1 pas3a B rox

HaznaueHo neuenue #71€BOKapHUTUHOM NPU HATTMYUU JA/HET
MEIULUHCKUX MMOKa3aHUHA U OTCYTCTBUU

MPOTUBOIOKA3aHU I

BeInonmHeHBI MEPONIPUATHS IO KOPPEKIIUHA JUETOTEPAITUN JA/HET

Y IIPOBEICHUIO0 HUHTEHCUBHOM TEPAuu MpH
MeTa00JIMYEeCKOM KpH3e
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BymyeBa Tarbsina BaaaumupoBHa - a.M.H., OPI'AY «HanmoHanbHBIH MeAUITUTHCKHANA
UCCJIEIOBATENbCKUN LIEHTP 3A0pOBbA JAerei» MunzapaBa Poccum, uneH Accouunanuu

MCIUIMHCKHUX I'CHCTUKOB.
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Bamaxkmanze Hato J[ikxymGepoBHa - 1.M.H., pyKOBOIUTENIb OTHAENa Op(aHHBIX OoJe3Hel u
npo(UIaAKTUKNA HHBATMAN3UpYIoMX 3a0oneBanuiit HUW nenuatpun u oXpaHbl 3J0pPOBBS TS
LIKb PAH mpodeccop xadenpsl ¢(akyIbTeTCKONH NeIUAaTPUU IEIUATPUUECKOro (paxyiabTeTa
®OI'bOY BO «PHUMY um. H.M. ITuporosa» Munznpasa Poccuu.

BumnéBa Ejena AnekcaHapoBHa - J.M.H., 3aMecTuTeNb pykoBoautens HUU nemuatpum u
oxpansl 310poBbs aereil LIKb PAH MunobpHayku mo HayuHoil pabote, mpodeccop kadeaps
daxynbTeTcKol neauarpun neauarpudeckoro gaxkymnsrera ®I'6OY BO «PHUMY um. H.U.

ITuporosa» Munzapasa Poccun, uien Corosa neauarpos Poccuu
I'no6a Oxcana BanepbeBHa - K.M.H., Bpau-HeBposiior ®PI'AY " HannoHanbHbIH MEIULIMHCKUI

UCCJIEI0BATENbCKUN LIEHTp 310poBbs Jered" MunsgpaBa Poccun, unen Accouuanuu
MEJUIIMHCKUX T€HETHUKOB.

JerrsapeBa AnHa BiiagumupoBHa - 1.M.H., mpodeccop, Bpad BICIIECH KaTErOPUH, 3aBEAYIOIIAs
otaenom neauarpuu, PI'bY «HMMUL] akymepcTBa, TMHEKOJIOTUH U ITepuHaTonoruu um. Axk. B.1.
Kynakosa»

Kyprxosa Haranbs BsiueciapoBHa - K.M.H., Beqyliuid HayuHblii corpyaauk HUW nenuatpum u
oxpanbl 3a0poBbsi aerei LIKb PAH, unmen Coroza nemmatpoB Poccun, unen Accoumaruu
MEAMIMHCKUX TeHEeTUKOB (AMI)

3apyounna Bepa BuaaumMupoBHa — Bpau-T€HETHMK MEIMKO-T€HETUYECKOTO OT/AEIEHUS
Mopo3zosckoit JII'Kb J[3M

3axapoBa Exarepuna IOpbeBHa - 1.M.H., 3aBeytoias jadopaToprei HacaeACTBEHHBIX
6one3neit oomena ®I'bHY "Menanko-reHeTHuecKUii HayYHBIH LIEHTP WM. aKaJeMHKa
H.IT.boukoBa", unen Poccuiickoro o0miecTBa MEIUIIMHCKUX T€HETUKOB, YWIEH €BPOIMEHCKOTOo
oOIm1ecTBa 1Mo U3y4eHUIO HACIEICTBEHHBIX Oose3Hel oomena BemecTB (SSIEM).

Kperop Baagumup BaagmMupoBu4Y — Bpau-peaHMMATONIOr OTJEIEHUS pEaHUMAlUH WU
uHTeHcuBHOM Tepanmuun PI'AY "HanumoHanbHbI MEIUIMHCKUN HCCIIENOBATEIBCKUN IICHTP

LAl

310poBbs AeTel" Mun3zapasa Poccun.

Kysenkosa Jlrogmuia Muxailii0BHa - 1.M.H., HAUQJIbHUK LIEHTPA AETCKON IICUXOHEBPOJIOTHH,
3aBeylollasl OTAEICHHEM IICMXOHEBPOJOTMM U IICUXOocoMaTudeckod marosnorun OI'AY
"HanuoHanpHBIl MEIMLMHCKUNA MCCIEN0BAaTENbCKUI LEHTP 370poBbs AeTel" Munzapasa
Poccun, unen Acconuanuy MEIUIIMHCKUX T€HETUKOB.

Kyues Cepreit UBanoBu4 - ui.-xkopp. PAH, n.m.H., nupexrop ®I'bHY "Menukorenetnyeckuii
"

Hay4HbId LeHTp uM. akajgemuka H.IL.boukosa

reHetuxkoB (AMI).

, IlpesupeHt Acconuanuu MEAUIIMHCKUX
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JlaBpoBa Auna EBrenbeBHa - [.M.H., [JIaBHbIA HaydHbId COTPYAHHUK, Bpad BBICIIECH
KBAJTM(HUKAIMOHHON KaTteropuu 1o crneuuanbHoctd  “llemmatpus”, 3aBenyromas 2-M
neauatpuueckuM otaenenuem, ®I'bOY BO «lIpuBoimkckuil ncciaeaoBaTebCKuil METUIIUHCKUI
yHuBepcuteT» M3 PO

MaprueBa Tea BaamkoeBHa — K.M.H., JIaBHbIA cChenuaauctT MeTOIMYECKOro IeHTpa
akkpeautanmu crneunaniucroB PI'AOY BO «llepsbiit MIMVY um.M1.M.CeuenoBa» Munszapasa

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

MuxaiisioBa CBersiana BurajabeBHa - J1.M.H., 3aBenyromias otaeneHuem ®I'BY «Poccuiickas

Herckas Knmuandeckas boiasaunay M3 PO.

Ha3zapenko Jlionmuiaa IlaBiaoBHa - npodeccop, A.M.H., 3aMECTUTENb JUPEKTOpa M0 HAyYHOU U
nedeOHol paboTe, pyKOBOIUTEIb TabopaTopun HacieAcTBeHHOM matonorun HUW meaummaCcKoM

renetuku, Tomckoro HUMI] PAH, wien Acconanuu MEIUIIMHCKUX TeHETUKOB (AMI).

Hama3zoBa-bapanosa Jleiiiia CeiimypoBHa - akaa. PAH, npodeccop, n.Mm.H., npe3unent Coro3a
neauatpos Poccun; nact-npesunent EPA/UNEPSA; pykoBoautens HUW neauatpuu u oxpaHbl
3mopoBbst  gereii  LIKb PAH, 3aBemyromias kadenpoid  (akymbTeTCKOW  IMeAHATPUU
neauatpudeckoro gakynprera ®I'bOY BO «PHUMY um. H.U. ITuporosay Munznpasa Poccun,
TJIaBHBI BHEIITATHBIM JETCKUN CHEUATHCT M0 NpoduIakTHUYeCKoH MeaunuHe MuH3apaBa

Poccun

Huxonaesa ExarepmHa AJjekcaHapoBHAa — J.M.H., PYKOBOJIUTENIb OT/JENA KIMHUYECKOU
reHetukn OCII «HaydHo-uccnenoBaTenbCKuil KIMHUYECKUI HWHCTUTYT MEIUaTpUUd HMEHU
akanemuka [O.E.Benptumesa» ®I'AOY BO PHUMY umenu H.U.Iluporosa, unen

Poccuiickoro O6H.[CCTBa MCIUIMHCKHUX I'CHCTUKOB, YJICH ACCOL[I/IaI_II/II/I MCIUIIMHCKHUX T'CHCTUKOB

IHeyarnukoBa Haraabsa JleOHHIOBHA - Bpay-HEBPOJIOT, 3ABEAYIOIIMA  OTIEICHUEM,
Mopo3zosckas JI'Kb JI3M

IIymxkoB Asiekcanap AJiekceeBHY — K.M.H., BEAYIIHI Hay4YHbII COTPYAHUK J1abOpaTOPUHN
MOJIEKYJISIPHOM T€HETUKU U MeAUIMHCKON reHOMUuKkH OI'AY "HannoHanbHbI MEAUIUHCKUAN
MCCIIEIOBATENILCKHUM IIEHTP 310pOBbs feTeil”" Mun3apasa Poccun, uinen Acconuanuu
MEIUIIUHCKHUX T'€HETHUKOB.

Penuna Cperiiana AdanacbeBHa — K.M.H., Bpau-reHeTuk ®I'BHY "Menuko-renernueckuii

Hay4HbIH 1IeHTp uM. akanemuka H.I1.bouxoma ", wien Poccuiickoro oOmiecTBa MEIHITMHCKHX

T'CHCTUKOB, YJICH Accounam/m MCIUIMHCKHUX I'CHCTHUKOB.
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CaBoctbsinoB Kupuiut BukropoBu4 — 11.6.H., HauanbHUK LleHTpa ¢pyHaaMeHTaTbHBIX
ucciaenoBanuii B neauatpun OI'AY "HauronanbHbeiii MEAUIIMHCKUM HCCIEA0BATEILCKUN LIEHTP
310poBbs AeTeil" Munsapasa Poccun, uineHn Accolmalui MEAUIMHCKHUX T€HETUKOB.
Cesum3ssinoBa Jluiusi PoGepToBHa - K.M.H., BeAymnil HayuyHblii corpyaauk HUW neguatpuu u
oxpansbl 310poBbs aereit LIKb PAH MunuctepcTBa Hayku U Bbiciiero ooOpa3zoBanusi Poccuiickoi
Oeneparnyn, TONEHT Kadeapsl neauatpun u nerckoit peemaronorun ®TAOY «llepsoiit MITMY
uM. .M. CeuenoBa» MunsnpaBa Poccun (CeueHOBCKHMI YHUBEpPCUTET), JOLEHT Kadeapbl
(bakyapTeTCKOU NeauaTpuu neauarpudeckoro paxynsrera ®I'6OY BO

«PHUMY um. H.W. ITuporosa» Munzapasa Poccun, unen Coroza neguatpoB Poccun
CMmupnoBa OJibra SIkoBjieBHA — Bpau-reHETUK, CTAPIINKA HAYYHBIA COTPYAHUK OT/AEIIa
CTaHJapTU3aLUU U U3YYEHUs1 OCHOB Jl0Ka3aTenbHOoU Menuunasl HUM nenuatpuu u oxpaHsl
3nopoBbs Aereii LIKb PAH MunucrepctBa Hayku U BbIciIero oopasoBanus Poccuiickoii
®enepaunn, wieH Coro3a nenuarpoB Poccun, wieH Acconuanui MEIUIUHCKUX T€HETUKOB
CrpoxoBa Tarbsina BukTopoBHa - 1.M.H., ipodeccop PAH, 3aBenyromias otnenenuem
NEeUaTPUUECKOM racTpOdIHTEPOIIOruH, renatosnoru u nueronoruu Knuuuku G®I'BYH "OUL]
MUTAaHUS U OMOTEXHOJIOTUN"

CyxanoBa Hartessia BaxTanroBHa - PykoBoauTenb aHUpUIUUHOTO LIEHTPA, HAYYHBIH
corpyanuk HUU nenuarpun n oxpansl 310poBbs aereit LIKb PAH, Bpau o¢ransMmoror, wieH
accouuanuu aerckux odrampmonoroB Poccuiickoit @enepanuu, uieH Coro3a neanaTpos

Poccun

Tenaes Pycraom ®@apuaoBu4 — J1.M.H., 3aBEAYIOLIAN OTAEIEHUEM PEaHUMAalMd U UHTEHCUBHOMN
tepanuu GI'AY "HaunoHanbHbIA MEIWUMHCKUNA UCCIIENOBATEIbCKUNA LEHTP 3/10pOBbs AeTen”
Munsapasa Poccun, mpodeccop kadenpsl mneauatpuu U AeTckoil pesmatoiorun OIAOY

«Ilepriit MI'MY um. .M. CeuenoBa» Munsapasa Poccun (CedeHOBCKUN YHUBEPCUTET)

®ucenko Anapeii IlerpoBuu — a.Mm.H., mpodeccop, 3acimyxkeHHbId Bpau Poccuiickoit
®enepanun, aupektop DPI'AY "HamumoHanbHbIE MEIUIIMHCKUN HMCCIEAOBATEIBCKUN LEHTP

wall

310poBbs Aerer" Munsapasa Poccun

IIpeacraBuTesn 00111€CTBEHHBIX NALMEHTCKUX OPraHU3aLMii:
IHorocsn Hemnm CepreeBna — mnpezacraButels Bcepoccuiickoro oobmectBa opghaHHBIX

3a0osieBaHNil
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ABTOpBI TTOATBEPXKIAIOT OTCYTCTBHE (PMHAHCOBOH MMOMICPKKH/KOH(IMKTa HHTEPECOB, KOTOPBIH
HE0OX0AMMO 0OHAPOIOBATH.
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Ipunoxenne A2. MeronoJiorust pa3padoTki KJIMHUYECKHX PEeKOMEH AN K
Hacrtosmue  pekoMeHganmuu  mOpeqHa3HAUYE€Hbl AN NPUMEHEHUS  MEIUIIMHCKUMU
OpraHu3alMAMHE U YUYPSKICHUSIMU (eaepabHbIX, TEPPUTOPHATBHBIX U MYHHIIMIIATBHBIX OPraHOB
yIpaBJIEHUS 3APABOOXPAHEHUEM, CHCTEM OO0S3aTENIbHOTO W J0OPOBOJILHOTO MEAMIMHCKOTO
CTpaxoBaHMs, APYIUMH MEIUIUHCKUMH OPTaHU3ALUSMH Pa3IUYHBIX OPTaHU3AIMOHHO-IIPABOBBIX
dbopM AesITenbHOCTH, HAPaBJICHHON HA OKa3aHHE MEIUIIMHCKOM MOMOIIH.
Hacrosmue pexomMeHIaluMyM YyCTaHABIMBAIOT BUABI, O0BEM M HMHIUKATOPbl KayecTBa
MEIUIUHCKON TTOMOIIY MAIUeHTaM IPU METUJIMAJIOHOBOH allueMUH.
Kimandeckue pekoMeHaauu co3aanbl Ha OCHOBaHUU 0030pa ymrepatypbl 1990-2020 rr.
Medline (Pubmed version), Embase (Dialog version) u Cochrane Library databases, Orphanet u
OMIM, a Takxe MexXAyHapOJHBIX KIMHUYECKUX DPEKOMEHJAIMM 10 JAMAarHOCTUKE, JEUEHUIO0 U
BEJICHUIO OOJBHBIX C META0OIMUYECKUMHU OOJIE3HAMHU.
boumn  ucnonb30BaHBI WHTEPHET-JAaHHbIE, TMpeACTaBICHHbIC Ha
MEXTYHApOIHBIX Y HaIIMOHAJBHBIX caliTaX OOIIECTB peaKux Oosie3Hel U 00IIeCTBEHHBIX
opranusanuil. ['1yOnHa noucka cocrtasisiia 5 JerT.
OneHka ypoBHs yOeAMTETHbHOCTH PEKOMEHAAIMNA M YPOBHS JIOCTOBEPHOCTH JI0KA3aTEIbCTB
NPUMEHEHUS MEIUIMHCKUX TEXHOJOTMH MPOBOAMIACHE B COOTBETCTBUM C YHH(PHUIIMPOBAHHOU

HIKaJIOH, MpUBEAeHHON B Tabaumax 1-3.

IlesieBast ayANTOPHUS JAHHBIX KJIMHUYECKHX PEKOMEHIALHIi: ®
Bpauun-neauarper;
o BpauM oO1IeH MPaKTUKH (ceMelHbIe BpauH);
° BpauM-TEPAIICBTHI; ®  BPAYM-TCHETHKH;
° BpayM-IUETOJIOTH;
° BpauU-racTPOIHTEPOIIOTH;
) Bpayu-aJuIeprojJoru-uMMYHOJIOTH;
) BpayU-TPaBMATOJIOTH-OPTOTIE IbI;
° BPauYM-dHI0OKPHHOJIOTH/BPaul-I€TCKIE YHIOKPHHOJIOTH;

° Bpauu-HEBPOJIOTH;
BpayU-TICUXUATPHI,

[ ] BpaQI/I-Kap,Z[I/IOHOFI/I/I[eTCKI/IC KapauoJoru;
[ ] BpauYn-CTOMATOJIOI n/ Bpaun-ACTCKHUEC CTOMATOJIOTH,

[ ] BpauYn-aHCCTC3UOJIOTU-PCAHUMATOJIOTH
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° Bpaun-HEOHATOJIOTH;

o Bpauu-He(POJIOTH;

° Bpauu- ypoJIOTH/Bpaun-AeTCKUE YPOIOrH-aHIPOJIOTH;
° Bpauu J1a00paTOPHOIl TeHETHKH;

° MEIUIIMHCKUE TICUXOJIOTH;

° nedeKToNory;

° CTyJIeHThl MeauIuHcKkuX BY30B;

° oOyyaroiuecs B OpJAMHATYPE;

° oOyyaromuecs: B aClUupaHType.

Tabnuma 1.1llkana oueHku ypoBHEH aocToBepHOCTH AokazartenscTB (Y /) mis meTonos
JIMAarHOCTHKH (JIMarHOCTUYECKUX BMEIIATEIIHCTB)

YA PactmmdpoBka

1 Cucrematuueckre 0030pbl MCCIEAOBAHUNA C KOHTPOJEM pedepeHCHBIM METOJIOM HIIU
CUCTEeMAaTUYECKUH 0030p paHJAOMU3UPOBAHHBIX KIMHUYECKHUX HCCIECIOBAaHUA C
NPUMEHEHUEM MeTa-aHaan3a

2 OTtnenpHble HCCIEAOBAHUSA C KOHTPOJEM pPEPEPEHCHBIM METOJAOM MWIIM OTHAEIbHbIE
PaHIOMHM3HPOBAHHBIC KJIMHUYECKUE HWCCIEAOBAHUS W CHCTEMAaTHYeCKHe 0030pHI
UCCIJIEJOBaHUM JTH000r0 Au3aiiHa, 32 UCKIOYEHUEM PAHIOMHU3UPOBAHHBIX KIMHUYECKUX
UCCJIEIOBaHUM, C IPUMEHEHUEM METa-aHalIn3a

3 HccnenoBanus 0e3 MOCJICAOBATCIIBHOTO KOHTPOJIA pe(l)epeHCHBIM METOAOM HIIN
ucciacaoBaHusa C pe(I)epeHCHLIM METOAOM, HC MABIAIOIIUMCA HC3aBUCUMBIM OT
HCCICAYyEMOI'0 METOZAa WM HCPAHAOMHU3UPOBAHHBIC CPABHUTCIIBHBIC HCCICAOBAHUA, B
TOM YHUCJIC KOT'OPTHBIC UCCIICAOBAHUA

4 HCCpaBHI/ITeJ'II)HI)IG HCCICA0BaHMsA, OITMCAHNEC KIIMHUYCCKOTO CiIy4das

5 HNmeeTcs aumibs 000CHOBAaHHE MEXaHU3Ma JIENCTBUS 1M MHEHHE OKCIICPTOB

Tabmuma 2. llkana oneHkn ypoBHEH aocToBepHOCTH nokazatenbcTB (Y1) ans meromor
npoUIaKTUKY, JIEYEHUs] U peadunuranuu (MpopUiIaKTUYECKUX, JIEYEOHbIX, PeadMINTAlMOHHBIX

BMEIIIATENILCTB)

YA PacummdpoBka

1 Cuctemarnueckuit 0630p PKU ¢ npuMeHeHneM mMera-aHaan3a

2 Otnenpabie PKM m cuctematuyeckue 0030phI HCCIEIOBAHUN JIIOOOTO 1H3aiiHa, 3a
uckmouennem PKU, ¢ nmpumeneHnem MeTa-aHamu3a

3 HepaH)IOMI/I?,I/IpOBaHHBIe CPaBHUTCIILHBIC UCCIICA0OBAHMs, B T.4. KOTOPTHBIC UCCIICAOBAHUA

4 HeCpaBHI/ITCJ'ILHBIC HCCJIICAO0BAaHUs, OMMUCAHUC KIIMHUYCCKOTO CilIy4das WJIN CCpUH CIYy4acs,
HUCCICIOBaHUA ((CJ'Iy‘-IS.ﬁ-KOHTpOJIB»

5 Nwmeercss numb 00OCHOBaHHWE MeEXaHW3Ma JEHCTBUSI BMEIIATEIhCTBA (JIOKIMHHUYECKUE
WCCTIEIOBAHMS ) HJIM MHEHHE SKCIIEPTOB
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Tabnuma 3. Illkana oneHku ypoBHEH yoemuTenbHOCTH pexomeHmanuii(YYP) ans meronos
npOoOUIAKTUKH, TUATHOCTUKH, JICYCHUS U peadunmuraruu (MIpoPUIaKTHUECKUX, TUArHOCTHYECKUX,
Je4eOHBIX, peaOMITUTAIIMIOHHBIX BMEIIATEIIHCTR)

yvyp PacmmgpoBka

A CunbHass pekoMmeHIalMs (Bce paccMaTpuBaemble Kputepuu 3¢pdexTuBHOCTH
(ucxXompl) SBISIOTCS BaXXHBIMH, BCE HCCIEJOBAHUS HMMEIOT BBICOKOE HIIU
YIIOBJIETBOPUTEIHHOE METOI0JIOTHYECKOE KAaueCTBO, UX BBIBOJIBI 10
MHTEPECYIOIINM HCXO0/1aM SBIISFOTCS COTIIACOBAHHBIMHU)

B VYcnoBHas pekoMeHIanus (He BCe paccMarpuBaeMble KpuTepuu 3¢G(HEeKTUBHOCTH
(ucxonpl) SIBISIFOTCSL Ba)XXHBIMH, HE BCE MCCIEAOBAaHUS HMMEIOT BBICOKOE WIIH
YIIOBJIETBOPUTEILHOE METOAOJIOTMYEeCKOe KayecTBO W/WIM HMX BBIBOJBI IO
WHTEPECYIOIIUM UCXO0JIaM HE SBIISIOTCS COTJIACOBAHHBIMHU )

C Crnabast pekoMeHaanus (OTCYTCTBUE JOKA3aTEIIbCTB HAJUICKAIIETO KadecTBa (BCe
paccmarpuBaeMble KpUTEpUU IPPEKTUBHOCTH (MCXOJIbI) SIBIISIOTCS HEBAKHBIMH,
BCE MCCIICOBAHUS UMEIOT HU3KOE METOOJOTHIECKOE Ka4eCTBO U MX BBIBOJIBI IO
HHTCPCCYIOINM UCXO0AaM HE ABJIAIOTCA COFHaCOBaHHI)IMI/I)

[Topsnox 0OHOBIIEHUS KITMHUYECKUX PEKOMEHIAIIHHA.

Mexanu3sm  OOHOBJEHHMS ~ KIMHHYECKUX  PEKOMEHJAIUMN  MpelycMaTpuBaeT  UX
CHUCTEeMAaTUYECKYIO aKTyalIM3allMI0 — HE PEXe YeM OJMH pa3 B TPH TOfa, a TaKXkKe MpPU MOSBICHUU
HOBBIX JAHHBIX C MO3UIUHU JO0Ka3aTeNbHOM METUIIMHBI MO BOMPOCAM JTUATHOCTHKH, JICUCHHS,
NpOPUIAKTUKH W pEaOWUIUTAIlMM  KOHKPETHBIX  3a00JIeBaHUM, HAJIMUYUM  OOOCHOBAHHBIX

JIOTIOTHEHUI/3aMeuaHuil K panee yrBepk1€HHbIM KP, Ho He yaie 1 pa3a B 6 Mecs1eB.

Ipuioxkenue A3. CnipaBo4HbIe MATEPHAJIbI, BKIKOYAA COOTBETCTBHE NOKA3AHUM
K MNPHMEHEHMI0 W IMPOTHBOINOKA3AHMH, CHOCO0OB TNPUMEHEHHUS] M /03
JIEKAPCTBEHHBIX NPENnapaTroB, HHCTPYKUHUHU 1O NMPUMEHEHUIO JIEKAPCTBEHHOIO

npemnapara

1. Ilpukaz Munszapasconpassutus P® Ne 185 or 22.03.2006 roma «O wmaccoBom
o0cIieZIoBaHNM HOBOPOXK/ICHHBIX JIeTel Ha HAClleICTBEHHBIE 3a00JIeBaHU,

2. Tlpuka3z MuHucTepcTBa 3ApaBOOXPaHEHUS U COUATIBHOTO pa3Buths PO ot 16 anpensa 2012
r. N 3661 "O6 yrBepknenuu [lopsaka okazaHus neauaTpudecKon momMoru"

3. Ilpuka3 MunucrepctBa 3apaBooxpaHeHusi PO "OO6 yreepxkaenun Ilopsiaka oxazaHwst
MEAUIIMHCKOW TIOMOIIM OOJBHBIM C BPOXKIEHHBIMU U (WUJIM) HACJIEICTBEHHBIMU 3a00NIeBaHUSMU" OT

15 Hos16ps1 2012 1. N 917H
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4. Ilocranosnenue IlpaButensctBa Poccuiickoit @enepanuu ot 9 anpens 2015 roga Ne333
«O06 yrBepxaenuu IlpaBui hopMupoBaHHS MEPEUHS CHEIMATU3UPOBAHHBIX MPOIYKTOB JIEYEOHOTO
NUTAHUS 715 1eTeH-MHBAINI0BY

5. Ilpuka3z MunuctepcTBa 31paBooxpanenusi Poccuiickoit ®@enepaunu ot 14 ssuBaps 2019 .
N 4H «O0 yTBEep)KICHMM MOpPsIKAa Ha3HAYCHMsI JIEKAPCTBEHHBIX MpenaparoB, (GOpM pelenTypHbIX
OJIaHKOB Ha JICKApCTBEHHBIE MpENapaThl, MOpsaKa opOpMIICHHUS yKa3aHHBIX OJAHKOB, MX ydeTa U
XPaHEHU»

6. Pacniopspkenue [IpaButensctBa PO ot 31 nexadbpst 2018 r. Ne 3053-p «O6 yTBepx)acHUN
nepeyHedl MEAMLMHCKUX W3/€IMH, HMIUIAHTUPYEMBIX B OpraHu3M 4eJOBeKa IpH OKa3aHUU
MEIMIUHCKON TIOMOIIM B paMKax MPOrpaMMbl FOCYJapCTBEHHBIX I'apaHTUil OECIUIaTHOIO OKa3aHUs
rpaXkaaHaM MEJUIMHCKON MOMOIIM U OTIYCKAaeMBbIX 10 pelenTaM Ha MEJUIMHCKUE W3JEIus NpU
[IPEIOCTAaBIEHUU HA0Opa COLIMATIBHBIX YCIYT»

7. MexayHapoaHas Kinaccuukaiys 60jae3Hel, TpaBM U COCTOSHUM, BIAMSIOIUX Ha 3/I0pPOBbE
(MKB - 10);

8. Ilpukaz M3 P® or 20 nekabps 2012r. Ne 1183H «OO6 yTBep)kKI€HUUM HOMEHKJIATYpPbl
JOJDKHOCTEH METUIIMHCKUAX PaOOTHUKOB M (papManieBTHYECKUX paOOTHUKOBY.

9. Ilpukaz M3 P® ot 23 utons 2010 r. Ne 5411. Equnslii kBanuduKalnOHHBIN CIIPABOYHUK
JOJKHOCTEN PYKOBOJUTEINEH, CIIELIMAIIMCTOB U CIIYKAILUX, pasaei
KBanudukannoHHble XapaKTepUCTHKH JOJDKHOCTEH paOOTHUKOB B cepe 31paBoOXpaHEHUS.

10. ®enepanbhbiil 3akoH 0T 25.12.2018 No 489 489-03 «O BHeCEHMM M3MEHEHUU B
crateio 40 ®enepanpHoro 3akona "OO 00s13aTeTLHOM MEIMIIMHCKOM CTpaxoBaHWUU B Poccuiickoit
Oenepann" u denepanpHelii 3akoH "OO oCHOBaxX OXpaHbl 370pOBbSl IpaxaaH B Poccuiickoit
®enepanyn’ o BOnpocaM KIMHUYECKUX PEKOMEHIALNI.

11. [Tpuka3 Munzapasa Poccun Ne 1031 ot 28.02.2019 1. «O6 yTBepKIAeHUN MOpsaAKa
U CPOKOB Pa3pabOTKH KIMHUYECKUX PEKOMEHAALNN, UX IEPECMOTPa, TUIIOBOM ()OPMbI KIMHUYECKUX
pEKOMEeH Al U TpeOOBaHUM K X CTPYKTYpPE, COCTaBy M HAy4YHON 000CHOBAaHHOCTH, BKIIFOUAEMOH B
KIIMHUYECKHE PEKOMEHIallui HHPOPMAITUN.

12. [Tpuka3 MunzgpaBa Poccun ot 13.10.2017 N 804n "OO6 yTBepXkaeHUH
HOMEHKJIATypbl MEAULIMHCKUX YCIIyT".

13. IIpuka3z MunucrepcTBa Tpyaa u conuanbHoi 3amutel PO ot 27 aBrycra 2019 1. n
5851 "O knaccudukanusax U KpUTEPUsIX, UCIIOJIb3YEMBIX IIPU OCYILIECTBICHUH MEAUKO-COIIMAIbHOM
AKCIEPTU3bl TpaxkaaH ¢eaepalbHbIMU TOCYJAPCTBEHHBIMH YUPEXKICHUAMU MEAUKO-COLUAIbHON
DKCIEPTU3HI";
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14. IIpuka3z MuHHCTEpCTBA 30paBOOXPAHEHUS U COLMAIBHOIO pasBUTUA Poccuiickon
Oeneparn «O TOPSAKE TPUMEHEHHUS JIGKAPCTBEHHBIX CPEACTB y OONBHBIX IO JKU3HEHHBIM
nokazaHusiMm» ot 9 asrycra 2005 r. Ne 494

15. Nudopmanmonnoe mnmcbmMo Mun3apaBa Poccun 10 BO3MOXKHOCTH  3aKYNKH
JIEKapCTBEHHOI'0 IIperapara 1o TOproBoMy HauMEHOBAHHUIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-
pismopo-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu);

16. [lepeueHr  crnenMamIM3UPOBAHHBIX NPOAYKTOB  JIe4eOHOTO  MHUTAaHUSA  JAJIs
nereimaBainioB Ha 2020 rox, Pacnopsixenue IlpaButennctBa Poccuiickoit ®epeparuun ot 11

nexabpst 2019 romga Ne 2984-p

HNudopmanus o jJiekapcTBeHHBIX cpeacTBax: https://grls.rosminzdrav.ru/

OcHOBHbIE HOPMATHBHO-IIPABOBBIE AKThI, PeryJHpYIoIIHe OKa3aHue
NAJJIHATUBHOH MeINIUHCKON MOMOIIH

1. ®enepanbhblii 3aKoH "O BHeceHUU u3MeHeHul B @enepanbHblil 3ak0H "OO0 0CHOBAaX OXpaHbI
310poBbs TpaxkaaH B Poccuiickoit denepanuu" mo BompocaMm OKa3aHMs NaJUIMATUBHOMN
MeaunuHckod momomu" ot 06.03.2019 Ne 18-D3.

2. Tlpuxa3z MunsnpaBa Poccum Ne 345H, Muntpyna Poccum ot 31.05.2019 Ne 372 «O06
YTBEPKACHUH MOJIOKEHUS 00 OpraHU3allui OKa3aH!s NAJIMaTUBHON METUIIMHCKOM MOMOIIH,
BKJIIOYasi TOPSAA0K B3aUMOJICHCTBUS MEIULIMHCKUX OPTaHU3allui, OpPraHu3alui COIMaIbHOTO
o0CITy’)KMBaHUsI U OOIIECTBEHHBIX OOBEIMHEHMH, MHBIX HEKOMMEPYECKHX OpraHH3aluid,
OCYILECTBIISIOLINX CBOIO JESITEIBHOCTD B C(epe OXPaHbl 3J0POBbS».

3. Tlpuka3 Munsapasa Poccunm Ne 348u ot 31 mas 2019 roma «O0 yTBep:kIeHUU NEpEeUHS
MEAMIMHCKUX W31, TpeHa3HauE€HHBIX JJIs [TOIIEpKaHUsl OPTraHOB U CUCTEM OpraHu3Ma
YyeJioBeKa, Pe0CTaBISAEMBbIX I UCIOJIb30BAHUS HA IOMY».

4. TIlpuka3z Munzapasa Poccun Ne 5051 ot 10 urons 2019 roga «O06 yrBepxkaenuu Ilopsaka
nepefayd OT MEAWIMHCKOW OpraHM3alud NalueHTy (ero 3aKOHHOMY NpPEeICTaBUTEIO)
MEAMIMHCKUX U3JeNIHUH, TpeIHa3HaYeHHbIX ISl MOoAJIepKaHus (QYHKIUN OPraHOB M CHCTEM
OopraHM3Ma 4eJoBeKa, JUIsi MCIOJIb30BAaHUS HA JOMY IMpPH OKa3aHWU MaNIMaTUBHOU
MEIUITTHCKOH TTOMOIITHY.

5. TIpuxa3z M3 P® Ne 831 ot 3 okTs16ps 2019 roga «O0 yTBep>KA€HUU BEIOMCTBEHHOH 11eNIeBOM

mporpaMmaI «Pa3BUTHE CUCTEMBI OKa3aHUS NaNIMATUBHON MEAUIIMHCKON ITOMOIITHY.
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Ipunoxenne A3.1. Cxema  MeraldoIM4ecKMX  IPOLECCOB  NPH

METHIMAJIOHOBOM aluaAeMHuu

WMaoneiumH,

PaLWOH BOMBHOTO MeTHUOHMH,
TpeoHWH

KUPHbIE KMCNOThI ¢ HEYETHBIM YMCNOM C-aTOMOB

Madbitor MHK
1 2
MponmoHin-KoA —D—’ L-meTunmManoHun-KoA AD—P CykLMHMN-KOA

I N
i MponuoHun-KoA \ MeTunmanoHun-
! KapGoKcunala \\ KoA-MyTasa
! LY
1 A
1 \ WK
: BUOTUH AN ALEHOIMI- kl' efca
| ) koBanamuH p
i *
1 .
h 4 b

MponnoHoBas kicrnoTa MeTUnManoHoBas KUCroTa

L-KapHUTHH

MPONMOHUN-KapHUTHH

|

3KcKpeLma ¢ MoYOiA

Merabonuueckue OJOKM BbIAETIEHBI TroilyObIM 1BeToM (1l-mpommoHoBas, 2-MeTHIMalIOHOBAas

aluaeMus ), TaTOJIOTMUECKUE METAOOIUTHI BBIJICIICHBI JBOMHON paMKOM.

Ipunoxkenue A3.2. Hopmbl (uU3H0JI0THYECKOl NOTPEOHOCTH B OCHOBHBIX
NUIIEBBIX BellECTBAX U FHEPIrUM ISl 310POBBIX jeTeil

Tadanma 1 CpenHeCcyTOYHBIE HOPMBI TOTPEOHOCTEN B OCHOBHBIX MHUIIEBBIX BEIIECTBAX M SHEPTUH IS IETEH
MEPBOTO TO/IA KU3HU (HA KT MACCHI TEJIa)

Oueprust kkan/ | benok r/kr Kupst YrneBonsl
Bospact (mec.) r /K .
0-3 115 2,2 6,5 13
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4-6 115 2,6 6,0 13
7-12 110 2,9 5,5 13

Ta6auna 2 HopMbl GH3HOTOTHIESCKOM MOTPEOHOCTH B OCHOBHBIX MHUIIEBBIX BEIIECTBAX M DHEPTUH IS
37I0pOBBIX JIeTeH cTapie roga*

Bospact Oneprus kkan | benok, r/cytku | XKupsl, r/cyTku | YTII€BOABI, I/CYyTKH
ot 1 rona o 2 ner 1200 36 40 174
OT 2 JIET 10 3 neT 1400 42 47 203
ot 3 o 7 net 1800 54 60 261
ot 7 no 11 ;e 2100 63 70 305
ot 11 no 14 net ManpYuKu 2500 75 83 363
ot 11 no 14 net neBouku 2300 69 77 334
ot 14 g0 18 net roHOIIH 2900 87 97 421
ot 14 no 18 ner geBymku 2500 76 83 363

* - 05 Oemetll ¢ MEMUIAMATIOHOBOU ayuoypuel cmapuie 200a nompedieHue Oeika no CPaAsHEeHUI ¢
VKazanuviMu 6 mabauye ymenvuiaemcesi va 10-25% 6 zagucumocmu om @opmul 3a001e6aHUS, MANCECU

COCMOAHUA U HYyMPUMUEHOo20 cmamyca pe6eHKa.

Mpunoxenue A3.3. IlorpedOHOCTHL B METHOHUHE, TPEOHHHE, BAJIMHE, U30JIeHIIUHE

Y NalMUEeHTOB C METHIMAJIOHOBOM aum[eMneifI B 3aBUCHMOCTH OT BO3pacTa

Ta6auna 1 OpueHTupoBoyHasi MOTPEOHOCTh B METHOHMHE, TPEOHMHE, BAaJMHE, H30JIEHLUHE Y
0O0JIbHBIX METUIMAJIOHOBOM alluypHei B 3aBUCUMOCTH OT BO3pacTa

Bospact CytouHast noTpeOHOCTh B aMUHOKHUCIIOTaX
OOJIbHBIX —

N3onelinnn MetnonuH Tpeonnn Banun
JETH TPYIHOTO MI/KT Macchl Tea
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
JIETH CcTaplle MI/J1eHb
1 roga
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
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Tabéauna 2 Crenuanu3upoBaHHbIE TPOAYKTHl HA OCHOBE aMHUHOKHUCIIOT 0€3 METHOHWHA, TPEOHUHA,
BanuHa, uzoieiuna (B 100 r cyxoit cmecn)

HaunmenoBanue npoaykra benok Kup, r | Yruesonsi, DHepreTu- Bo3zpacr
(3kB.) T r yeckas MIPUMEHEHUS
LIEHHOCTh, KKaJ
XMTVI Anamix infant 13,1 23 49,8 469 0 no 1 roga
Cnenuanu3upoBaHHbIN

MPOAYKT JETCKOTO
JAETUYECKOr0 JIEYEOHOTO
OUATAHUS U1 €T
MEePBOTO ToJ1a )XU3HU OT 0
o 12 mecsies B
KayecTBE OCHOBHOI'O
MMUTAHHUS U B KQUECTBE
JIOMOJHUTEIBHOTO
OUATAHUS U AeTer 10 3
et "MMA/PA AHaMukc
WNugant'****

XMTVI Maxamaid 25 00,5 51 309 crapie 1 roga
Crnenuanu3upoBaHHbIN
MPOJYKT JETCKOTO
JAETUYECKOr0 JIEYEOHOTO
nuTaHus jgereii ¢ 1 roga

70 8 JIeT ¢ MPOMMOHOBOM
aruaeMuen 1M
METHIIMAJIOHOBOM
anmunemuei "XMTVI
Makcameiin" ("XMTVI
Maxamaid')****

XMTVI Maxamum 39 0o,5 34 297 crapme 1 roga
Cnenuanu3upoBaHHBIM
MPOAYKT JETCKOIO
IUETHYECKOrO JIEUEOHOTO
MMUTaHMS JJIs IeTeH
cTapiie 8 JIeT ¢ peaKoi
HaCJIeICTBEHHOMN
SH3UMOIIATHEM,
MIPOITMOHOBOW AlUAEMUEH
I METHJIMAJIOHOBOM
ammuaemueit, "XMTVI
Makcamym" ("XMTVI
Maxamum'")****
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«Hytpuren 14

-tre,- met, —val,- ile»
Criennanu3upoBaHHbIN
MIPOAYKT CyXOH IJIs
IUETUYECKOrO JIEYEOHOTO
MMUTAHUSA JIETEe NEPBOTO
roja >KM3HH, 00JIbHBIX
MPONMOHOBOM U
METHJIMAJIOHOBOM
aruaemuelt, "Hyrpuren
14 -ile, -met, -thr,
Val”****

14

23

50,5

471

ot 0 no 1 roma

«Hytpuren 20

-tre,- met, —val,- ile»
Crnenuanu3upoBaHHbIN
MIPOIYKT CYXOH JJIs
IIUETUYECKOrO JIEYEOHOr 0
MUTAHUA JIETEH cTapiie
OJHOI0 To/1a, OOJIBHEIX
MPONMOHOBOM 1
METHIMAIOHOBOM
anuaemueit, "Hyrpuren
20 -ile, -met, -thr,
Val”****

20

18

50,4

444

crapuie 1 roga

«Hytpuren 40 -tre,-
met, —val,- ile»

40

13

31,6

403

crapuie 1 roga

Criennanu3upoBaHHBIN
MPOAYKT CYXOM s
IUETUYECKOTO JIEUEOHOT O
MUTAHUA IETEN cTapiie
OJHOI0 T0/1a, OOJIBLHEIX
MPONMOHOBOM U
METHJIMAJIOHOBOM
aruaemueit, "Hytpuren
40 -ile, -met, -thr,
Val"****

53




«Hytpuren 70 -tre,-
met, —val,- ile»
Criennanu3upoBaHHBIN
MPOAYKT CYXOU s
IUETUYECKOrO JIEYEOHOT O
MUTAHUSA IETEH cTaplie
OJHOI0 To/1a, OOJIBHEIX
MPONIMOHOBOM U
METHJIMATOHOBOU
anunemuel, "Hyrpuren
70 -ile, -met, -thr,
Val”****

70

4,5

298

crapuie 1 roga

Milupa OU 2-prima
Criennanu3upoBaHHBIN
MPOAYKT TUETUUECKOTO
JIEYEOHOTO ATAHUS JUIS
neteit crapure 1 roaa,
CTpaIaroIINX
OpraHuYeCcKOu
aluuIeMUen -
IIPONIMOHOBOM WIIH
METUIIMAJIOHOBOM
armuaemueit, "Milupa OS
2 Prima"****

60

5,3

261

ot 1 no 8 et

Milupa OU 2-secunda
Criennanu3upoBaHHBIN
MPOAYKT TUETUUECKOTO
JIEYeOHOTO MUTAHUS IS
JeTel crapie 8 et u
MOAPOCTKOB,
CTpaaroOIINX
OpraHu4eCcKOn
aluIeMuen -
MIPONMOHOBOM WM
METUJIMAJIOHOBOM
annnemueit, "Milupa OS

70

1,6

286

ot 9 1o 14 ner

2 Secunda' ****
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Milupa OU 3-advanta 70 0 1,8 287 crapwe 15 net
Criennanu3upoBaHHBIN
MPOJIYKT TUETHYECKOTO
ne4eOHOro MUTAHUS IS
netelt crapuie 15 net u
B3pPOCIJIbIX, CTPAJAOIINX
OpraHn4eCcKon
anuaeMuen -
IIPONIMOHOBOM WIIH
METHJIMAJIOHOBOM
aruaemuei, "Milupa OS
3 Advanta'"****

Ipuiaoxkenue A3.4. [IpuMepsl pacyeroB NMUTAHUA AJIS NANUEHTOB NMPH MHULIHMALMH
AUETOTEPAINUH.

1) Ipumep pacueTa nutanus ans pedenka 1 mecana'.
Macca tena 4 kr. [Tonyyaer rpyaHoe MOJOKO (MM JETCKYH0 MOJIOUHYIO CMECh) + CMeCh aMHUHOKHUCIIOT 6€3
METHOHHHA, TPEOHUHA, BAJIMHA U U30JICHLIMHA.
1.  OO6mee KonuyecTBO Oelika B CyTKU — 2,5T/KT Macchl Tena, Bcero B cyTku 10 r Genka
2. JlomycTMMO€ MUHUMAJIbHOE KOJUYECTBO METUOHMHA -30 MI/KI Macchl Teja, BCEro
120 mr B cytku. [IpumepHOe KoauuecTBO METUOHUHA B 1 T Oelika rpyJHOr0 MOJIOKA OKOJIO
25-30 mr (6epem 30 MT), KOTHYECTBO OEJIKa 3a CUET IPYAHOTO MOJIOKA/MOJIOYHOH cMmecH - 4
I.

3. KonnuectBo rpyaHoro monoka/monouHoi cmecu (100 mi coxmepxkut 1.2 r Oenka)
npumepHo 330 M1 B CyTKH

4. benok crnennaan3upoBaHHON cMecH -6 T

5. KomuuectBo crenuanusupoBannoii cmecu Hytpuren 142 B 100 T cyxoit cmecu 14 1
0enKOBOTO PKBUBaJeHTA) — 42,91 (MOKHO OKPYTJIUTH 110 49 T)

6. KomuuectBo TrpyAHOro MoOJOKa/ MOJOYHOH CMECH W CYTOYHOE KOJIMYECTBO
CHeHaTM3UpPOBAaHHON CMECH JIeTUM Ha 7 mpuemoB (mpu HeobxoamocTtu Ha 8). Ilpu
7MU pa30BOM KOPMJIEHHU 32 OJJHO KOpMJIEHHE PeOEHOK JODKEH MOITyduTh 46 (MOXKHO
OKPYTTIUTH 710 50 MJT) IpyAHOrO MOJIOKA/MOJIOUHOM cMecH + 7 T celualn3upoBaHHON
Mecu + 50 mi Boabl (Ha 4,5 ciennanu3upoBaHHoO# cMecu — 30 MIT BOJIBI).

O6nem cyrounoro kopmiienust 700 mi (mo 100 M 7 pa3)

+ 'Pacuer siBisieTcs OPHEHTHPOBOYHBIM, NIOCIIE HA3HAYEHHUS JIe4eOHOro IIUTaHus TpebyeTcs
KoHTposib TMC, Ba)HO CJI€IUTh, 4YTOOBI COAepKaHHE MaTOreHEeTHYECKH 3HAUUMBIX
AMUHOKHCJIOT HaXOJIMJIOCh B pe(pepeHCHBIX Mpeenax.

2 ecmu ucnonbsyercsa cMech AHamuke MMA/TIA***%  yuurtpiath, uto 100 T cyXoii cMecu
cogepxut 13,1 r 6enKka, COOTBETCTBEHHO KOJIMYECTBO CMECH B CYTKH OYyZeT paBHATHCS
54,555 .

2) IIpumep pacuera nutanus peOeHKy 3-X JieT, Macca Tena 15 kr.

Pacuer npoBoauTCA B COOTBETCTBUU C ITPUBENECHHBIMU BBIIIE MPUHIUIIAMH, OJTHAKO, MO>KHO HCIIOJIb30BATh
6oJiee yIpoIIeHHbIH BapUaHT [l BEIYMCIIEHUS KoM4yecTBa od1ero oenka: He Mmeree 50%
CYTOYHOTO moTpelieHus: O6eiKa — 3a CYeT CHelUaTU3UpOBaHHON cMecH, ocTaibHble 50% - 3a cuer
HATYpaJIbHBIX U CHEIHaTbHBIX HU3KOOEIKOBBIX ITPOJYKTOB.
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Ipuaoxenue A3.S. [IpumepHbId CYyTOYHBII HA0OOP MPOAYKTOB, €0 XUMHUYECKHI

COCTAB M JHepreTHYeckasi MEHHOCTHb JJIsl JieTeH TO0IIKOJbHOr0 BO3pPacTra ¢

METHJIMAJIOHOBOM aluaeMuen

Kosnuectso, XYMHUYECKUM COCTaB, T DHepreTuueckas
ITpoayKThI r (M)
OCNKH | KUPBI | YTICBOJIBI IICHHOCTB, KKaJl
X11e6 HU3KOOEIKOBEIH 140 1,06 3,5 84,2 378
X11e600yII0UHbIC U3ACITUS 30 0,23 2,7 19,4 105
Cyxast cMech HU3KOOEIIKOBast 54 0,87 1,8 50 79,3
BepMuiens Hu3ko0emkoBas 13,7 0,12 0,08 11,2 479
Kpyna auzkobenkoBast 25 0,2 0,5 21,6 90
Cyxoii 6€30eTKOBBII HAITUTOK 24 5,0 17,2 114
Maciio cauBo4YHOE 20 0,1 16,5 0,16 149
Maciio TorieHoe 10 0,03 9.8 0,06 88,7
Macio pacTuTenbHOe 15 - 14,9 - 134,8
Caxap 30 - - 29.9 113,7
Bapenne 20 - - 14,0 56
Kaprodens 100/70 1,4 0,28 11,4 56
Kamycra cBexas 55/44 0,79 0,05 2,1 11,9
MopkoBb 95/76 0,98 0,07 4,8 25,8
Caexiia 60/48 0,72 0,05 4,32 20,2
KabGauku 25/19 0,12 0,06 1,0 4,75
Orypiibt 5/4 0,03 - 0,11 0,65
Canat 10/9 0,12 - 0,18 1,4
ITomumopsl 15/13 1,3 0,03 0,49 3,0
Tomar-nacta 8/7 0,35 - 1,33 7
Jlyk penuatslit 5/4 0,05 - 0,32 1,45
Kiroksa 10 0,05 - 0,38 2,6
Coxu 100 0,5 - 11,7 47
DpPyKTHI CBEXKHUE 200/170 0,9 0,5 16,6 78,17
®pyKTHI CyXHe 10 0,3 - 5,05 22,7
3a cyeT HaTypalbHBIX 9,5 70 258 1700
MIPOYKTOB
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Ipuiaoxenue A3.6. Meradom4ecKkuii KOHTPOJIb, MOHUTOPUHI JTHETHYECKOIO
JieYeHHsl, HyTPUTUBHOIO CTATYCa W BO3MOKHBIX OTHAJEHHBIX OCJI0KHEHUH

3a00/1eBaHuA"

HNaccnenoBanue Yacrora

UccnenoBanue ypoBHS aMMHaka, MOJOYHOU | B KaKablii BUUT
KHUCJIOTBI B KpOBH, HCCIIEA0BAHUE
KHCJIIOTHOOCHOBHOI'O COCTOSIHUS M Ta30B KPOBU

AMuHOKHUCHOTHI T1a3Mbl KpoBu (KommiekcHoe | 1 pa3 B 3-6 mec
OMpeCaACIICHUEC KOHLICHTPAIMU aMUHOKHCIIOTBI U
AUJIKApHUTUHBL B KpOBH, KomiuiekcHoe
OMpeCaACIICHUEC KOHLICHTPAIMU aMUHOKHCIIOTBI 1
AUJIKApHUTUHBI B KPOBU MCTOAOM TaHI[eMHOfI

Macc-CIEeKTPOMETPHH ) (mocne 3-4y
TOJIOTAHMS)
Opranuueckue KHUCJIOTBI B Moue| 1 pa3 B 3-6 mMec

(KomIiekcHOE — OmpeJieTiCHHE  COJCpIKaHHsI
OpTraHU4YC€CKUX KHCJIOT B MO‘-IC)

Uccnenosanue YPOBHS cBoOosHOTO| 1 pa3 B 6-12 mec
Lxapuutuna B kpou (TMC)

KoHTposb queTs! (MuieBoi JHEBHUK) B xaxnp1ii BU3UT
AHTpOnIOMETpHUS B ka1 BU3UT
Knuanyeckuit ocMoTp B xaxnp1ii BU3UT
HccnenoBanue ypoBHS anbOyMHHA B KPOBH, 1 pa3 B 6 MecsiieB

npeanbOyMuH kpoBu (OmnpeneneHue
COOTHOILIEHUS OEJNKOBBIX (PpaKkLUil METOJIOM
anekTpodopesa,

Ornpenenenue COOTHOIICHUS OEIIKOBBIX
(dpakuuii METOAOM BBICOKOYYBCTBUTEILHOTO
KaMmUIIPHOTO 3JIeKTpodopesa)

CocrtosHue KocTHOW TKaHU (ompexaeneHue | 1 pas B rof,

YPOBHSL OOIIEro KalubLMs, HOHM3UPOBAHHOTO | MpU HOPAKEHUH II0YEK YaIlle
KaJbIuUsl, HeopraHuueckoro gocdopa B KpoBH,
o0miero MarHusi B CBIBOPOTKE  KpOBH,
AKTUBHOCTH IIE€JI0YHOU (hocdaTassl,
Hccnenoanue yposHs 25-OH Burammua /I B
KpoBH, MccienoBanue ypoBHs
MapaTupeorTHOr0 FTOPMOHA B KPOBH

Omnpenenenne  ypoBHs  BuTammHa  Bl2 | 1 pa3 Broa
(mmaHokob6amaMuH) B KpoBH, MccrmemoBanue
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ypoBHs ¢oymeBoi KuciaotTel, MccnemnoBanue
ypoBHS (heppuUTHHA B KPOBU

OcMoOTp Bpaua-HEBpOJIOTa

Kaxxnplii BU3UT

Onpenenenue rIOMEPYISIPHOM U TYOyISpHOM
¢yHKIMM  1OYeK  (MCCIIeIOBAaHHE  YPOBHS
KpeaTHHUHAa B KpOBH, MccienoBaHue ypoBHS
MOYEBHHBI B KpoBH, lccnenoBanue ypoBHS
MOYEBOW KHCIOTHI B KpoBH, MccienoBaHue
ypoBas nucratuHa C B kpoBH, McciienoBanue
YpOBHsS Kaibliusg B Moue, MccienoBanue
ypoBHs pochopa B moue, OnpeneneHue OGenka
B Moue, Ompeznenenue aipOymMuHa B MOYe,
Omnpenenenue KoauvecTBa Oelka B CYTOYHOU
MOYE)

1 pa3 B 6-12 MecsueB, HaunHasi ¢ 6 JIeT, WU
paHbllle NPU HATMYUU NPU3HAKOB MOPAKECHUS
IOYCK

OnpeneneHne akTUBHOCTH MaHKPEATUYECKOU
aMuia3bl B KPOBHU, OIPENIEICHUE aKTUBHOCTH
JUNa3bl B CHIBOPOTKE KPOBU

1 pa3 B 6 mec

Kapaunonorunueckoe obcinenoBanme
(OKT', 3XO-KT')

B MOMEHT uarHoCTUKHY 3a00JIeBaHus,
nanee 1 pa3 B rog mocie 6 yer

Koruutusnsie pynkuuu (1Q)

I[J'ISI OIIpCACIICHHOI'O BO3pacTa

O(bTa.]'ILMOJ'IOI‘I/ILIeCKOG O6CJ'I€I[OB8.HI/IG

1 pa3 B roa nocie 6 aer

20T, MPT TOJIOBHOT'O
CYpIIOJIOTHYECKUE TECTHI

MO3ra,

I1o nmokazauusm

CroMaronorundeckas IIOMOIIb

He pexe 1 pa3a B rox

I aganTuposano u3 Matthias R Baumgartner et al. 2014.

Ipuioxkenue b. AjiropuTmsl AeHCTBUI Bpaya
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HaLII/IeHT C MMOJAO3PCHUECM Ha
METUWIMAJIOHOBYIO allUIEMHUIO

JIMarHOCTHKA P

Koncynbranus TpopuabHOTo
nermanncta. HET Hunarnos

_XHTB%)KHCH?
A

Tepanus B cranoHape

O

sy  /[vcnanceproe HaGso0/ICHUE U

| JICUCHHUC
E A Tepanus HET
a¢dhexTrBHA? —

Mpunoxenue B. Undopmauus 11 manueHra

Y10 Takoe METHIMAJIOHOBAsI auuaeMust/auuaypus?

MeTtnimManoHoBasi auuaypus (anuaeMusi) — TpyIia HAcJIeACTBEHHBIX HapylIeHHil oOMeHa
METHJIMAJIOHOBOM KUCJIOTHI WU KoOanamuHa (BuTamuHa B12). M3BectHo 7 popm MMA, Bce oHu
CBS3aHBl C HapyIIEHUSIMU paboThl (EepMEHTOB, KOTOpPbIE HEOOXOAWMBI [UIsl TMPABUIBHOTO
MeTabonu3Ma aMUHOKHUCIIOT: METHOHUHA, TPEOHNHA, BAJIMHA, U30JIEHIIHA.

Kak yacTo BcTpedaercsi METHJIMAJIOHOBAsI allUAeMuUsi?
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MMA — peakoe 3a0onBanue. Yactora panHei, Tsoxenoit popmsl MMA cocTaBisieT B CpeiHEM
1:50 000 >xMBBIX HOBOPOXKIEHHBIX.

Kaxk nposiBjsiercss METHJIMAJIOHOBAsI auuaypus?

MMA MoeT NposBIATHCS B pa3HOM BO3pacTe - OT MJilaJieHYecTBa 10 JeTckoro. Ilpu atom
3a00JIEBAaHNN HAKAILJIMBAIOTCS TOKCHUUYHBIE BELIECTBA, KOTOPHIE OKA3bIBAIOT BO3/IEHCTBHUE HA KIETKH
HEPBHOM CHUCTEMBI, MOKETYI0YHOM HKeJe3bl U CepAeUHON MBIIIIBL. Y peOeHKa MOKET HabI0aaThCs
CHUMIITOMBI , HAIOMUHAOIINE OTPaBJIeHNE (MHTOKCUKALMIO)- YACThIe CPbITMBAaHUs, PBOTA, OTKa3 OT
€/1bl, MbIIIeYHasi c1a00CTh, BSJIOCTh, CYIOpPOTH, MOBBIIICHHAS! COHIUBOCTb.

Haubonee omacHbIMU Uil KU3HU COCTOSIHUSIMH, BEAYIIMMH HpPU OTCYTCTBHUHU JICUEHUS, K
HEOOpaTUMBIM MOCJIEACTBUSAM BILIOTh 0 JIETAILHOTO UCXOA, SBISIOTCS «METa0OIMUECKUE KPU3BDY.
B 5Tn nepuoapl NOBBIIAETCS KOHLEHTPALNA OPraHUYECKUX KUCIIOT B KPOBU, AaMMOHHS, U3MEHSETCS
KHCJIOTHO-ILEJIOYHOE COCTOSIHUE KPOBH, HApYILAETCsl SHEPreTUYeCKUi OOMEH.

Kpuzel 0OBIYHO MPOBOIMPYIOTCS TaKUMHU (haKTOpaMmH, KaK BUPYCHbIE M OaKTepHaibHbIC
MH(pEKINH, CTPECCOBBIE CUTYAllUU, TPABMbI U, XUPYPrUue€CKHE BMEIIATENIbCTBA, IMOLMOHAIIbHBIE U
bu3nyeckre Harpys3Ku, NpUeM HEKOTOPBIX JIEKAPCTBEHHBIX MPENapaToB.

HeotnoxxHoe nedyeHne 04eHb BaKHO, TaK KaK CYIIECTBYET BBICOKMI PUCK HEBPOJIOIMYECKHUX
OCJIOKHEHUH.

Kak nacaenyercs MeTHJIMaJIOHOBasi auuaypusi?

Bce dopmer MMA HacnenyroTcs MO ayTOCOMHO-PEIIECCUMBHOMY THIY. DTO 3HAYUT, YTO
00J1€3Hb MPOSIBIIAETCS TOJILKO B TOM Clly4yae, €Clii 00a poAUTENS SBISAIOTCS HOCUTENIIMU OOJIE3HHU H,
XOTS CaMH OHU He 00JIEI0T, ITepelaloT peOeHKY /iBa MOPaXEHHbIX F'eHa. boJabIIMHCTBO ceMel, Tie ecTh
peGeHOK ¢ ATUM 3a00JIeBaHUEM, HE CTAJIKUBAIUCH paHbllle ¢ MOJ0OHOH pobaemMoit. Puck moBTopHoro
poxieHus1 OOJIBHOTO peOeHKa B CeMbe, I7Ie y’Ke €CTh OOJIbHBIE JETH, COCTaBIsAeT 25% Ha KakIyro
O6epeMeHHOCTh. MyTanuu B OJJHOM U3 7 pa3HbIX T€HOB MOTYT MPHUBOJIUTH K ATOMY 3a00JI€BaHMUIO.
KpaiiHe Ba)kHO yCTaHOBUTH T'€HETUYECKYIO (POpMY OOJI€3HU, TOCKOIBKY OT ATOr0 3aBUCUT U TaKTHKa
Tepanuu U IpOrHo3.

Bpatbs u cecTpbl 601bHOTO peOeHKa, MOTYT ObITh OOJBHBIMHM, J1aXKe €CIIM Y HUX Ha MOMEHT
JMarHOCTUKU YJIEHOB CEMbU HE OBUIO CHMITOMOB. B 1aHHOM ciydae HEOOXOOUMO IPOBECTH
JTUArHOCTHKY, YTOObI KaK MOKHO paHblI€ HayaTh TEpanuio U M30eKaTh OCIOKHEHUU. Takxke OHM
MOTYT OBITh HOCHUTENSIMH, KaK UX poauTenu. YTo KacaeTcsi Ipyrux 4jJ€HOB CEMbH, TO UM Ba)KHO
COOOILNTH, YTO OHU MOT'YT ObITh HOCUTEISIMHU. DTO 3HAYHUT, UTO U Y HUX €CTh PUCK POKJIEHUS peOeHKa

C JaHHBIM 3a00JIeBaHUEM.
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Bce cembu ¢ MMA no/mkHBI 003aT€IbHO POUTH MEMKO-T€HETHYECKOE KOHCYIbTHPOBAaHHUE
U TIOJIYYUTh TOJHYI0 MH(OPMAIMIO OT Bpada-reHETHKA O PHCKE MMOBTOPHOTO MPOSBICHUS JAaHHOTO
3a00eBaHusd B CeMbE, OOCYAUTH CO CIELUAINCTOM BCE BOIIPOCHI, CBA3aHHBIC C HACIIEJOBAHUEM
3aboseBanus. B Poccun Meauko-reHeTHueckue KOHCYIbTaluy paboTaloT B KaX/I0M PETHOHE.

C nenplo NpoBeAECHUs NMPEHATAIBHON M MPEUMILIAHTALMOHHOM JMAarHOCTUKH CYIPYKECKOU
nape npeABapUTeIbHO HEOOXOIMMO POUTH 00CIeI0BaHNE HAa HOCUTEIBCTBO MYTAaIlUil B TeHAX
MUT, MMAA, MAB, MCEE, CD320, LMBRD, MMADHC, MMACHC, o0paTHBIINCh B
CHEUATU3UPOBAHHBIC JUATHOCTHYECKUE JIAOOPATOPUU M METUIMHCKHE LEeHTphl. [IpenaTtanpHas
JUArHOCTHKA IPOBOJUTCS MOJIEKYJSIPHO-TEHETUYECKMMH MeToAamu, ImyreM uccienoBanus JIHK,
BbIJICJIEHHON U3 OMONTaTa BOPCUH XOPUOHA U/UJIH KIETOK aMHUOTHYECKOM JKUIKOCTH W/UIIN TIJI0JHON

KpPOBH.

Kak ycranaBiuBaeTcsi 1MarHo3 MeTWIMAJOHOBOW auuaypun?

Ha ocHOBaHMM KIIMHMYECKHX CHUMITOMOB Bpay MOET 3aIl0JIO3PUTh JIHArHO3 M OTIPABUTh
narueHTa Ha JraboparopHoe oOcienoBaHue. MeTo0M TaHAEMHOW MacC-CIIEKTPOMETPUH B KPOBH
ONPENENSAT YPOBEHb TAaKUX COCAVMHEHUM KAaK KAPHUTUH, AUMJIKAPHUTUHBI U aMUHOKHUCIOTHI, C
MOMOIIBIO METOA Fa30BOM XpoMaTorpauu Macc CIIeKTPOMETPUEH — YPOBEHb OPraHMUYECKUX KUCIOT
mouu. [Ilpu MMA nHabmronaeTcst moBblieHHe MponuoHuIkapHUuTHHA (C3), HHU3KOE CcoAepIKaHHe
cBoOoiHoro KapuutuHa (C0), mossimenue cootHomenust C3/C0 u C3/C2 B kpoBH, B MOU€ TTOBBIIIICHA
KOHIEHTpAlusi METUJIMAJIOHOBOM KHUCIOTHI, 3-TUAPOKCUIIPOIIMOHOBOM, METWUIMMOHHOHU. [lpm
HeKOTOphIX (popmax MMA Takke HaOMIOAAaeTCS TOBBIIICHHE YPOBHS TOMOIIMCTEHHAa B KPOBH.
[TarueHTaM ¢ BBISBIEHHBIMU OMOXMMHYECKHMMH HM3MEHEHHMSIMH, XapakTepHbiMU Tisi MMA, ans
MOATBEPKIACHHUS JUAarHo3a MPOBOAAT MOJIEKYJISPHO-TEHETUYECKOE MCCIEIOBAHUE C  LEIbIO
BBISIBJICHUS MYTallMii B TeHax, OTBETCTBEHHbIX 3a MMA. OOBIMHO [JIi 3TOTO NPUMEHSIOT
HCCIIEIOBAHUE C TOMOIIBIO TAPTE€THBIX TEHETUYECKUX MAHEIEH.

Kak sieyaT manueHTOB ¢ METHJIMAJIOHOBOM anuaypueii?

OcHoBHBIMU MeTO/IaMH JiedeHuss MMA sBIIsIeTCsl AMETOTEpanus U Ha3HAUYCHUE CIIeIIMATbHBIX
JICKapPCTBEHHBIX MPENapaToB, KOTOPhIE MO3BOJSIOT CHU3UTHh BIUSHUE TOKCHYHBIX META0OIUTOB Ha
OPraHu3M M NO3BOJISIFOT UM JIETUE BBIBOJAMTCS ¢ MOUYOM. JlueroTepanust 3aKi04aeTcsl B OrpaHUYEHUN
MOCTYIUJIeHUsT Oellka ¥ TeX AaMHUHOKHCIOT, MeTabonu3M KOTOpeix HapymieH. Co3aaHsl
CreNMaTu3UPOBaHHbIE JIEUeOHbBIE CMECH JIJISl TUTAHUSI ICTEH pa3HOTO Bo3pacTa. Bpau-reHeTuk u Bpay-

JUECTOJIOT IMOMOT'YT paCCUUTATh JUCTY, ITPABUJIbHO BBOAWTH IPUKOPM U HaAy4YaT OCHOBHBIM ITpaBUJIaM
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muetorepanuu. KpaiiHe BaXHO cOONIONaTh BCE pPEKOMEHIAMHM Bpaued, 4TOOBl MaKCHMAaIbHO
n30eKaTh pa3BUTHs METa0OINIECKUX KPU3O0B.

Kak jieyaT naumeHTOB B IEPHOJ MeTA00JIUYECKOr0 Kpu3za?

CrnemyeT BpeMEHHO MpeKpaTUTh noTpedieHue 6enka (Ha 24—48 gacon). [loTHOCTBI0O OTMEHUTH
0eJI0K HEBO3MOKHO, TaK KaK OPraHU3M HYX/IaeTCsl B IOCTYIUICHUHN OelKa 1 €CJIv ero OyAeT MoCcTynaTh
HEJO0CTAaTOYHO aKTUBHUPYIOTCS MPOIIecChl KaTabosn3ma.

JloMa mpu mepBbIX IpHU3HaKax 3abosieBaHMs, OCOOCHHO KOrjaa y peOeHKa CHUKEH ammeTuT
(Hampumep, TMPU MPOCTYyHE, TPHUIIONOJO0HBIX CHMIITOMAaX, BHPYCHBIX HMH(EKIUAK, JIFOOBIX
3a00JI€eBaHUAX, COIPSDKEHHBIX ¢ TemmepaTypoil >37 °C, TOH3WIUIUTE, FaCTPOIHTEPUTE) CIENYET
HAYaTh TEPANHUIO MO MPETOTBPALICHUIO pa3BUTH Kpu3a. Eciau poauTeny He yBEepeHbI B MOSABICHUU Y
pebeHKa TMepBBIX TMPU3HAKOB MpUOIMXKaromerocs 3a0oneBaHus (OJE€AHOCTh, COHJIMBOCTH,
pa3apaXUTENbHOCTD, IOTEPs AalNETUTA, JTUXOPaJIKa, TOJIOBHAs 00k, JIOMOTa U 0011ast 00JIb, Kallelb,
00Jb B ropse WiM yllax), TO B KaYECTBE MEPHI MIPEOCTOPOKHOCTU PeOEHKY CIeAYyeT aTh BBIIUTH
pactBop oauH pa3. CaMbIMU paHHHUMH MPU3HAKAMU OOBIYHO SBJISIFOTCSI HE3HAUYUTEIbHBIC U3MEHEHUS
B MMOBEJICHUH, KOTOPbIE OOBIUHO JIETKO 3aMeyaroT poautenu. Eciu pedbeHOK OTHOCUTENHHO 30POB U
y HEro HET PBOTHI, a TOJBKO cIabOCTh M HEOONbIIas COHIMBOCTH MOXKHO TOUTH €ro 4epes3 poT
pacTBOPOM TMOJIUMEpa TJIIOKO3bl YacThIMU ApoOHbIMH mopuusimMu  (Tabmuna 1),  Tounbrit
peuenT/KOHIEHTpaIsl NoJUMepa TIII0OKO3bl, PEKOMEHI0BaHHAs Ul KaXJI0ro pedeHKa OTIndaercs,
HY)KHO Y3HaTh y JI€Hallero Bpaya 4To MMEHHO MOJIXOJUT BameMy pebeHky. HekoTopsiM aeTsM He
HPAaBHUTCS BKYyC MOJIMMEpa TJIIOKO3bl, U OHMU MPEINOYUTAIOT HAMHUTKH, KOTOpPbIE MPOJAIOTCA B
cylepMapKeTax, HO KOHIICHTPAIIUHU YTITIEBOIOB B TAKUX HAMUTKAX HUXKE.

[ToxymaeMble HAMTUTKHA HYKHO TPUMEHSTH C OCTOPOKHOCTHIO. HU3KOKaNOpHiiHbIE HATUTKU, HAITUTKH
0e3 no0OaBieHMs caxapa coepkKaT OUYeHb Majo WJIM BOBCE HE COJIEPKaT YIJIEBOAOB, IOATOMY UX HE
CJIeIyeT UCIOJIb30BaTh.

C mosiBneHuEM MEepBBIX MPU3HAKOB META0OIUYECKOTO KpHU3a, He JI0KUIAsCh MPUXoJa Bpaua,

CIIeTyeT YBEIIUYUTH 103y MEPOPATBHOTO (depe3 poT) #neBokapHUTHHA 10 200 MI/KT/CyTKH.

Tabnuna 1. O0beM )XUIKOCTH NMPU Pa3BUTHH METAO0IMUCEKOTro Kpu3a

Bospacr (11er) O6beM KUAKOCTH (MJT) B IEHb Yepe3 PoT

0-1 Munumansrao 150 mu/kr

1-2 120 mu/kr

2-6 1200-1500 mu1 B cyTKHM

Crape 6 HNHTeHcuBHas Tepanus MpoJO0IKAETCS B TOM K€ 00beMe, YTO U B Bo3pacTe 2-6
JIeT, BO3MOKHA WHIUBUAyaIbHAS afanTaius o0beMa U 103bI1.
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3areM B TeueHHEe 1—2 4acoB HYKHO PETYJSPHO OLIEHUBATh KIIMHUYECKOE COCTOSTHUE pEeOCHKA.

Ecnu y pebeHka MOCTOSIHHasE pBOTa W €My HE CTAaHOBUTCS JIy4YIle, POJUTEISIM CIeIyeT
HEe3aMeUTUTEIbHO 00paTUTHCS B OOJIBHUILY ISl 00CTIeIOBaHNUS.

Bpauam ckopoil momomu HEoOXOIMMO IepeAaTb BBIIUCKY C 3aKIIOYEHHEM U
pPEKOMEHIallMsIMU Bpaya Mo Teparuu B EPHOJ METa00INYECKOro Kpu3a.

Poputensm HyxHO B3sTh ¢ c000if B OOJNBHUIY BCIO HH(pOpPMAIUIO 00 HCHOJIb30BAHHBIX

pacTBOpax M KCJIATCIbHO CaMH paCTBOPHLI.

Kakoif Hy?KHO IPOBOAUTH MOHUTOPHUHT IS NALMEHTOB?

Heo6xoauM MynbTUAMCHUIUIMHAPHBIA TOAXOM K HAONIOJCHHUIO W JICYCHUIO IAIUEHTOB C
MMAcnenuanuctaMyd  pasHbIX Opoduiael ¢ 1enpto 00ecredeHHs KOMILJIEKCHOM Tepanuu |
CBOEBPEMEHHOM €€ KoppeKuuu npu HeobxonumocTtH. [nga nanuentroB ¢ MMA HeoOX0auMBbI
peryisipHele oOciefoBaHus. B Tabmuue npuBeAeH NPUMEpPHBIM IepedyeHb M PeryspHOCTb
UCCJIEJOBaHUM, HO B KaX/JOM cCllydyae Bbl JOJDKHBI COIJIACOBBIBATH IUIAH OOCJEIOBAaHUS CO CBOUM

JICHaluM Bpa4doM.

Hccneoosanue Humepesan

Koppexyusa ouemomepanuu (npogoosam 1 p/mec na 1 200y acusnu, oanee 1 p/3

Mec u no noxkazanusam 0o 3 iem, 1 p 6 mec nocrne
8pauU-ceHemuKy Uil 8pa4u-ouemonozu,)

3 nem
yavmpaszeykogoe ucciedosanue (Y3HU) I pas 6 200
op2anoe bprowHoU nolocmu
npogeodenue d1eKkmposHyepanoepagduu 1 pa3z 6 200
(331)
nposedeHue OUOXUMUYECKO20 aHAU3A He pexxe | pasa B ron Ompedenenue
KpOo8uU 00ujemepanesmuiecko2o AKmMueHOCMU JIUNA3bl 8 CblGOPOMKE KpOSU,

Onpeoenenue akmusHOCmu NAHKPeamuyeckou
amunasel 8 Kposu — He pedce 1 pasza 6 6 mec

Obwutl (kiuHuYecKuil) anaiu3 Kposu He pedice 1 paza 6 200
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onpeodenenue YposHs Kaoicovle 3 - 6 mecayes 6 cmaduibHOM
C80000H020 KAPHUMUHA,
COCMOAHUU 8 NEPUOO UHPEKYUOHHBIX
AMUHOKUCTION, Op2aHUYECKUX
KUCTION MOYLL 3abo0nesanuUll,
Mmemabonuueckoeo kpusa ne pedice 1 paza 6 7-
10 oneut
Kapouonoeuueckoe obcneoosanue (KT, B momenm ouaenocmuku 3a6o0nesanus,
OXO-KT) oanee I paz 6 200

Kak naumenTsl mnoJsy4art jedenue B Poccuiickoit Penepannun?

MMA OTHOCHUTCA K YUCITy PEIKHX HACJIEICTBEHHBIX 00JIe3HEH OOMEHa BEIIECTB U BXOAUT B
nepeveHs penkux (ophaHHBIX) 3a00JEBaHMUMN, JEYCHHE KOTOPBIX IMPOBOJIUTCS 3a CYET CPE/ICTB
peruoHanbHOro Orwojpkera. Ilocie ycraHoBiieHMe IuarHo3a HEOOXOAMMO BKIJIIOUEHHE IMAllMEHTa B
PETHOHANBHBIM CerMEHT PerucTpa Mo >KU3HEYTpoXKaIIUM peaAKUM (opdaHHbIM) 3a00J€BaHUSAM, C
LEeNbI0  JalibHelero obecreyeHuss HeoOXOAMMBIM JIe4eOHbIM IMTaHUEM U JIEKAPCTBEHHBIMU
npenaparaMu. B pasHbIX pernoHax 3a BEIEHHE PEruCTpa OTBEYAIOT Pa3HbIC CIIELUAINCTHI, HO Yalle
BCETO 3TO BPaYN-TeHETUKH, TOITOMY I1OCJIE YCTAHOBIICHHS TMArHO3a 0053aTeIbHO HY)KHO OOpaTHTHCS
K PETHOHAJILHOMY Bpady T'€HETHUKY.

Kak MoryT nomorarb poaHsle u 0s1u3kue?

He 3a0bIBaiiTe — OT ceMbH TaKXke 3aBUCHUT ycrex JedeHus. HykHo co0monaTe peKoMeH1aluy,
HU TIPYU KAKUX YCIOBHUSX HE JOIYCKaThb «CPBIBOB» B JMETOTEPANUH, CIEAYET YIENATh BHHUMAaHHE
peadWInTallMd M IUIAHOBBIM O0cienoBaHMSM. Bce dieHbl ceMbU JOJKHBI 3HATh, 4YTO pPEOEHOK
HY)XJaeTcs B 0cCOOOM NMUTAaHUU U OJIM3KHUE POJCTBEHHUKH JOJKHBI OCBOMTH HAaBBIKU pacyeTa JTUETH.

Popurenu namuenta ¢ MMA, a B nanbHellleM M caM MalUEHT AOJKHBI ObITh OOYUYEHBI
IpaBUJIaM OPraHU3ALMHU Tepaniy B MEKIPUCTYIHBIA MEPUOJ U B NIEPUOJL YTPO3bl METAOOIMYECKOTO
KpH3a.

VY pebenka npu cebe Bcerda AOMKHA HAXOAWUTHCA MaMsITKa C YKa3aHMEM HEOTIOXKHBIX

MEPONPUITHI B IEPHO]] HAYMHAIOLIETOCsI METa0O0JINYECKOTO KpH3a.
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[Mpuaoxenue I'. llIkajabl OLleHKH, BONPOCHUKYU U IPYyrue OLEHOYHbIEe HHCTPYMEHThI

COCTOSAHHUA MANUECHTA, IPUBECJICHHDBIC B KIMHUICCKHUX PEKOMECHAAIUAX

He npumensaomces
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