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Cnmcok cokpameHui
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TepMuHbI U onpeaeIeHUs

I'eMmoauanu3 — MeTOH BHENMOYEYHOTO OYMILEHUS KPOBH, BO BPEMSI KOTOPOTO MPOUCXOAUT
ylajeHue U3 OpraHu3Ma TOKCHYECKHUX IMPOJAYKTOB OOMEHa BEIIeCTB, HOpMalIHU3alus
HAPYIICHUN BOAHOTO U 3JIEKTPOJIUTHOTO OAIAHCOB, MPU 3TOM OYHIIEHUE KPOBU OCYIIECTBISICTCS
Yyepe3 UCKYCCTBEHHYI0 MEMOpaHy ¢ MPUMEHEHHEM amnrapara «MCKyCCTBEHHAs TOUKay.

Mertaboanyeckuii  KpU3 —  KPUTHYECKOE,  YrpoKaroliee JKU3HU  COCTOSIHHUE,
CIPOBOIIMPOBAHHOE HEOIArONPUITHBIMU (PakTopamu, OOYCIIaBIUBAIOLUIMMHU YCHIIEHHE IMPOIIECCOB
KJIETOYHOTO0 KaTaOoiu3Ma C HAKOIJICHHEM TOKCUYHBIX METAa0OJMTOB M MPOSBISAIOLIEECS OCTPO
BO3HUKIIEH 3HIIe(anmomarueit, mpucTyrnaMu pBOTHI, CYIOPOTaMHU.

IlepuToHeaqbHBIH IMAJIN3 - METOJ BHEIOUYEYHOI'O OYMILEHUS KPOBH, BO BPEMsI KOTOPOTO
MPOUCXOIUT YAaJIEHUE U3 OpraHu3Ma TOKCHUYECKHUX MPOAYKTOB OOMEHa BEelIeCTB, HOpMalU3allus
HapyIIEHUH BOJHOTO U AJIEKTPOJIUTHOTO OAIAHCOB, MPU 3TOM OUHUIIEHHWE KPOBHU MPOU3BOJIUTCA 3a
CYET CMEHBI CIICIIUATBHBIX PACTBOPOB B OPIOIIHON IMOJIOCTH, @ B Ka4eCTBE MEMOpaHBI BBICTYIIACT

6pIOH_II/IHa mannueHTa.

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

3a00J1eBAHUIT UJIM COCTOSIHUIA)

1.1 Onpenesenue 3a00JeBAHUA UJIH COCTOAHNSA (FPYVIILI 3200JeBAHMIT UJIH COCTOSIHU)

MetmimanoHnoBass  anuaeMus  (auuaypus) — rpydna TeHEeTHMYECKM TeTepOreHHBIX
HACJIEICTBEHHBIX 3a00JIEBaHUN M3 TPYNIbl OPraHUYECKUX AalUAYypHUid, CBSI3aHHOE C HapyILIEHHEM
oOMEHa MEeTWIMAaJOHOBOM KHCIOThI M KoOamamuHa (BuUTamMuHa BI12), compoBoxaaromeecs
HapyleHHeM MeTa0osIM3Ma psijia aMUHOKHCIIOT (M30JIeMIIMH, BAJIMH, TPEOHUH, METHOHUH ), )KUPHBIX

KHCJIOT C HECYCTHBIM YHUCJIOM aTOMOB YIJICpOJa U XOJCCTCPUHA.

1.2 DTHOJOIHUS U IATOreHe3 3200J1eBAHNS WJIH COCTOAHUSA (Tpynnbl 3200J1eBAHUNI WU

COCTOSIHMIA)

Knaccuueckas gopma 3aboneBanust o0ycioBieHa AepuuuToM MeTUManoHWiI-KoA MyTassbl,

BciencTBue MyTtauuii B rene MUT. I'en kaptupoBaH Ha 6p2l. 3a0oneBaHue XapaKTepU3yeTcs
nosHeM (mut0) uauM yacTMYHBIM (mut-) OTCYTCTBHEM akKTUBHOCTH (epmeHTta. [lanHas dopma

ABJIIETCS PE3UCTEHTHOM K Tepanuu BUTaMMHOM B12.


https://ru.wikipedia.org/wiki/%D0%9A%D1%80%D0%BE%D0%B2%D1%8C
https://ru.wikipedia.org/wiki/%D0%92%D0%BE%D0%B4%D0%BD%D1%8B%D0%B9_%D0%B1%D0%B0%D0%BB%D0%B0%D0%BD%D1%81
https://ru.wikipedia.org/w/index.php?title=%D0%AD%D0%BB%D0%B5%D0%BA%D1%82%D1%80%D0%BE%D0%BB%D0%B8%D1%82%D0%BD%D1%8B%D0%B9_%D0%B1%D0%B0%D0%BB%D0%B0%D0%BD%D1%81&action=edit&redlink=1
https://ru.wikipedia.org/wiki/%D0%98%D1%81%D0%BA%D1%83%D1%81%D1%81%D1%82%D0%B2%D0%B5%D0%BD%D0%BD%D0%B0%D1%8F_%D0%BF%D0%BE%D1%87%D0%BA%D0%B0
https://ru.wikipedia.org/wiki/%D0%9A%D1%80%D0%BE%D0%B2%D1%8C
https://ru.wikipedia.org/wiki/%D0%92%D0%BE%D0%B4%D0%BD%D1%8B%D0%B9_%D0%B1%D0%B0%D0%BB%D0%B0%D0%BD%D1%81
https://ru.wikipedia.org/w/index.php?title=%D0%AD%D0%BB%D0%B5%D0%BA%D1%82%D1%80%D0%BE%D0%BB%D0%B8%D1%82%D0%BD%D1%8B%D0%B9_%D0%B1%D0%B0%D0%BB%D0%B0%D0%BD%D1%81&action=edit&redlink=1

Onwucanbl Tpu (OpMBI METWIMAIOHOBOH alUIypuH, COIPOBOKIAIONIIMECS HapylICHHEM
MeTaboan3Ma BUTaMuHa Bi2: MeTuiaManoHoOBas auuiemus, oOyCIOBJICHHAs HapylUIeHHEM OOMeHa
ajieHo3uHKOOanamMuHa cblA, Bciencrtsue myranmii B rene MMAA (4931.1-q31.2), meTunmanoHoBast
aruaeMusi, 00yCJIOBIICHHAsI HapyIIeHHeM 0OMeHa aneHo3uHKoOanamMuHa chlB, BCIeICTBUE MYyTAIIHA
B reHe MMAB (12q24), KOTOpbIC SIBISIOTCS YyBCTBUTEIBHBIMH K Tepanmuud BUTaMHHOM B12, u
METUIMAJIOHOBAsl aluJeMus, OOyCIOBICHHas JepUIMTOM MeTWIManoHWI-KoA snumepassl,
BeiencTeue Mmyrauuii B rene MCEE (2p13.3), npu koTopoii KoHLeHTpauus ButaMuHa B12 B miasme
HaXOAUTCS B Tpelenax HopMalbHBIX BennmuuH. KpaifHe peako BcTpewaercss  (opma
METUJIMAJIOHOBON aLWAypUH, CBA3aHHAs C HEJAOCTATOYHOCTBIO pelenTopa TpaHCKoOalaMuHa M
Mytanuei rena CD320, koTopblil kKapTupoBad Ha 19p13.2.

MeTuamManoHOBOW anuaypusi ¢ TOMOIMCTUHYpHEH. PaznuuaioT Tpu ¢Gopmbl 3a007IEBaHUS:
cblF, obycnosnennas myranusimu reHa LMBRD, dopma cblD — ren MMADHC, dopwma cblC — ren
MMACHC.

Tun HacnenoBaHUS METHJIMAJIOHOBOM alMIEMMM NPU BCEX TEHETHMYECKMX BapHaHTaX —
ayTOCOMHO-PELIECCUBHBIM.

[laTorene3 3a0osieBaHMs CBSI3aH C HAKOIUIEHWEM IIPOM3BOJHBIX METHJIMAJIOHOBOM U
IPOMMOHOBOIM KHUCIIOT BCIEICTBUE OJOKMpOBaHUS OOMEHAa Ha YypOBHE Iepexoj]ila METUIMAaJOHWII-
KoA B cykunnmin-KoA. [IpenmecTBeHHUKaMH ITPONMOHATOB B OPraHU3Me CIYyXaT aMUHOKHCIOTHI
W30JIEULIMH, BaJluH, TPEOHUH U MeTHOHHH (50% o0mero koinMyecTBa NPONUOHATOB), >KUPHBIE
KHUCJIOTBI C HEYETHBIM YHCJIOM aTOMOB Yyriepoia U xoijecTepuH (25%); ocranbHas dYacTb
IPOMHOHATOB 00pa3yercss B KHIICYHUKE B pe3yjibTaTe JeATEIbHOCTH SHAOTEHHON (IIOPHI.
Haxomnnenue opraHM4eckux KHUCJIOT (IIPONMOHOBOM, METHJIMAJIOHOBOHM, METHJIMMOHHOM M J1p.)
BEJET K TSDKEJIOMY  METa0OJIMYEeCKOMY  KETOalul03y, BTOPUYHOM TUIEPaMMOHHEMHH,
THIEPTINIUHEMHAH, THIOTIUKEeMUH. [lOBBIIIEHHBIH YpOBEHb B KPOBH M BBICOKAs ITOYCYHAS
OKCKpeLUsl TMPONUOHUIKAPHUTHHA OOYCIIOBJIMBAIOT MCTOIIEHHE 3allacOB KapHUTHHA M €ro
BTOpUUHBIA  Jepunmr. Cxema  MeTabONMYECKUX  HapylIeHWH, HaOJIIOAAoUMXCcs  MpH

METHJIMAJIOHOBOM alluJIEMUH, IPEICTaBICHA B MPHIIOKEHUH A 3.1



1.3 DnuaeMuoJorug 3a00JieBaHUA WJIH cOCTOAHUA (rpynnbl 3a00JeBaHUl WM

COCTOAHM I
3aboneBaHne BCTPEYAETCS B PA3IMUYHBIX MOMYIANUAX. YacToTa cpelu HOBOPOXKICHHBIX B
ctpadax Esponbl 1:48 000 - 1:61 000; monoBuHa ciay4aeB NpeACTaBiieHa Bi2-pe3MCTEHTHBIMU

dbopmamu. B Poccuiickoit @eaepanuu TouHas 4acToTa 3a00I€BaHUsI TOYHO HE N3BECTHA.

1.4 Oco0eHHOCTH KOIHPOBAHMS 3200J1€BAHUS WJIHM_COCTOSIHMSI (Ipynnbl_3a00J1€BAHMI _WJIN

cOCTOAHUI) Mo MeXIVHAPOIHONH CTATHUCTHYECKOW KJaccubukanuu 00Jie3Heill U npodJeM,

CBA3AaHHBIX CO 310POBbLEM

(MKB-10)

E71.1 - Ipyrue Buzabl HapyleHus: oOMeHa aMMHOKHCIIOT € Pa3BETBICHHOM LIETIBIO.

1.5 Kanaccudukanus 3a60/1eBaHUS WM COCTOSTHUS (TPYNIbI 3200/1eBAHNIA MJIH COCTOSTHMIA)

Boigensitor  Bio-pesuctentHyro  (okonmo Y2 cimywaeB) W Bir-3aBucumyro  GhopMbl
MeTHIManoHoBoi amuaypun (MMA). Bio-pesuctentHas gopma xapakrepusyercs Oojiee paHHEH
MaHudecTaned W TSDKEJNBIM BOJHOOOPAa3HBIM M KpPU30BBIM TEUYEHHEM OCOOCHHO BOBpEMS
MHTPEKYPPETHBIX UHPEKIUN U CTPECCOBBIX COCTOSHUU.

Ilo cpokam nosgnenus nepevix nNpu3HaKos OOJE3HU Pa3IUYalOT HEOHATAIBHYIO,
MJIaJICHYECKYIO U MTO3HIOI0 (DOPMBI.

1.6 Knnunueckas KapTHHA 3200J1€BaHHs MJIH COCTOSIHHS (rpynnbl 3200J1€BAHNI WJIH

COCTOSIHM )

Knunnueckune cumntoMel MMA He crieninduyHbl, 3a001eBaHne MOXKET MaHU(eCTHPOBATh B
m000M BO3pacTe, KaKk C OCTPO BO3HHKINEH CHUMITOMATHKH, TaK U HUCHOJBOJIbL MPOTEKAIOIIETO

xpoHuueckoro 3aboneBanus (Taoum. 1)

Tabmuia 1
Ocmpuiii 0ebrom 3a60.1€6aHUS. Xponuueckas manughecmayus 3a601e8anus
Heonamanvhoiii cencuc, Hapywenue | Henocmosinnocms  XxapakmepHulx KIUHUYECKUX

MepMOopezyIAYUSL,PECRUPAMOPHBILL  OUCIPECC | CUMNIMOMOG CM. HUdHiCe.

CuH()pOM, cunepeeHmujiAyus

HQPGHG}Z cucmema




Onunenmuueckue  npucmynvl  (Ha  ¢poHe

npoepeccupyiouje2o yeHemeHus. CO3HAHUL)
Hncynomonooobuwie 3nu300vl

IIpoepeccupyrowee yeHemeHust CO3HAHUSL OM
NOBLILUEHHOU 00

COHIueOCmMu KOMbl,

npomexaioujee NOO0 MACKOU OSHYye@aiuma umu

Mbiweynas cunomonus

3a0epiHcKa UHMENNIEeKMYaibHO020 Pa36Umus
IKCMPANUPAMUOHBIE HAPYULEHUS/OUCTNIOHUS
Onunenmuueckue npucmynol

Ampogus 3pumenvrvix Hepsos

Tcuxuampuueckue napywenus (2armoyuHayuu,

JIeKapCmME8eHHOU UHMOKCUKAYUU nCcuxo3wl)
KT napywenus
Peoma, napywenue sckapmnueanus Iloemopnas ~ psoma,  conposodcoarowasics
Kemoayuoo3om

Hapywenue nuwesozo nosedenus (anopexcus)
3adepoicka usuueckoco pazeumus
Xponuueckue 3anopul

Ilanxkpeamum

T'emamonocuueckue HApyweHus

HezimponeHuﬂ, NAHYUMoneHus

HeﬁmponeHuﬂ, naHyumoneHus

Bmopuuneiii  cemoghacoyumapneiii - cunopom

(PAP peoxo)

Cepoeuno —cocyoucmas cucmema

Ocmpas cepOeunas HeOOCmamoyHOCb
(npeumywecmeernHo Ha (hoHe KapoOUOMuonamuu)

Apummuu

Kapouomuonamus

Yonunenue unmepsana QT na OKIT.

Tlouxu

XpOHUIlQCKa}Z noyYeuHast HeOOCMamoyHOCb

Lpyaue cumnmomul




Jlepmamum

Cruoicenue cryxa

Ilo cpokam MoOsiBJI€HHUS MEPBBIX MPU3HAKOB KJIMHUYECKMX CUMIITOMOB OOJIE3HU PA3JIMYAIOT
HEOHATAJIbHYIO, MJIA/IEHYECKYIO U MTO3AHIO0 (POPMBI.

Kaaccuueckass HeonaTanbHasi ¢popma MMA O0OBIYHO HAYMHACTCSI HA BTOpPBHIE CYTKU
KU3HU C BO3HHUKHOBEHHUS OCTPOH METa0ONMYECKOW JEKOMIICHCAIMd B BHJE MOSBICHHS
HEYKPOTUMOH PBOTHI, 00€3BO’KMBAHUS, OTPULIATEILHON BECOBOM KpUBOIi, KoieOaHUi TeMIepaTypsl,
HEBPOJIOTHYECKUX HApyLIEHUWH B BHMJE MBIIIEYHOW THIOTOHUU/TUIIEPTOHUM, ITOBBIIICHHOM
BO30Y/IMMOCTH, SMHJIENTUYECKUX IMPHUCTYIIOB, MPOTPECCUPYIOIIEH COHJIMBOCTH BIUIOTH JO0 KOMBI.
WMHorna B HEOHATAIBHOM NEPUOJE y MAMEHTOB C MapuuaibHbIM jaedunutom cblA, mimm cblB
KJIMHUYECKHE CUMIITOMbI MaHU(ECTUPYIOT N30JIMPOBAHHBIM ITOUYEYHO-TYOYJISAPHBIM allUJ030M HIIH
pa3BUTHEM XPOHHYECKOHN MOYSYHON HEA0CTATOYHOCTHIO [6 , 9].

[Ipu 1mabopaToOpHOM HCCIEIOBAHUN BBISBISICTCS BBIPAKEHHBIH METaOOIMYECKUN anuos,
TUIIEPKETOHEMUS,  TUIEPAMMOHUEMHS,  MHOTAA  TPAH3UTOPHbIE  HapylIeHUss B  BUJE
TPOMOOIIMTONIEHNH, HEUTPOTIEHUH, AaHEMUH.

Hecmotrps Ha panHioro auarHoctTuky MMA  u CBOEBpPEMEHHOE  Ha3HAYEHHUE
IIATOT€HETUYECKOTO0 JIEYEHUsI COXPAHSETCS BBICOKMH PHUCK JIETAIBHOIO HCXOAAa BO BpeMs
MeTabOoJIMYECKOro Kpr3a B HeoHaTaIbHOM Bo3pacte (okoio 40%) [1, 10].

IIpn  maagenHuyeckoii  (uHaHTHABHOWH)  ¢opme  3a0oneBaHME  MPOSIBISAETCS
METa0O0IMUECKUMH KPU3aMH, KOTOPBIE MPOBOLUPYIOTCS MPUEMOM OOJIBIIOTO KOJUYECTBA OEITKOBON
numy, OPBU, kumeynbiMu MHQEKIUSAMU U IpyTMMH (DaKTOpamH, aKTHUBHUPYIOIIMMH IPOLIECCHI
karabonusMa. PaHHUMU npu3HAaKaMu MeTabOIMUYECKOTO Kpu3a SIBISIOTCS BSUIOCTh, COHIIMBOCTh WM
pa3IpaXkUTEIbHOCTh, OTKa3 OT eIpl, pBOTAa. HeBposiormuyeckue paccTpoicTBa MPOrPECCUPYIOT
BIUIOTH JIO COMNOpa WJIM KOMBI, KOTOPbIE MOTYT IPHUBECTH K JIETAJIBHOMY HCXoAay. TsoKecTb
COCTOSIHUS, TJIaBHBIM OOpPa30M, OIpPENeNseTCs] BBIPAKEHHBIM METa0OIMYECKUM KETOAlU030M,
TUIepaMMOHHEMHEN, B psijie ciiydyaeB — runoriaukemueil. [lo qanHbIM auTepaTypsl, y OOJBLUIMHCTBA
nanueHToB ¢ MMA BbIsiBiIsIeTcs 3aiepKa (QU3NYECKOro pa3BUTHUS U IICHXOMOTOPHOTO Pa3BUTHS,
qacTeIMM TposiBIeHUSAMU MMA sBIsIOTCA 3KCTpanupaMMHas CHMIITOMAaTHKa (Xopes, Tpemop,
TUKW, OauIM3M M JIp.), HHCYJIBTONOAOOHBIE SMU30/bl. VHTENIeKTyallbHble HapyIIEHUs, B
OOJBIIMHCTBE CllydaeB, HaOMIOJA0OTCS MpHU TsoKeIbIX popmax MMA. PeTpocnekTHBHO MOKa3aHo,
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yto y mnanueHToB ¢ mut O B 50% ciiydaeB BBIABIISIOTCS BBIPAKEHHBIE HEBPOJIOTHYECKUE
paccrpoiictBa u cHmwkenue 1Q Hmxke 80, B 25 % - mpu Henocratounoctu cblA/cblB [1]. ¥V 50%
JeTel  pa3BUBACTCS OANHICNTUYECKHHA CHHAPOM: TOHUKO-KIOHMYECKHE CYIOpOTH, aOCaHCHI,
muokinonuu. Y 20—30% manueHToB HAOMIOMAeTCsl AUIATAlMOHHAS WM TUIEPTPOQUIecKas
KapAMOMHUOMNATHS, HAPYLICHUS PUTMa cepAla — yunHeHHbI uaTepsan QT. Taxke onucan ocTphlii
MaHKPEaTUT, aTpoQusi 3pUTEILHBIX HEPBOB, SPUTEMATO3HbBIN nepMaTuT. Jletn yacto 6oneror OPBU,
KUIICYHBIMU HHpeEKImsIMu [1].

IHogpocTrkoBas u B3pociaas ¢popma

VY manueHToB CTapllero BO3pacTa pa3BHUBAeTCs MHKpouedasus, YMCTBEHHAs OTCTalIOCTh,
CUMITOMATHUYECKasi SMWICTICUS, PE3UCTEHTHAs K MPOBOJUMON (PapMaKOTepanuu, CIACTUUYECKHA
TeTpanape3, JKCTpalupaMHIHble  HapylmieHus. Bo03MOXHO  pa3BUTHE  BHYTPUUEPEIHBIX
KpoBoU3JIMAHUN [1]. ¥V HEKOTOPHIX MAIMEHTOB HEBPOJIOTMYECKUE HAPYUIEHHS] IPOrPECCUPYIOT C
Bo3pactoM [7]. B swmTepaType HMEIOTCA ONKMCaHHs TMaldeHToB ¢ MMA, y KOTOpBIX
HEBPOJIOTUYECKHE HAPYIIEHUS BO3HUKAIU B MOJIPOCTKOBOM BO3pacTe B BHJIE MPOrPECCUPYIOLINX
TUIEPKUHE30B B HIWKHUX KOHEYHOCTAX M MMOKJIOHMM JIMIEBOM MYCKYJIaTypbl, INpU 3TOM
KOIHUTHBHbBIE HApyIICHHUsS HE HAOMIOAANUCh. Y psijia MalUEHTOB OTMEYAETCSl IPOrpeccCHpyoliee
CHW)KEHHE 3PEHHsSI BJIOThH JI0 CJIEMOThL. Y HEKOTOPHIX MAIMEHTOB OTMEYAETCs TelaTOMEraius Mpu
HOPMaJIbHOM YpPOBHE IMEYEHOYHBIX (EPMEHTOB, BO3MOXKHO Pa3BUTHS OCTPOTO TeMOPPArHYEKOro
NaHKpeaTuTa y B3pOCHbIX, 0coO0eHHO mnpu Bl2-pesucrtentroil ¢opme. Mmerorcs cooOuieHUs o
HapylIeHUH (QYHKIHUN nouek y marueHtoB ¢ MMA mo Tumy mo4yedyHOro TyOYJISIpHOTO anujao3a ¢
MOBBIICHUEM YPOBHS MOYEBOM KHCIOTBI, YTO HEPEAKO NPHUBOJUT K Pa3BUTHIO YpPaTHOU
nucMerabonnyeckoil HedpormaTHM M MOYEUHOW HEIOCTaTOYHOCTH. TyOyJOMHTepCTHIIMATbHBIN
He(pUT ObUT TaKXKe ONKCAH y MalMEHTOB C JIaHHBIM 3aboseBaHueM. [ puOKOBOE MOpakeHHE KOXKH
ABIIIETCS MapKepoM MeTa0OJIMYEeCKOW JEKOMIIEHCAllMM, CYHMTAIOT, YTO BBICOKMH YPOBEHb
METUIMAJIOHATOB U JIPYTMX TPOMEXKYTOUYHBIX METa0OJIMTOB BO3JEHCTBYeT Ha CO3pEBaHUA
reMaToNo3TUYECKUX KJIETOK, B TOM WYHCIE CHIDKaeTcss oOpa3oBaHue T-kietok. OcTeonopos
BCTpPEUYaeTcsi y MHOTMX MAIMEHTOB, HEPEeNKO IMPHUBOJUT K IeperoMaM TOJIOBKM Oeapa
00JTbIIe0ePIIOBON KOCTEH.

Ecte onmcanus poKAeHMsI 370pOBBIX JA€TEH OT MalMEeHTOK, cTpajaroumx MMA, 4gro
JIOKa3bIBAET OTCYTCTBUE TEPATOT€HHOI0 AP PeKTa METHIMAIIOHOBOW KUCIOTHI.

Metaboanyecknii Kpus:



Cepbe3HbIM OCIIOKHEHHEM JaHHOTO 3a00JIeBaHUS SBISIETCS METa0OINYECKUI KpU3, KOTOPBII
HamOoJee YacToO pPAa3BUBACTCS BO BpPEMs OCTPBIX HWHTEPKYPPEHTHBIX WHGMeknwid. PanHmMH
KIIMHUYECKUMH CUMIITTOMAaMH METa00IMIeCKOTr0 Kpr3a SBIISIOTCS

- B 90% ciyuyaeB MOBTOpHAs PBOTA;

- OTKa3 OT €JIbl;

- YTHETEHUS1 CO3HAHUSI OT COHJIMBOCTH 10 KOMBI.

TspkecTh COCTOSIHUS, TJIABHBIM 00pa3oM, OIpPEAeNseTcs] BBIPAKEHHBIM METa0O0IMYEeCKUM
KETOalK1030M, TUIIEPAMMOHUEMHUEH, B PsAJIC CITy4aeB — TUIOTIMKEMUEH.

OcoXXHEHHsI, aCCOLMMPOBAHHbBIC ¢ METa0OIMYeCKUM Kpu3om [14]:

-OCTPBIN MAHKPEATHT: HEOOXOJUMO MPOBEPATH YPOBHU aMMIIA3bl U JIMMAa3bl B CHIBOPOTKE
KpPOBH, €CJIM €CTh KaKue-J11M00 CUMIITOMBI, YKa3bIBAIOIIME Ha BO3MOKHOCTh OCTPOro mankpearuta. K
HUM OTHOCSITCSI PBOTa, OOJIM B )KUBOTE U OTKA3 OT €JIbI.

-UHCYNbT (0COOGHHO C BOBJEYEHHEM Oa3albHBIX TaHTIKEB): JIO00E YyXYIICHHE
HEBPOJIOTUYECKOI0 COCTOSIHUS y manueHta ¢ MMA B MeTa0OIM4ecKOM KPH3UCE JOJKHO OBITh
HEMEJICHHO YCTPAHEHO, MOCKOJbKY PUCK MHCYJIbTA BBIIIE B JAHHOW momyisuuu nauueHToB. KT
uin MPT rosoBHOro Mo3ra BBIMOJHSAETCS MPU HAIMYUMU JHOOBIX HEBPOJIOTMYECKUX IPU3HAKOB,
YKa3bIBAIOIIUX HAa BO3MOXHOCTh HWHCYJbTa. V3MeHeHHS B 0a3albHBIX TaHTIHUSAX, OCOOEHHO B
OJeAHOM IIape, XapaKTepU3YIOT «MeTaboIn4ecKkuii uHCYIbT» MMA.

-IToyeynass HemOCTATOYHOCTH: y TmanKeHToB ¢ MMA: BO3MOXHO BO3HUKHOBEHHE
MPOrPECCUPYIOLIEH MOYEYHOW HEAOCTATOYHOCTH M3-3a TYOYJIOMHTEPCTULIMAIbHOW HEPpONaTHH.

Crnenyer KOHTPOIMPOBATH (PYHKIIMIO MOYEK Y Jitoboro nanurenta ¢ MMA B MeTaboIn4ecKoM KpHu3e.

2. /ImarHoctuka 3a00J1eBaHUSI WJIN COCTOSIHMA (Tpynnbl 3a00J1eBaHUIl WM
COCTOSIHUII), MeIUIIUHCKUE TMOKA3aHWSl M NMPOTHUBONOKA3AHUS K NPHUMEHEHHMIO
METOA0B IMATHOCTHUKH

ﬂuaeHocmuKa MemuIMaloOHOB0U auudypuu OCHO6AHA HA aHaause pOaOCﬂOSHOZZ, OYEHKE
OaHHbIX dHAMHe3A, KIUHU4YeCKux I’lpO}Z&fleHuIZ, onpe()eﬂeHuu codepofcauuﬂ 6 Kpoesu

nponuonunkapuumuna (C3) u ceoboonoco kapuumuna (C0), noueunou dKCKpeyuu opeaHuyecKux

KUCTIOM — MEMUIMATIOHOB0U, 3-2UOPOKCUNPONUOHOBOU, MEMULTUMOHHOLL.
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2.1 ’Kago0LI M1 aHAMHE3

Ilpu cbope anamueza u #anob peKOMEeHOO08AHO OOPAMUMb BHUMAHUE HA Cledyroujue
HCaANOOBL U AHAMHECTUYECKUe COObIMUA:
- OMACOWEHHBIU CeMelHbIl aHamHe3 (Hanuyue 8 cembe 6oabHoco ¢ MMA, cryuaes enezantou

cmepmu oemelti 8 panHem 803pacme)

- gHe3anHoe yxyouieHue COCMosiHus Ha QoHe noino2o 300posvs uiu OPBH,

- HapyweHusi 6CKapMIUBAHUSL,

- yacmole CpbleUBAHUS/PEOMY;

- yeHemeHue CO3HAHUS,

- UHCYILIMONOOOOHbBLE FINUZ00bL,

- es10cmb, C1AOOCMb, COHIUBOCb,

- cyoopoeu,

- becnokolinoe nogedenue, niaxKkcusoCmy,

- nosvlueHHoe NOMmoomoeseHue;

—  MbIUWEYHYIO 2UNOMOHUIO/MBIULEYHBIL 2UNEPMOHYC;

- HeNnpou3B0.bHble/HACUTLCMBEHHBLE OBUINCCHUSL,

- 0CMPas/XpoHuyecKasi NOYeuHask HeOOCMAmMo4HOCMb.
Hauano 3abonesanus 6 Oemckom eo3pacme modcem ObiMb CA3AHO CO CeOYIOUUMU

Gaxmopamu.

O ynompebieHue O0NbUL020 KOIUYeCmB8a DENKO80U NUUU

O OnumenvHoe 20100aHue, HeONnpagoaHHvle 02PAHUYEHUs 6 Oueme, HU3KAS KALOPUUHOCHb
nUWe8020 payuond,

O UHMEPKYppeHmHble  pecCnupamopuvie Uil  JHCeYOOYHO-KULeUHble  UHQDEeKYUOHHbLEe
3a001e6aHUsL,;

O onepamusHvle 6MeUAmenbCmeda,

@) Qbu31/ﬂl€CKa}l UiU NCUXOIMOYUOHATbHAA HACDY3KA.

2.2 OusukaJILHOE 00cIeI0BAHNE

Ilpu ocmompe Heobx00umMo obpamumes 6HUMAHUE HA Clledyloujue OCHOBHble KIUHUYECKUe
NPOAGNEHU:
HeoHamanbHblil NEpuUoo
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CPbleUBAHUS/PBOMA, OMKA3 OM eObl;
3A0epaCKa huzuLecKoco passumusi;
3a0epocKa MOMOPHO20 pA36UNUSL,
8A10CMb, COHIUBOCMb,
YeHemeHue CO3HAHUSL,
MbIUEUHAsL 2UNOMOHUS/ MBIUEYHBLIL 2UNEPIOHYC;
NUPAMUOHBLE HAPYUEHUSL (HOBLLULEHUE CYXONUCUTILHBIX pehieKcos);
IKCMPANUPAMUOHBIE HAPYULeHUS (DA3TUYHbLE MUNbL SUNEPKUHE308, MbIUUEYHAS OUCTIOHUS),
mpemop;
cyoopoau,
Ooemu nepevix j1em HcuHu
INUZ0OUYECKU BOZHUKATOWAS PBOMA,
3a0epaHcKa NCUXOMOMOPHO20 U NCUXOPEUe8020 PA3BUMUSL,
UsMeHeHUe MbIUEeYHO20 MOHYCA (MbIUEUHAs 2UNOTNOHUS/MbLULEYHbIU 2UNEPMOHYC);
nepuoouyecKas Aamaxcusi, mpemop;,
cyoopoau,
UHCYTIbMONOO0OHbIE COCMOSHUS,
KapOUuOMUOnamusi;
HapyuleHus pumma cepoya,
OCMpbILL NAHKPeamum,
83pocivle
SnuULenmuiecKue npUCmynbl,
VYMCMBEHHAsL OMCMANIOCb PA3IUYHOU CIMENEHU 8bIPANCEHHOCIU,
Muxpoyeghanus;
CHUDICEHUe 3PEeHUsL BNII0OMb 00 CLeNOMbl;
eenamome2anus;
XpOHUYECKAsi NOYEUHAsL HeOOCTNAMOYHOCTb,
0Ccmeonopos;

CNOHMAaHHblE NEPETIOMDBL.
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Ilo0po6bHo Oanmuvie huzukarbHo20 06C1008aAHUS ONUCAHBL 8 pa30ele «KIUHUYECKAs KapMUHA».

2.3 JIaGopaTopHbIe THATHOCTHYECKHE HMCCAe10BAHUS

° PexoMeHngoBaHO mainueHTaM C  KIMHUYECKUMHM npu3Hakamu MMA  npoBeneHue
KOJIMYECTBEHHOTO OMNPEICIICHNUsS YPOBHS aMUHOKHUCIOT B KpoBH (KoMILIEKCHOE oOIpeneicHue
KOHI[EHTPAllMd aMHUHOKUCIOTHI W alWJIKaPHUTHHBI B KpoBH, KOMIUIEKCHOE OIpenecHHe
KOHIEHTPAllUd aMUHOKHUCIOTHl M AaIJIKADHUTHUHBI B KPOBHM METOJOM TaHIEMHOH Macc-
CIIEKTPOMETPUHU) C LENbI0 TMOATBEPXKICHUs auarHoza MMA OHOXUMHUYECKUMH METOJaMHU |
muddepeHIMaTFHON TUarHOCTUKY ¢ IPYTHMH HACIEACTBCHHBIMU HApYIICHUSIMA OOMEHa BEIICCTB
[1,4,7].

YpoBens yoeauteabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB — 5)
KommenTapuu: B niazme kposu (unu 8 NAmMHAX 6bICYULEHHOU KPOSU) GblAGIAION KOHYESHMPAYUIO
AMUHOKUCIOM U AYUIKAPHUMUHOS. NpU MEmUIMAIOHO80U ayudypuu Habaooaemcs nogvluleHue
KoHyenmpayuu  nponuonunkapuumuna (C3) u  memunmanonunkapuumuna (C4), Huskoe
cooepoicanue c80600n020 kapuumuna (C0), nosviuwenue coomunowenusi C3/C0O u C3/C2. Vpogens
JeUyuna, u3onetyuna, 6aiuHa, MeMmUoHUHA 8 KpO8U V NAYUEHMO8 MOMCen HAX0OUMbC 8 NPedenax
HOpMbl, YUMo He N0360J11em HA OCHOBAHUU AHANU3A AMUHOKUCIOM NOOMEEPOUmMsd UNU UCKTIOYUMND
3abonesanue. Y muocux nayuenmog nosviuieH yposeHv auyuna. OOHako >mo He AGAemcs
cneyuuunbimM U Habav0aemcs npu Opyux HAca1eOCMBEHHbIX HAPYUEHUIX 0OMeHa 8eujecma.

° PexoMeHngoBaHO marmueHTaM C  KIMHUYECKUMH npu3Hakamu MMA  npoBeneHue
KOJIMUECTBEHHOTO OIpEeNeIeHusT OpraHndeckux KucioT B Moue (KommiekcHoe omnpenencHue
COJIEp)KaHUsl OPTraHWYECKUX KHUCIOT B Mode, KoMIUIeKC UCClIeoBaHUi Ui JAMAarHOCTUKU
OpPTaHWYECKUX AIMIypPUI) C TENbI0 MOATBEPXKACHHS quarnoza MMA OHOXMMHUYECKUMHU METOIaMH
U qudepeHnnaIbHON JUArHOCTHKY C IPYTUMHE HACIIEACTBEHHBIMU HApYIIEHUSIMA 0OMEHa BEIICCTB
[1,8].

YpoBensb yoeaureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — )
Kommenrapum:  Xapaxmepnvim — ona MMA  asnsemca  nogvluieHue  KOHYeHmMpayuu,

MeMUAMANOHOBOU, 3-2UOPOKCUNPONUOHOBOLU, MEMULTUMOHHOU KUCTIOM.
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° PexoMeHngoBaHO manueHTaM C  KIMHUYECKUMM npu3Hakamu MMA  nposeneHue
HccnenoBanus TOMOIMCTENHA B KPOBH (KOJIMYECTBEHHOTO OMPEIEIICHHs O0IIEro TOMOIMCTEHHA) C
nenbto ycraHoBieHuss (opmsl  MMA OuoxumuyeckuMu MetoiamMu U IuddepeHIanbHoMl
JMAarHOCTUKY C JPYTUMH HACJIeACTBEHHBIMU HapyUIeHUAMHU oOMeHa BemecTs [ 1, 8].

YpoBens yoeautenbHocTH pekoMenaannii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — S5)
KommenTapuu: Xapaxmepuoim 051 Hexomopwix popm MMA aensemcs nosvluienue KOHYeHmpayuu

00We20 comoyucmeuna, 4mo npeonoazaem ocooyo maxmuxy mepanuu [11].

. PexomeHa0BaHO TmaluMeHTaM C  BbISBJICHHBIMA  OMOXUMHUYECKHUMH  HM3MEHEHHSIMH,
xapakTepHbIMH 1711 MMA, IpOBOIUTH MOJIEKYJISIPHO-TEHETHYECKOE HCCIeJOBaHNE (MOMCK MyTalui
B renax MUT, MMAA, MAB, MCEE, CD320, LMBRD, MMADHC, MMACHC) (Kowmruiekc
WCCJICIOBAHUM JI1 AMAarHOCTUKHU OPraHUYECKUX allUAYypUil) C LENbI0 MOATBEPXKACHUS AUarHO3a

MMA [1, 4].

YpoBens yoeauteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

o PexomeHna0BaHoO TMalyeHTaM C KIMHUYECKMMH Ipu3HakamMu MMA wuccnenoBanue o0Iero
(KITMHUYECKOTO)  aHalu3a KpPOBU  Pa3BEPHYTOIO0 C  IEJIbIO  BBIABICHUS  HEUTPOIICHHH,
TPOMOOIIUTONIEHNH, TAHIIUTONIEHUH, aHEMHH W 00IIero (KJIMHWYECKOIr0) aHajiu3a MOYU C IIENbI0

BBISIBJICHUS HapyIIeHus: QyHKIMK movek [1, 14].
YpogBeHb yoenuteabHocTH pexkoMenanuii C (YypoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB - 5)

KommenTapuu: nposooumcs npu nepeuuHol ouacHoCmuxKe u 6 OUHAMUYECKOM HaOI00eHUl,

0COOEHHO Y NayueHmos ¢ HapyueHHOU NOYeyHOU PYHKYUel.

o PexomMeH/10BaHO TalMEHTaM C KIMHHYECKMMHU Tpu3HakamMu MMA mpu momo3peHuH Ha
pa3BUTHE METa0OJIMYECKOTO Kpu3a MpoBecTH oueHKy ypoBHS pH kpoBu (MccienoBanue ypoBHS
BOJIOpOAHBIX MOHOB (pH) kpoBH, VccnenoBanue ypoBHst OypepHBIX BEHIECTB B KPOBH), KETOHOBBIX
ten (OOHapyKeHHE KETOHOBBIX Ten B Moue, OOHapyXKeHHE KETOHOBBIX TEJ B MOYE IKCIpecc-
METOJIOM) C II€JIbI0 CBOEBPEMEHHOM KOppeKiuu Tepanuu [1, 4].

YpoBennb yoeaurebHOCTH pekoMenaanuii C (YypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — S)
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KomMmenTapuu: 1abopamopHvimu npedsecmHukamu pasgumus Memadoauyecko2o Kpusa AJsaomcs
MeHOeHYUsi K MemaboIudyeckomy ayuoosy ¢ 0euyumom OCHOBAHUL, YMEHbUleHUEe COOEePIHCANHUS
€80000HO20 KAPHUMUHA, NOBbIULEHUE YPOBHS NPONUOHUIKAPHUMUHA 8 KPOBU, NOYEYHOU IKCKpeyul

OpcarHu4ecKux Kuciom.

o PexomeHna0BaHO MalMeHTaM C KJIMHUYECKHMMH Mpu3HakaMu MMA u npu mojo3peHuu Ha
MeTabOIMYECKU KpHU3 UCCIICJIOBAHUE YPOBHS aMMHakKa, jjaktara B kpoBu (MccrmenoBanue ypoBHS
MOJIOYHOM KHUCIIOTHI B KPOBH), MCCIIEIOBAHUE YPOBHS MOYEBUHBI, UCCIIEIOBAHUE YPOBHS TIJIFOKO3bI

KPOBH C JIMATHOCTHYECKOH IENIBIO | C IIETbI0 CBOEBPEMEHHON KOoppeKiu Tepanuu [1].
YpoBens yoeauteabHocTu pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB - 5)

2.4 UHcTpYMEHTAJIbHBIE NJHATHOCTHYECKHE HCCIeI0BAHMS

° PexoMeHngoBaHO mamueHTaM C  KIMHUYECKUMH mnpusHakamu MMA  npoBeneHue
KOMIIbIOTEPHOM TOMOrpaduu TOJOBHOTO MO3ra W/WIM MAarHUTHO-PE30HAHCHOM ToMorpadpuu
TOJIOBHOT'O MO3l'a C LIEIbI0 OLIEHKU COCTOSIHUS FOJIOBHOTO MO3ra, JU(PepeHIIMaTIbHON AMarHOCTUKH
C APYTMMH HacCJIECTBEHHBIMU 3a00JIEBAHUSIMU U BBISBICHUS U3MEHEHUI XapakTepHbIX st MMA
[4, 1, 15].

YpoBens yoeauteabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 4)
Kommenrapum: [lpu nposeoenuu KT/MPT 2onoenozo moszea y nayuenmos c¢ MA ewviasisiom
KOPKOB0-NOOKOPKOBYI0 ampo@uio, pacuiuperue H#ceayo0oyko8 Mo32d, 3a0epHCKYy MUETUHUZAYUU,
no@bluleHue UHMEHCUBHOCIU CUCHANA 8 obnacmu Oasanvhblx eanenues. Credyem ommemums, 4mo
OaHHble HApPYWEHUs He ABNAIOMCA  8blCOKOCNEYUDUYHLIMU U  MO2YM  HAOM00amvbcsa  npu
MUMOXOHOPUATbHBIX DONE3HSX, NPONUOHOBOU ayudypuu, Opyeux 3a0071e6aHUSX.

IIpogedenue napkosa - no nNOKa3aHusM.

. PexomenoBano nposeneHue dnekrpokapauorpaduu (IKI'), sxokapauorpaduu (IxoKI')
BCEM NAIMEHTaM C nojo3peHueM Ha MMA ¢ 1enbro0 JTMarHoCTUKHM KapJAUOMHUOIIATHH U HapYIIECHUN
putMma cepana [4, 1].

YpoBensb yoeaureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — )
KomMmenTapuu: npu Heobxooumocmu, npu HAIUYUU NOKA3AHUL 01  UCCIe008aAHUS -

Xonmeposckoco MOHUMOPUPOBAHUSL CEPOeUHO20 pUMMA, U/UIU CYMOYHO20 MOHUMOPUPOBAHUSL
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apmepuanbHo20 0agleHus (Co2NacHo CcoOMEemcmeyIoOWuUM KIUHUYECKUM DEeKOMEHOAUUsM no
HApYUEeHUAM pUmMa cepoya u/uiu apmepuanbHoll SUNepmeH3uLL).

° PexoMengoBaHO mamueHTaM C  KIMHUYECKUMHM npu3Hakamu MMA  npoBeneHue
yabTpa3BykoBoro uccienosanusi (Y3U) opraHoB OpromHoi mosoctd U mouek (YIbTpa3zByKOBOE
UCCJIEIOBAaHUE OPTraHOB OPIOUIHON MOJIOCTH (KOMIUIEKCHOE), YIbTPa3ByKOBOE UCCIIEJIOBAHHUE MTOYEK )
C LIEJIbI0 THArHOCTUKHY IIAaHKpeaTHTa U mopaxkenus mouek [1, 4, 12, 13].

YpoBens yoeauteabHocTH pekoMenaannii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — )

. PexoMengoBan mnamueHTaM C KIMHHYECKMMHU npusHakamu MMA  ocmotp Bpaua-
odransmonora (0QTaIbMOCKONHS, BH30METpPUs, pedpakToMeTpusi, MEPUMETPUS KOMIIBIOTEpHAs,
0 TaIbLMOTOHOMETPHSI, UCCIEIOBAHUE LBETOOUTYIICHHUS, ANEKTPOPU3NOIOTUYECKOE UCCIICJOBAHHE
(perucTpariss  3pUTEIBHBIX  BBI3BAHHBIX  IOTCHIMAJOB  KOPbI ~ TOJIOBHOTO  MO3ra),
buomukpodororpadusi TIa3HOrO JHA C UCIONb30BaHUEM (yHIyc-Kamepsl, BHOMUKPOCKOMHS
rJ1a3Horo JiHa, ONTHYECKOe UCCIIEOBAHUE TOJIOBKU 3PUTEIBHOIO HEPBA U CJIOS HEPBHBIX BOJIOKOH C
MOMOIIbI0 KOMIBIOTEPHOTO aHAIM3aTOpa U Jp.) MO MOKa3aHWSIM, MPH HATUYUH MOJO03PEHUN Ha
nopakeHue oprana 3penus [1, 8].

YpoBens yoeauteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJLCTB — 5)
KoMmmenTapuu: unmepsanvt mesicoy uzumamu Q0AHCHbL ONPEOesIMbCs UHOUBUOYAILHO C YUemom
so3pacma, maxcecmu 3a001e6aHUs1, CMaOUILHOCMU 0OMeHA 8eujecma U COOII00eHUs
Oouemomepanuu.

° PexoMengoBaHO mamueHTaM C  KIMHUYECKUMH mnpu3Hakamu MMA  mpoBeneHue
anekTposHIedanorpadun (MpU IUMATHOCTUKE M Jaliee MPH HATMYHHA CYJOPOKHOTO CHHIPOMA) C
IeJTbI0 CBOCBPEMEHHOM JIMarHOCTUKU M KOHTPOJIS JICUCHHUS CYIOPOKHOTO CUHIpoma [1].

YpoBens yoeautenbHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — S)
KommenTapum: maxoice npogooumcs snekmposnyedanocpagus ¢ 8U0eoMOHUMOPUHSOM.

° PexoMeHa0BaHO TalMeHTaM C KIMHAYECKMMH mpu3dHakamu MMA u momo3peHueM Ha
CHIDKEHHME CITyXa/TIpU CHIDKEHUM ClyXa HCCIIECOBaHUs ciyXxa (IPOBEICHUE OTOAKYCTHUCCKOM
smuccun (TonanbHas ayanometpusi, PeueBas ayamomerpusi, MrpoBas ayamomerpusi, Perucrpamus
BBI3BAHHBIX aKyCTUYECKUX OTBETOB MO3ra Ha IOCTOSHHbIE MoayinupoBaHHble TOHBI (ASSR Tecr))
(IpH OTCYTCTBUH IKCCYAATHBHOTO OTUTA) C IENIbI0 CBOCBPEMEHHOM TUArHOCTUKH [1].

YpoBennb yoeaureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — )

KOMMeHTapI/II/II uccnie0o8anus npoeodﬂmc;z 8 3A8UCUMOCTNU OM KIUHUYECKOU cumyayuu.
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2.5 Nuble fTHArHOCTHYECKHE MCCAe10BAHUS
2.5.1 KoHcyJabTanuy M HA0JII0IeHHUE CIIeNAJTHCTOB

. Pexomenayercss a1 HaOMIOAEHMS MALMEHTOB C YCTAaHOBJIEHHBIM JuarHozoMm MMA
NPUMEHATh MYJIbTHIUCIMILIMHAPHBIN MOIXOA B BUAY TOTO, 4TO 3a00JICBAaHHE XapaKTCPU3YETCs
NOpaXEHHEM MHOTUX OpraHoB M CHCTeM, TpeOyeT KOMIUIEKCHOM Tepamuu, 4YTO JMKTYeT
HEOOXOMMOCTh COBMECTHOTO BE/ICHHS MAIMEHTA CIICIIMAIMCTaMU pa3HbIX npodueit [1, 4].
YpoBenb yoeauteabHOCTH pekoMeHaauuii C (YypoBeHb 10CTOBEPHOCTH J10KA3aTEIbCTB — 5)
KomMeHTapum: nokasauvl nepeuyHvle U NOSMOPHbBIE KOHCYIbMAYUU BPAYd-2eHemuKd, epaud-
ogpmanvmonoea, 8pava-Hespooea, 8PAYA-CyPO0N02aA-OMOPUHONAPUH2O0I02d, epaua-
2acmpoIHmepon02a, 6pava-d3HOOKpUHON02A, BPAYA-KAPOUONO2d, 6paid-0emcKo20 Kapouonoead,
epaua-Hegponoca, epaua-neouampa/spada-mepanesma/spava oodwel  NpaKmuku — (CemetiHo2o
épaua), epaua-guzuomepanesma, epaia no ne4yeOHOU ¢husKyIbmype, a makdice 8payell Opyaux
cneyuanvhocmel  nayuenmam ¢ MMA, umerowum Hapywenus @QYHKYuli coomeemcmeyouux

Oopecarnos u cucmem.

° PexomenayeTcsi KOHCYJIBTAIMS Bpada-JIUETOJIOTA WM Bpada-TEeHETUKA BCEM IMAIMEHTaM C
MMA u1si Ha3HauCHHs TTATOTEHETUYECKON TUETOTEepAluy U Jlajiee MPH HEOOXOJUMOCTH C IIEIIbIO
KOppeKIun auerorepanuu [1, 4].

YpoBeHns yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3ATEJIbCTB — 5)
KoMmmenTapuu: unmepsanvi mesncoy uzumamu Q0AH#CHbl ONPEOesIMbCsl UHOUBUOYAILHO C YUemoMm
803pacma, msaxjcecmu 3a0071e6aHUsA, CMadUIbHOCMU 00MeHA eujecms U coOII00eHUs

ouemomepanuu.

° Pexomenayercst KOHCyJbTallMM MEpBUYHAsl U MOBTOPHBIE Bpada-licuXuarpa HalUeHTaM ¢
MMA 1npu 1NOmO3pEHUM WM HAIWYMM [ICUXMYECKUX PACCTPOHCTB (TICHXO03bl, OWIOISPHOE
paccTpoiCTBO U JIp.) € LENIbI0 CBOEBPEMEHHOI AMAarHOCTUKM U JIeUEHHsI BBISIBJICHHOM maTosjorud [1,
4,13].

YpoBeHb yoeauTeJbHOCTH pekoMeHaauuii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJLCTB — 3)
KomMmeHnTapuu: nossnenue  ncuxuyeckux  paccmpoucme — CesA3vlearom ¢ MOKCUYHbIMU
Memabonumamu, Koppekyus ouemomepanuu cnocoocmeyem paspeuweruro CUMNIMoMO8 HapYuleHUs

NCUxXuKu.
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Unmepsanvt mexncoy euzumamu OO0JHCHbL ONPEOeNsIMbCs UHOUBUOYATILHO C YYEemOM 603pacmd

msscecmu 36160]166(11—11/{2, cmabunibHocmu 0omMeHa eewecme u cob00eHus: 0uem0mepanuu.

° Pexkomenayercsi KOHCYJIbTAIMM TIEPBUYHAS M TOBTOPHBIE Bpadya MO MEAWIIMHCKOU
peabminTanuu/Bpada GU3NICCKON U peaOMIMTAIMOHHON MEIMIMHBI, MEJAUIIMHCKOIO MCUXO0JIOTa U
joronena-aedekronora Ui TUIAHUPOBAHHS WHIWBUAYAIBHOW pPEAOMIMTAMOHHOW TPOTPAMMEI
IICHXO0JIOTO-TIEIarOrMYECKOM MOAIEPKKY HanueHTaM ¢ MMA u ux cembsm [1, 4, 16].

YpoBens yoeauteabHOcTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH 10KA3aTEJILCTB — 5)
Kommenrapum: Paspabomka uHOUSUOYANbHOU HPOSPAMMbL 0edeKmoLo2udecKoll peadurumayuu,
Paspabomka  unoueudyanvnoti npoepammul  102coneduueckou  peabunumayuu. Ilayuenmam
HeobX00uUMO  mecmupoganHue  NO  YMEEPAHCOEHHbIM — MemoOukam  Oai  OnpeoeleHus
UHmMeNIeKmyaibHo2o pazeumus. llcuxonozuueckas nomowjp nayueHmam modxcem nompedosams
KYPC 3AHAMUL — 8 3a8UCUMOCIU OM UHOUBUOVATILHBIX 0COOEHHOCMEN NAYUEHMA U CEMbU.

Venyeu noconeda:

Meouxo-nozoneduueckoe ucciedosanue npu oucghazuu

Meouko-noconeduueckoe ucciedosanue npu agazuu

Meouxo-noconeduueckoe ucciedosanue npu OU3apmpuu

Meouko-nozoneduueckas npoyedypa npu oucghazuu

Meouko-nozoneduueckas npoyedypa npu agazuu

Meouxo-noconeduueckas npoyedypa npu ouzapmpuu

Meouxo-noconeduveckas moHaIbHO-PUMMUYECKAs NPOYedypa

Meouxo-noeoneduueckas npoyedypa ¢ UCNOIb308AHUEM UHMEPAKMUBHBIX UHGOPMAYUOHHBIX

mexHoa02ull

2.5.2 Iuddepennuajabuasg THATHOCTHKA

e PekoMeH/10BaHO TIPOBOANTH AU(PGEpeHLINaTbHYI0 JUATHOCTUKY C IOCTTUIIOKCHYECKHUMHU
MOpaXEHUSIMM HEPBHON CHCTEMbI, BHYTPUYTPOOHBIMH HHGEKIMUSIMH, [MOCTBAKIUHAIbHBIMU
OCJIO)KHEHUSIMH, CaxapHbIM AHa0eToM (IIpU BBISBICHUU TUIEPIIIMKEMHUH), HACIEACTBEHHBIMHU
HapyleHUsIMU OOMEHa BEIECTB, B YACTHOCTU C APYTMMHU (pOpMaMU OPraHUYECKUX allMIypHid U ¢
nepexTaMu IMKIa CHHTE3a MOYEBUHBI, C MUTOXOHIPUAIBHBIMU 3a00JI€BaHUSMHU, HAPYLICHUSIMU

TJIMKO3WIMPOBAHMUS, TIIMKOTeHO3aMu | 1p. [1, 4].
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YpoBenb yoeauteabHocTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTEIbCTB — 5)

3. JleyeHune, BKJIIOYAsi MeJAUKAMEHTO3HYI0 M HeMeJIMKAMEHTO3HYI0 Tepamnumu,
AHETOTEpPaNNIo, 00e300,JUBaHUe, MeTMIMHCKHE TIOKA3aAHNSI M POTUBONOKA3aAHUS

K IPUMEHCHUIO METOA0B JICYUCHUA

Cmpamezus neuenus nNayueHmos 3aKuo4aemcs 6 CHUNCEHUU 00pA308aHUs MOKCUYECKUX
Memabonumos, npeoynpeicOeHuu pazeumus Kemoayuoosd, UnepammoHueMuu, MOKCU4ecKo2o
NOpAdCeHUsi MKAHell 20J108HO20 MO32d U 6HYMPEHHUX OpP2aHO08 C obecneuyeHuem npoyeccos
anaboIU3Ma, HOPMAILHO20 POCMA U HymMpumugHo2o cmamyca oemeil. OCHOBHbIMU KOMHIOHEHMAaMU
KOMNJIEKCHO20 JIe4UeHUsi NAYUeHmos8 CHyiHCcam HU3Ko0eikoeas ouema U CReyuaiusuposanHble
npooykmul 6e3 NamoceHemuyecku 3HAYUMbIX AMUHOKUCIOM, npenapamvl #1e60KapHUmuHa.
Tepanuto oononHsaom Ha3HaAyeHuem sUmamunos (epynnsl B) (#yuanoxobanamun**) u buonocuuecku
akmusuvlMu  0obaskamu  (euopokcoxkobanamun) [11, 17] [Ilo noxazanusm  naznauwarom
NPOMUBOINUIENIMUYECKUe NPEenapamol, CUMNMOMAMUYECKYI0 Mepanuio, KOPPeKyuo UMamuHHou
HeOOCMAamoyHOCmu.

3.1 KoncepBaTuBHOE JIeUeHHE

3.1.1 /luemomepanus

e PexoMeHI0BaHO TMAIMEHTAM C KIMHUYECKUMHU TPOSIBICHUSAMH, XapakTepHbIMU it MMA,
OrPaHMYMTH MOCTYIUIEHHE OejKa (B TOM YHCIIE /IO MOJYYeHHs Jab0paTOPHBIX Pe3yabTaToB,
MOJITBEPKTAIONINX 3a00JICBaHKUE) C IIETbI0 MPEIOTBPAIICHUS Pa3BUTHS METa0OJIHMUECKOTO
kpu3a [1, 4].

YpoBeHb yoenureqbHocTH pekomenaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeNbCTB — 5)

KoMMeHTapuM: nOCKOIbKY — pazeumue  MemaboaudecKkoe0 Kpusa MOJCem  npusecmu K
HeoOPAMUMbBIM UBMEHEHUSIM CO CIMOPOHbL HEPEHOU cucmemvl, npu nodosperuu na MMA credyem
cobpams Guomamepuan Oisi NPoGeOeHuUss DUOXUMULECKO20 MeCMUPOSAHUs U 3amem nepesecmu
nayuenma Ha NUMAaHue ¢ HU3KuM cooepicanuem Oenxa. /s oemeil nepeoco NOLYy200us HCUHU
2pYOHOe BCKAPMIUBAHUE UNU BCKAPMIUBAHUE OCeMCKUMU MOJIOYHBIMU CMeCIMU C  HUZKUM
cooepoicanuem odenxa (1,2 -1,3 2/100 mn 6occmanognenno2o npooykma). /[ns oemeii cmapuie 6
Mecayes - UCKIIOUeHUe BblCOKODENIKO8bIX NPOOYKMOS8 (MsCOo, meopoe, pviba) u3 payuoHd.
Buoxumuueckue mecmor nposoosmcsi 6 meuenue 3-7 OHel, a4 MOJEKYISAPHO-2CHEMUYeCcKue
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uccnedosanus moeym nompebosamsv okono 2-3 nedenv. Ilosmomy neoOXo0umo, umobwvl 8 3mom

nepuoo pebeHoK Haxoo0ulics Ha HU3KOOEeIK08oU dueme.

[ PexoMeHng0BaHO BceM TNalMEHTaM IIOCie MOATBEpKIeHUs auarHoza MMA crporoe
orpaHuuYeHue Oelika HATypaJlbHBIX THINEBHIX MPOJYKTOB C IENBI0 CBEACHHUS K HEOOXOAMMOMY
MUHUMYMY TOCTYIUIEHUE B OPTaHW3M aMUHOKHCIOT METHOHWHA, TPEOHMHA, BAJIMHA, U30JICHIIMHA
[1, 4, 16].

YpoBeHns yoeauteabHOCTH pekoMenaanuii C (YypoBeHb I0CTOBEPHOCTH 10KA3aTEJILCTB — 5)

KommenTapuu:

Ilocne noomeepoicoeruss OuazHo3a Makmuka ouemomepanu OCHO8AHA HA C1e0YIOUUX NPUHYUNAX !

o ocpaHuvenue NOCMYNIeHUs U30JelyUuHa, BalUHd, MPEeoOHUHA U MEemUOHUHA ¢ nuujel 00

MUHUManbHOU  nompeonocmu;  [nsa  Oemell  nepeoco  NONY2OOUS  JHCUSHU — O2PAHUYEHUE

PACRPOCMpPansaemcsi Ha MAmMepuHcKoe MOJIOKO UNU OemcKue MON0YHble, UIU coegble cmecu, O

Odemeltl 6MOP0O20 NOJY200UsL HCUSHU — 3ANpem HA 86e0eHUe 8 KaYecmee NPUKOPMA 8blCOKODENKOBbIX

NPOOYKMOo8 (Maca, pblObl, meopo2a, AulY, MOJI0UYHBIX NPOOYKMO8, 60006bIX U Mm.0.), 0Jisl NAYUEHMO8

cmapuie 00H020 200d — CMpo2ue 02PAHUYeHUs 8 UCNONb308AHUU BbICOKODENKOBbIX NPOOYKMO8

o obecneuenue Qu3uoI02UUECKOU NOMPEOHOCMU 8 OpYeUX AMUHOKUCIOMAX U He0OX0OUMbIX

HYympueHmax 0l NPeoynpeHcOeHUss Ux HeOOCMAamo4HOCMU U NOOOEPHCAHUSA AHAOOIUZMA;

o ocpanuyenue NompeOIeHUs HCUPHBIX KUCIOM C HEYemHbIM YUCIOM amoMO8 yenepooa u
xonecmepuma,
o UCKIIOYeHUe 20100aHUsl, NPeOynpeicOeHUe aKmusayuy npoyeccos Kamaboausma,

00wuil 6eNoK 1euebH020 PAYUOHA PACCYUMBIEAENC UCX00S U3 B603PACMHBIX NOMpPeOHOCmell
pebenxa (Ipunosicenue A3.2), a makdce ¢ yuemom mMOAEPAHMHOCIIU NAYUEHMA K O€IKy 8
3a8ucumocmu Om ghopmuvl u maxcecmu meueHus 3aooneeanus [4]:
o K6oma 0Oenka HAMypaibHblX NPOOYKMO8 HA3HAYAemCs C  Y4emoM MUHUMATbHOU
nOMpPeOHOCMU 8 NAMO2EHEMUYEeCKU 3HAYUMbIX AMUHOKUCTIOMAX — MEeMmUOHUHe, MpPeoHuHe, 8aluHe,
usonetiyute (Ilpunoscenue A3.3);
o C Yenvio Komnencayuu oepuyuma 6eaxka UCnoab3ymcs CReyuaiu3upo8aHuvlie NPoOyKmsl Ha

OCHOB8e AMUHOKUCTIOM Oe3 MemUOHUHA, MpeoHuHa, 8aluna, uzoneuyuna (Ilpunoscenue A3.3).
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Cnedyem nonv308amvcs OOHUMU CHPABOYHBIMU ~MAMEPUATAMU 1O XUMUYECKOMY COCMABY
NPOOYKMO8 (8 PA3HBIX CHPABOYHUKAX OAHHbBlE MO2YM OMAUYAMbCA) C Yelblo NpedomepaueHus
OWUOOK 8 pacuemax.

o B Ipunosicenuu A3.5 npedcmasnen cymounviii HaAOop npooyKkmos 0jisi 0emetl 0OUKOIbHO2O0

eo3pacma c MeMUAMAIOHOBOU auudemueﬁ.

° PexomenaoBana Bcem naruentaM ¢ MMA oGsi3aTenpHas KomreHcamus aedunnra o6enka 3a
CYET CIELHAIU3UPOBAHHBIX CMECEH Ha OCHOBE aMUHOKHCIIOT, COOTBETCTBYIOIIMX BO3PACTHBIM
NOTPEOHOCTSIM B OCHOBHBIX IHILEBBIX BEIIECTBAX M JHEPrUU, HO HE COACPKAIIUX METHOHUH,
TPEOHMH, BAJIMH, H30JICHIIUH C ICIIBIO TOIEP/KaHUs aJJIcKBATHOIO HYTPUTHBHOIO cratyca [1, 4, 16].

YpoBens yoeauteabHocTu pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEJLCTB — 5)

o PexomengoBano BceM namueHtam ¢ MMA obecriedeHre JOCTaTOYHOM SHEPreTH4eCcKOon
LIEHHOCTHU pal[MOHa B OCHOBHOM 3a CUET YIJIEBOJOB C LIEJIbIO MOAEpKAHUSI IIPOLECCOB aHa0oIM3Ma
U MIPEIOTBPAIIEHUS pa3BUTHS MPOLIECCOB KaTabomusma [1, 4, 19].

YpoBens yoeauteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

° PexomengoBano BceM namuentam ¢ MMA orpanuueHue KBOThl kupoB a0 50-60% ot
BO3PACTHBIX CYTOYHBIX HOTPEOHOCTEH BO M30EKaHME HAKOIUICHWS METHMIIMAJIOHOBOW KHCIOTHI -
HPOIYKTa [3-OKHCICHHS )KUPHBIX KHCIOT C HEYETHBIM YMCIIOM aTOMOB yriiepona [1, 4, 16].

YpoBens yoeaureabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — S)
KoMMeHTapuu: ¢ kauecmee UCMo4YHUKA Hcupa npeonoumumeinbHee UCNOIb306aMmb PACMUmMenlbHble
macna, cooepacawjue NOTUHEHACIUEHHbIe HCUPHbIE KUCIOMbL (PANcogoe, IbHAHOe, OIUBKOBOE,

nOOCOIHeYHoe U Op.)

° PexoMeHnaoBaHo oOecnieueHue BceX NanMeHTOB ¢ MMA 10CTaTOYHBIM KOJIWYECTBOM
KHJIKOCTH C IIEJIbI0 TPOPUIAKTUKY HAPYIICHUS BOAHO-IJIEKTPOIUTHOTO Oananca [1, 16].

YpoBeHb yoenurenbHocTH pekomenaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeNbCTB — 5)

° PexoMenaoBan BceM nanueHTaMm ¢ MMA npoOHBIN npreM nuiy 6e3 ATUTEIbHBIX HOUHBIX
HIepepBHIBOB BO N30€KaHKE TOJI0AaHus, 0COOCHHO JIETSM IPpyIHOTO U paHHero Bo3pacrta [1, 4, 16].
YpoBenb yoenureabHocTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

KOMMeHTapl/II/I: nepepuvle Meofcdy KOPMIEHUAMU, BKII0OYAA HOUYHblE, HE bonee 3 uacos
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3.1.2 Meourkamenmo3snoe neuenue.

° PexomengoBano mnpu ycraHoBieHMM JuarHosa MMA mnpoBecTM NpoOHOE Ji€UEHHE
#umanokobanmamuHoM** st ompenenenus ¢Gopmbl 3a0oneBaHusi - Bio-pesucreHTHas wiu Bio-
gyyBcTBUTEIbHaAs [1, 11, 17].
YpoBeHnb yoeauteabHOCTH pekoMeHaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeNbCTB — 4)
KommenTapmii: ¢ smou yenvio nasnauarom xkopomkuii xkypc (8-10 oueii) #yuanoxobaramuna™* 6
0oze 1 me/cym noo KOHmMponem Ypo6Hs NPONUOHUIKAPHUMUHA 6 KPOBU U IKCKpeyuu
Memuamanonosou kuciomol. CHudxcenue smux noxazamenei na 50% u 6onee om UcxoOHbIX ypo8Hel
ceudemenvcmayem o Biz-3aeucumoui ¢hopme 6Oonesnu. /Jemam c¢ ycmanosnenHou Bjiz-3aeucumoti
GPopmoil MEMUIMAIOHOBOU ayudeMuu HA3HAYaom OaumenvHoe JjeyeHue #Hyuanokodbaiamunom**,
003a noobupaemcsi UHOUBUOYATLHO, 6 3A6UCUMOCMU OM KIUHUYECKUX U OUOXUMUYECKUX
napamempos [1], nanpumep, 30 me kasxcovie 2 unu 4 nedeau [29].
bonee s¢pgpexmusno npumenenue axmusnvix gopm sumamuna (6 PD sapecucmpuposamvr rxax
buonoeuuecku akmughvle 000asku) — cuopokcokobaramuna (euopoxcuxooaramuna) (1-14 me/ned
6/m, unu 5-20 me/ned nepopanvuo) [30].

Haoce 6 cayuae Bi2 — 3asucumoti @gopmsi, nayuenmam OONOIHUMENbHO HA3HAYAIOM
ouemuyeckoe JjleyeHUue ¢ YMEPEeHHbIM O2paHuyeHuem OelKa HAamypaibHblX HpoOYKmMos, noo

KOHMpPpOJieM YpPOBHA NPONUOHUIKAPHUMUHRA 6 KPOBU U OKCKpeyuu MEMUTIMATIOHOBOL KUCAOMbL.

o PexomennoBano Bcem marueHTaM ¢ MMA HazHaueHHe OONBIIUX 1103 #JIE€BOKApHUTHHA C
IENBI0  TIOBBIMICHHUS] BBIBEICHUS TOKCHMYHONW METHWJIMAJIOHOBOM KHCJIOTBI M JIMKBHJAIIUH
HEI0CTaTOYHOCTH KapHuTuHa [1, 4, 16].

YpoBenb yoenuTebHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH JJ0KA3aTEJILCTB — 5)
KommenTapuu: #1esokapnumun nasznauaemcs uz pacuema 100-200 me/xe/cym 6 2-4 npuema, do3za
KOPPEKMuUpyemcs. 6 3a8UCUMOCMU OM KIUHUYECKO20 Omeema u Ypoeus Kaprumuua. Tepanust
nPOBOOUMCs  NPAKMU4ecKyu HenpepvléHo. B nepuod memabonuueckoeo Kpuza u OCMpOU
eunepamMmonuemul 003a moxcem odvimos ysenudena 0o 300 me/xe/cym. OOHaKo epynna 3KCnepmos He

peKoMeHOyem npesvluiams CYMOouHyo 003y #1eeokaprumuna eviwe 12 2. ons e3pocavix [1].
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° PexomennoBano Bcem marueHTaM ¢ MMA Ha3HadyeHHE aHTHOAKTEpHAILHOW Teparuu ¢
1eJIbI0 KOPPEKIIMK OOMEHA BEIECTB ITyTeM HOPMaJIM3alliK KUIIeYHOW MUKpoOHOTHI [1, 4, 16].
YpoBeHns yoeauteabHOcTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH 10KA3aTEJILCTB — 5)
KommenTapuu: yuumsigas, umo okono 25% nponuonamos o0pazyromcs noo  GiusHuem
JHCUBHEOESAMENbHOCMU KUWEYHOU MUKPOOUOMbL, OONOJIHUMENbHLIM CHOCOOOM KOppeKyuu oOMeHd
A6slemcsi aHMUOAKmMepuanlbHas mepanus ¢ yYelivlo NOoO0asleHUs aKmMuBHOCMU NAMO2EHHbIX U
YVCI08HO NAMO2EHHbIX MUKpoopeanusmos. Hasnauarom kypcer #memponuoazona** 6 doze 10-20
me/xe/cym 6 meuenue 10-14 Ouetl; uepes 3-4 nedenu Kypc npu HeoOX0OUMOCMU NOBMOPSAIOM UL, 8
ciyyae HenepeHocumocmu  #memponuoazona**  unu  uepedyrom ¢ #memponuoazonom** ¢
unmepgarom 1 mecay - #amokcuyunrun®*  (50me/xe)  umu  #Ko-mpumoxcazon
[Cynvgpamemorcazon+Tpumemonpum] ** (20 me/xe) [1, 31, 32].

Yepeoosanue npenapamos HeoOX00UMO Oas NPOQUIAKMUKU pPA3BUMUS  Pe3UCTNEeHMHOCU
MUKpODOpbl K aHmMuMukpooOnot mepanuu. Bo usbescanue pazeumus KOAOHUL, YCMOUYUBLIX K
Jnexapcmeam, pekomenoyemcs 1-2 nedenu mepanuu, yepeoys ¢ 2-3 HeOensamMu nepepvle uiu 4epeoys
Kadcovill mecsiy. Moowem Obimb noOae3HO npuHuMams 000asKu ¢ npoouomuxamu (uszdezas mex,
Komopule cooepacam baxmepuu, npooyyupyrouue nponuoHo8yI0 KUCIOMY), Ymodbl 60CCMAHOBUNb

u coanancuposamo Kuuieunyro gnopy [1].

° PexomennoBanbl mnaiueHtaM ¢ MMA 1o moka3aHusiM BUTaMMHBI M TOJIMBUTAMHUHBI C
MHHEPaJIbHBIMU BEHIECTBAMH (COJEpIKAIINE KOJCKATBIUPEpoT™™, nuaHokobamaMuu™**, ¢osueBas
KHCJIOTa*™ mpermapatrhl 1IMHKA, TIpenaparbl CeJieHa U JIPyrue) B BO3PACTHBIX JO3UPOBKAX C IENBIO
KOPPEKLUH HyTPUTHBHOTO cTatyca [1, 4, 16].

YpoBensb yoeaureabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — S)

3.1.3 Jleyenune mnanMeHTOB B MEPHOI META00JIHYECKOTr0 KPHU3a

Hpu yepose uau 6 caydae paseumiusl Mmemaboauyeckoo Kpusa jieyeHue OO0NIHCHO HAYUHAMBCS
He3aMe0IUmenvbHo.
Jleuebnovie meponpuimus  HANpaeleHbl Ha npeKpauieHue o6pa306aHuﬂ U HAKONJEHUA
MOKCUHYHbIX Op2AHUYECKUX COeOUHeHUll U 8bleeOeHUe UX U3 opeanusma. Taxmuka neuenus demeil 6
nepuod Kpusza eKjrodaem KOppeKkyuro Ouemomepanuu, gbleoerue Haxkaniuearowuxcsl opecanudecKux

Kucjiom, KOppeKkyuro Memabonuuecko2o auudoaa, cunepammorHuemuu u 800H0-3]Z€Kmp0]luml—lblx
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Hapymenuﬁ, IHepzcemu4ecKyro noddepo;cxy U CHUMNCEHUSl UHMEeHCUBHOCMU npoyeccoes Kamaboauzma

[1, 2, 4].

° PexoMengoBaHa SKCTpeHHAasl rocnuTaiuzanus mnanueHToB ¢ MMA mnpu yrposze uiu B
cllydae pa3BUTHSA METa00JIIMYECKOTO KpH3a ¢ LENbI0 He3aMeITUTEIbHOTO MTPOBEACHU S MHTEHCUBHOM
TEpauy 1 IPeAOTBPAICHUS )KU3HEYTPOKAIONIUX 0CI0XKHeHu# [1, 4,16].

YpoBeHnb yoeauteabHOCTH pekoMeHaauuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)
KommenTapum: ¢haxmopul, cnocobuvie cnposoyuposams memadoaudeckutl Kpus:

o npuem nuwujesvix 0eNKo8 U JAHCUPO8 6 Koauuecmee, Npesvluarouem moaepaHmHoCmy
opeanusma 601bHO20 pebeHKa;

o HedoeOaHue, HU3KAs KAlOPUUHOCIb PAYUOHA,

o UHMEPKYPPEHMHuble — PEeCHUpamopHvle  UIU  HCENYOOUHO-KUWEYHble — UHGDEeKYUOHHbIe
3abone6anus u opyeue ¢axmopwvi, NPosoyupyiouue Kamaboiusm

©) xupypcuueckKkue emeuiameilbecmed.

° PexoMeHI0BaHO TaIMeHTa ¢ MeTa0OJMYecKUM Kpu3zoMm Ha (GoHe MMA mnepeBecTd Ha
NUTAHUE UCKITIOUYUTETHFHO CMEChI0 aMUHOKHUCIIOT 03 U30JIeHIIHA, METHOHWHA, TPEOHWHA U BAJIMHA,
HO He Oosiee yeM Ha 24-48 4acoB C 1eJIbI0 CHUKEHHSI 00pa30BaHMsi TOKCHYHBIX MeTa0onuToB [1, 4,
16].

YpoBensb yoenureabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — S)
KommenTapum: npu Hanuuuu cpvleugaHuil, peomvl, OMKA3A OmM eO0bl — KOpMJIeHUe uepes
HA302ACMpanbHblil 30H0 UIU eacmpocmomy (yemarnoska eacmpocmomst) [1]. Cobnooame pexcum

OPOOHBIX U YACMBIX KOPMIEHUL C NPOMENCYMKAMU MeAHcOY Kopmaenuamu 2-3 yaca.

° PexoMeH10BaHO B METa0OIMUECKOM KpU3€ CHU3UThH NMOTpebIeHne 00IIero MUIeBoro 0enka
B panuoHe nanueHToB ¢ MMA, cyTouHbI ypoBeHb Oelika —3KBUBAJEHTA JIOJKEH OBITh HE HUXKE
0€30MacHOro ypoBHSI, MPU 3TOM OOECHEUUTh BHICOKOKAJIOpUIHOE MUTaHUE (Tabnuia 2) ¢ IeNblo
CHIDKEHHS 00pa30BaHUs TOKCUYHBIX MeTabonmuToB [1, 4, 16].

YpoBensb yoeaureabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — S)
KommenTapuu: osuepecoyennocmv nuwu u 8800UMOU  IHCUOKOCMU NOGLLUAIOM 3d  CUem
ucnonvzosanus 5-10% O0excmposvl, 2IHOKO30NOIUMEPHBIX PACMBOPO8  (MANbIMOOEKCMPUH) 8

00NnoNHeHUe K CMeCU HA OCHO8e amuHoKuciom, pacdem npouseodumc;z UCX008 U3 KCZJZOpZ/lZZHOCWlU le
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yeneeo0oe = 4 kxan, 1 e maremodexcmpuna npupasuugeaemcs k 1 2 yeneeo0os. Boszmodcno
napenmepaivHoe 8gedeHue y2neso0os (3-10% dexcmposvl**), a makoce aunuoos 0o 1 e/xe/cymku;
Tabnuua 2 - beszonacHvlili ypogenb nompebieHuss Oeika u nompeOHOCmb 6 dHepeuu )y oemell

PA3IUUHO20 803pACMA C MEMUIMATIOHOBOU ayudemuell 8 nepuoo Memaboauyeckoeo kpusa™*

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

Bospacm
Obwutil 6enok e/ke/cym 1,8—-131 1,3-12 1,1-1,0 | 1,01 -099 | 1,14-0,99
Onepeus 150-120 110-80 80-70 60-40 60-50
Kxan/ke/cymxu
Kuokocmo 120 100 1200- 1500- om 2000
(6 m.u. 600a, pacmeopul ma/ke/cym | ma/ke/cym 1500 2000 ma/cym
0J151 NAPEeHMEPAIbHO20 ma/cym ma/cym
numaHus)

*- adanmuposano uz Matthias R Baumgartner et al. 2014 [1].
. PexomengoBano uepe3 24-48 wyacoB mocie OTMEHBI HaTypalbHOrO Oelka (B MEpUO.

MeTabOoIMYeCKOro Kpu3a) mandeHtaM ¢ MA TIOCTENeHHO BBOIWUTH IPOAYKTHI, COJIEpIKAIIHEe
HaTypaJIbHbBIA OEJIOK IeIIbI0 MPEOTBPAICHHS HYTPUTUBHOW HeJocTaTouHoCTH [1, 2, 4, 16].

YpoBeHnb yoenurenbHocTn pekomenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeNbCTB — 5)

KommenTapuu: derku 6sooamcs uz pacuema Y HeoOX00UMO20 CYMOUYHO020 00vbema — 6 Nepevill
Oenv, Y - Ha 2-3-il Oenv, ¥ - 3-4-1i OeHnv, danee 8 NoIHOM oOveme. MCmMOUHUKOM HAMYPATLHO20
benka Ons1 Oemell NepEvIX WECmU MeCcAye8 HCUSHU SBIAemcs MamepuHcKoe MOJIOKO/0emcKas
MOJIOYHAsL cMeCb, OJisL Oemell 8Mopo20 NONY200US HCUSHU — MAKIHCe HU3KOOeNKosble NpoOoyKmbl
npuxopma, 07 0emeli cmapuie 200a - HU3KOOEIKO8ble HAMYpaibhble NPOOYKMbul (Kpynsl, 080U,
@pyKkmol, pacmumenbHble MACIA) U CREYUATUIUPOBAHHbIE HU3KOOENKO8ble NPOOVKMbL HA OCHOBE

Kkpaxmanos [1].

o PexomengoBano mnaunueHTaM B MeTabonumdyeckoM kpu3e Ha ¢oHe MMA npumeHATh
2II0K030N0UMEpPHbIe pacmeopbl (MAIBTOAEKCTPHH), 8 TAKKE HU3KOOEIKOBBIC MPOTYKTHl HA OCHOBE
Kpaxmaja JJsl MoIepKaHtsl COOTBETCTBYIOIICH SHEPreTHUECKON IEHHOCTH paruona [1, 2, 4, 16].

YpoBenb yoeautreabHOCTH pekoMenaanunii C (ypoBeHb J0CTOBEPHOCTH 10KA3ATENbCTB — 5)
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° PexoMeH10BaHO YBETMYCHUE O3Bl #IEBOKAPHUTHHA MMAIMEHTaM B METa0OJIMYECKOM KPH3€e
Ha (one MMA s noBeinenus 3ddexruBHoctu Tepanuu [1, 2, 4, 16].

YpoBensb yoenuTeabHOCTH pekoMeHaanuii C (YypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 5)
KommenTapuu: #resoxapnumun nasnauarom oomocno He menee 100 me/xe maccvl mena u oanee
ocmaensiom noooepxcusarowyio 003y 100 me/xe/cymxu. s nosviwenus s¢hgpexmusnocmu
NPeonoumumenbHO  6HYMPUBEHHOE UMU  BHYMPUMbIUEYHOE 66COeHUe NPEenapama ¢ Yenvio
HO00ePHCAHUSI COOEPHCAHUSL CB0DOOHO20 KAPHUMUHA 6 KPOBU 8blile HOPMAIbHLIX 3HAYEHULL.
Ilokazamenv c60600H020 KAPHUMUHA NOOOEPHCUBAIOM HA BbLICOKOM YPOBHE, Npesviularouem
epanuybl Hopmbl. Omo obecneuusaem OemMOKCUKAYUOHHVIO (DYHKYUIO KAPHUMUHA, VIAYYuldem
C6sA3bI6AHUE U  6blGEOCHUe U3 OP2AHUBMA  MOKCUYHBIX NPONUOHOBbIX NpOU3800ublx. Ilpu
UCNONB308AHUU B8bICOKUX 003 BO3MONCHO pazeumue 3(@ekmos 8 guoe mowHomvl U HenpusmHo2o
3anaxa (Moua, ovixaHue, nom). YkazaumHvie s61eHUL NPOXOOAM NOCAE CHUNCEeHUs: 003bl. B nepuoo
Memadonuuecko2o Kpusa u OCMpou cunepammonuemuu 003a modcem oOvims yseauuena 0o 300
me/xe/cym. Oouaxko He pekoMeHOyem npesvluuams CYMOYHYIo 003y 1e8OKAPHUMUHA eblue 12 2 0

83pocavlx nayuenmos [1].

° PexomeH10BaHO BHYTPUMBEHHOE BBEJCHHUE pacTBOpa JEKCTPO3bl™* mauueHtamM ¢ MMA B
COCTOSSHUM METa0OJIMYeCKOro KpH3a C IIeNIbI0 BOCIOJHEHHS SHEPreTHYecKoro aeduuura u
NpeJ0TBPAIICHUS PA3BUTHSI HEBPOJIOTUYECKUX HapymeHuit [1, 2, 4, 16, 33, 34].
YpoBensb yoenuteabHoCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB — 5)
Kommenrapuu: Brympusennoe 68ederue pacmeopa 0ekcmposvl** uz pacuema: HOBOPOIHCOEHHbIe
u oemu 0o 2-x nem 10-18me/ke/mun, om 2 oo 11 nem 8-10 me/xe/mun, cmapwe 11 nem 7-8,5
me/ke/mun. Ilpu cHudicenuu 2nokosvl Hudce 2,5 MMONL/I 6 Kpo8uU HeOoOXO0OUMO GHYMPUBEHHOE
cmpyunoe e6gedenue 10%-25% Oexcmposol™* uz pacuema 2-3 ma/ke, Oanee nepexoosm HA
B6HYymMpuseHHoe KanenvHoe e6sedeHue 10% oOexcmposvr™* co ckopocmvio 7 - 9 me/ke/mun 00
HOpMAIu3ayuu ypoeHs 2lioKo3vl 8 Kposu.) Haszuauenue oexcmposvl™* ne moabko 60cnoiHsem
MKAHEBOU dHepeemuyecKull oeuyum, HO U NOOAGIAem JUNOIU3 U CHUNCAem NPOOYKYUIO
MOKCUYHBIX 0EPUBANMOB HCUPHBIX KUCTOM.

Heomnooicnyro snympueennyio mepanuio ciedyem HAuuHams KAk MOXCHO paHbuie npu bo.ee
MANCENBIX COCMOAHUSAX, C 6bICOKOU MeMNnepamypou, NOBMOPAIOWelicss PEOMOU UNU MAICENbIM

cacmpoIHmepumonm.
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Pacmeopvr ona emympusennvix ungysuii, codepocawue 10% Oexcmpo3y®* (unu 6onee)
cnedyem UCHOIbL306aMb 0adce NPU HOPMATLHOM YPOSHe 210Ko3bl 8 Kposu. Eciu y nayuenma
PAa3eueaemcs 3HAYUMENbHAsl cUnepeaukemus (Hanpumep, ypoeeHb 2N0K03bl 68 Kposu Oonvue 250
M2/On) ¢ enoKo3ypuel U UMEOMC HPUSHAKU MemaboIuyecKol O0eKoOMueHcayuu, mo cieoyem
paccmompens 603MOICHOCMb HAYANA UHGY3UU H#UHCYIUHA PACMBOPUMO20 [Uelo8euecKoe0 2eHHO-
uHdiceHeprnoco] **)  emecmo  cHudcenus ckopocmu  uH@ysuu  dexcmposwvi**,  cnocobcmeys
anabonuyeckomy cocmoauuio. Hauanenas 0oza 0ns  uu@ysuu Huncyiuma pacmeopumozo
[uenoseueckozo eenno-undiceneproeo]** cocmasnsiem 0,01- 0,05-0,1 ME/ke/u. Ypogensv uncyruna
cnedyem mumposams, Y¥modvl NOO0epIHCUBANDb YPOBEHD 2NI0K03bl 8 Kposu medicoy 100 u 150 me/on.

Credyem ommemumy, ymo un@y3us 6ojee KOHYEHMPUPOBAHHO20 PACMBOPA OeKCmpo3bl **
(15-25%) npu b6onee nusKou ckxopocmu uH@Y3uu NOCPeOCmEoM YEeHMPAIbHO20 Kamemepa MOMCem
nompe608amuvcs npu HedoCmamouHou cepoeynou @yuxkyuu. Kpome moeo, credyem cobnodamo
OCMOPOIACHOCb NPU NPEKPAWEeHUU GHYMPUBECHHOU UHQDY3UU - HEOOXOOUMO MEONEHHO CHUNCAMD
CcKOpoCcmb, umobbl u3bedcamv COCMOSHUS peakmusHou eunoeiukemuu. Eciu y nayuenma
PA36UBAEMCS 3HAYUMENbHASL cUNepeIuKemMus (Hanpumep, YposeHb 2ioKo3bl 8 Kposu bGonvute 250
Me/On) ¢ enoKosypuell U UMEOMCs NPUSHAKU MemabdoIudyeckol O0eKoMNneHcayuu, mo ciedyem
PAccMompenb. 803MOICHOCMb HAYALA BHYMPUBCHHO20 66€0€HUsl UHCYIUHO8 U UX AHAN0208 (npu

enuKkemMuu eviuie 14 Mmonv\) ¢ yenvio no0depicanuusi a0eK8amHo20 YPOosHsl 2Nl0K03bl kposu [28].

° PexomengoBano: mamuentam ¢ MMA koppekiusi MeTabOIMYECKOTO alujo3a Ipu
MeTabonrueckoM kpuse Ha GoHe MMA myTeM BHYTPHUBEHHOTO BBEJICHHS PACTBOPOB, BIUSIOIMIMX Ha
AIIEKTPOJIUTHBINA OaTaHC W/WIK 3JEKTPOIUTHBIX PACTBOPOB U/UIIH COJIEBBIX PACTBOPOB (C MIETOYHOM

peakIuei - meaouHbIX pacTBopoB) [1,35].

YpoBeHb yoequTeJIbHOCTH 10KA3aTeILCTB — C, ypOBeHb 10CTOBEPHOCTH 10KA3aTENbCTB- S.

KomMmenTapuu: ona xoppexyuu memabonuieckoeo ayudo3a ucnoivzyemcs pacmeop Hampus
euopoxapbonama™*). Hampus cuopokapoonam** npumensiemces 6 suoe 8,4% u 4,2% pacmeopa ons
yoobcmea nepepacuema na mmoas NaHCO. Ez2o do3uposka (Mmons) onpeodensiemcs no ghopmyne: (-
BE) x macca mena (xe) X 0,3 [35]. Kpome moeo, nayuenmam pexomeHOyemcs weioyHoe numve —
pacmeop coovl uz pacwema Y>-1 uatinas noxcxa na 200 ma 600vl, wenounvle MUHEPANIbHbLE 80O0bI.
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B cnyuae Oexomnencuposannoco  Memadoauueckoeo  ayuoosd, He noooanwe2ocs
MeOUKaMeHMO3HOU mepanuu, NPOBOOSMC MEMOObL IKCMPAKOPNOPATILHOU KOPPEKYUU 20Me0Ccmasa
(Hanpumep, eemoouapurbmpayus npooienHas (6eno-eeHosnas) (cm. n.3.3) [36].

B 3asucumocmu om msocecmu cocmosanus, 6 cpedHem, Kaxcovle 6-12 uacos cnedyem
KOHMPOIUPOBAMb NOKA3AMeNU KUCIOMHO-OCHOBHO20 cocmosnus kpoeu (Hccredosanue yposHs
0ypepuvix sewecme 6 kposu, Mccreoosanue yposHs 6000pooHbIX uonos (pH)), ypoens nampus,
Kanus U UOHUBUPOBAHHO20 KANbYUs 6 KPOBU, a makdice cooepiicanue nakmama (HMccredosanue

YPpO6H: MOJIOYHOLL KUCTIOMbL 8 Kpoeu), aAMmMuaKka u 2irKo3sl 6 KpOGu) C Yelbl0 KOHmMpOJisl JIe4eHUA.

. PexomengoBaHo HazHaueHue HaTpusi OeH3zoaTa (OMOJIOTMYECKH aKTHBHas /100aBKa) Mpu
ypoBHe amMmuaka B KpoBu Bbime 200 MkMonb/1 mammeHTaM ¢ MMA npu  pa3BUTHH
metabosrueckoro kpusa [1, 16, 18, 21, 23].

YpoBeHb yoeaquTeJbHOCTH 10Ka3aTebCTB C (YpoBeHBb 10CTOBEPHOCTH pekoMeHaanuu — 4).
KommenTapuu: Hampus 6enzoam (buonocuuwecku akmusHas 000A8KaA) HA3HAYAEMCs U3 pacyema
om 250 me\ke \& cymxu (maxcumanvro 0o 500me/xe/cym, eciu macca mena npesviuwaem 20 ke 00
5,52/m*/cym).  Koumpono ypoens ammuaka OondiceH nposooumscs Kaxcovie 6-12  uacos.
Ocywecmensiom 00513amenbhblii. KOHMPOJIb YPOBH HAMPUSL U KAIUs 8 Kposu He pedce Ipasa 6 2
yaca.

Coenacho  MeAHCOYHAPOOHBIM — PEKOMEHOAYUIM N0  JIeYEeHUIO 2UNEePAMMOHUeMUU  NOKA3AHO
BHYMPUBEHHOE B868edeHUe NPEenapamos, CesA3blearowux amMmuar, 0OHAKO 8 Hacmosiujee 6pems Ha

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

3.2. Xupyprudeckoe JeyeHue

° PexomennoBano namueHTaM ¢ MMA mpH NPOrpeIMEHTHOM TEUCHHH TAaTOJIOTHYECKOTO
npoiiecca B MEYCHH W MOYKaX PacCMOTPETh BO3MOXKHOCTh TPAHCIIAHTAI[MM MMEYEHH U TOYEK IO
JKU3HCHHBIM Moka3anusim [1, 4, 16, 24].

YpoBensb yoeaureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — )

KOMMeHTapI/II/IZ I’lpO@O()UWlCﬂ CO2JIACHO peKOMeHaClbluﬂM no mpancniaumayuu nedenu U noudex.
Tokazanus ons mpancniarmayuu nederu uiu KOM6uHup0661HH012 mpaHucniasmayuu nedenu u

noyek 6 Hacmosauee epems He onpedeﬂeybz, OOHCIKO, Haubonee wacmo 6 Mupoeoﬁ npakmuke
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MAKOBLIMU CILYHCAM MANHCENAS. MEMADOIUYECKAST OeKOMNEHCAYUsl, HedpheKkmusHocms npo8ooUMoll
Memabonuueckou mepanuu. B mo oce epems MMA ssnsemcs naubonee yacmvim NOKA3AHUEM K
MPAHCNIAHMAYUYU NeYeHU 8 OemCKOM 803pacme Cpeou 8POHCOEHHBIX MemaboIudeckux Oose3Hell.
Tpancnaanmayusi nevenu OvlLia NPUSHAHA MEMOOOM 3AMECHUMENbHOU (BepMeHMHOU Mepanuu.
Kombunuposannas mpancnianmayusi nevenu u noyexk, KAk NPAUlo, 6bINOJHAEMCs Npu
npozpeccupyiowem HApyueHuu NOYeyHulX @OYHKYUll U @GOpMUPOBAHUU XPOHUYECKOU NOYEYHOU

Heoocmamounocmu [22, 25-27].

o PexomengoBano mnamuentaMm ¢ MMA BO BpeMs NOAIOTOBKM K XHUPYPTUYECKUM
BMeEIATEeIbCTBAM, IPOBEICHUS aHECTE3MOJOTMYECKUX MOCOOMH W B ciydasx, Korjga Tpelyercs
VAJTUHUTH TEPHOJI TOJIOIAHUS HCIOIB30BaTh BHYTPHUBEHHOE BBEICHHE PACTBOPOB JIEKCTPO3BI™* u
pPacTBOPOB, BIHSIOIIUX HA BOAHO-IJICKTPOJIUTHBIA OanaHc (KaJvs XJIOPHI+HATPHS aneTar+HaTpus
XJIOPUA™*) ¢ 1ENBI0 peruapaTalyd, MPU OTCYTCTBHHM MPOTHBOMOKA3aHUM K BBEIACHUIO OOJIBIINX
00BEMOB JKUIAKOCTEH, U TIPEIOTBPAIIEHUs pa3BUTHS MeTaboIMYecKoro kpusa [1, 2, 4, 16].

YpoBens yoeauteabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
KommenTapuu: ungysuonnas mepanus 6 cuyuasx, mpeoyiowux yoruHeHue nepuooa 20100aHusl,
pacmeopuvl 0ekcmpo3vl** u pacmeopwl, eruAOWUEe HA 800HO-IIEKMPOTUMHBIN OANAHC, 8600AMCS U3
pacuema 8-10 me/ke/mun 015 demeti nep8o2o 200a HCU3Hu, 6-7 me/ke/Mun — 01 demeti om 2004 00
10 nem, 5-6 me/ke/mun — ona demeti cmapute 10 nem.

o PexomengoBaHa yCTaHOBKA TacTPOCTOMBI WM HA30TacTPajbHOTO 30HIA MAllMeHTaM B
MeTabonnueckoM kKpuse Ha doHe MMA mpu HaTU4YUK PBOTHI U CPHITMBAHUS WM OTKa3e OT MpHeMa
MTUTIIH C TEJTBI0 KOPMJICHHSI CMEChI0 aMUHOKHUCIIOT 0e3 M30JIeHITNHA, METHOHWHA, TPEOHHHA 1 BaJIMHA
[1].

YpoBensb yoeaureabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJNbCTB — S)

3.3 Uuoe Jeyenue

o PexomengoBano namuentam ¢ MMA paccMoTpeTh BOIIpoc 0 HEOOXOAUMOCTH MPOBEIEHUS
NEPUTOHEATBHOTO JIMaN3a UM FeMOAMAIN3a MPH OTCYTCTBUU OBICTPOM MOJOKUTEIBHON peakiuu
Ha MHTEHCUBHYIO TEpaIUI0, COXPAHSIOIIEMCS KETOAlUA03€ M THUIEPAMMOHMEMHUU C LENIbIO
KOPPEKIMH JaHHBIX cocTosHuit [1, 4, 16, 24].

YpoBenb yoenuteabHocTH pekoMeHaauuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 4)
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KomMeHTapuu: nepumorneanvuviii ouanuz uiu 2emooudiu3 nposoosamcs ¢ yeavio 0Oojee

aqbqbekmueﬂoeo 8bl8EOCHUS. MOKCUUHBIX MEeMaboaUmos.

4. MeauuuHcKass peadMaMTAIMST W CAHATOPHO-KYPOPTHOEe  JieYeHHe,
MEIUIUHCKNE TMOKA3aHUS M MPOTHBONOKA3AHWS K NPUMEHEHHI0O METOJ0B
peadmanTANIMH, B TOM YHCJI€ OCHOBAHHBIX HA HCHOJb30BAHMU MPHPOIHBIX

Jie4eOHbIX (aKTOPOB

. PexomengoBano nauventraM ¢ MMA npoBeneHue peaOMIMTALMOHHBIX MEPOIPUITHH,
HAaIPaBJICHHBIX Ha COLUAIbHYIO aJalTallhio, IOAJEP)KaHWE U Pa3BUTHE KOTHUTHBHBIX H
UHTEJUIEKTYyaIbHBIX QyHKImi [1].

YpoBeHnb yoenuresnbHocTH pekomenaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeJIbLCTB — 5)

o PexomengoBano mnamuentam ¢ MMA npoBeneHne ICUXOJOTHMYECKOW IOAJNEPKKHA U
oOydeHUs pojauTeNel NpaBuUiaM OpraHU3alMi TOMOIIM M AMETOTEpallud B MEKIPUCTYIHBIN
HEPHOJ U B IIEPUOJ yTpo3bl MeTaborueckoro kpusa [1, 4, 16].

YpoBens yoeauteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJLCTB — 5)
5. IlpopuiakTuka M AUCHAHCEPHOEe HAOJI0IeHHe, MeIULIMHCKNE MOKA3aHUS U
NMPOTUBONOKA3AHUA K NIPUMEHEHUI0 METOA0B NPOPUIAKTUKH

5.1 lIpoduaakTuka

e PexoMeH10BaHA KOHCYJIbTAIMS Bpaya-T€HETUKA CEMbSIM C OTATOIIEHHBIM aHamMHe30M o MMA ¢
HENbI0 Pa3bICHEHUH TeHETHYECKOTO PUCKA, 00CYKICHUS BOZMOKHOCTEH MpeHaTalIbHON U
NPEUMITTAHTAIIMOHHON THarHOCTUKy [1].

YpoBenb yoeaureabHocTH pekoMenaauunii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB —5).
KommenTapuu: yuumvisas aymocomuo-peyeccusuviii mun uaciedosanus MMA, ons xaswcooii
bepemennocmu  puck pooicoenus pebenka ¢ MMA cocmasnsem 25%. C yenvto nposedenus
NPEHAMANbHOU U NPEeUMNIAHMAYUOHHOU OUASHOCMUKU CYNPYAHCECKOU nape NpeosapumebHO
HeobXo0umo npoumu obcredosanue Ha cemeposucomuoe Hocumenbcmeo mymayui ¢ cenax MUT,
MMAA, MAB, MCEE, D320, LMBRD, MMADHC, MMACHC, obpamuswucy 8
cneyuanu3uposanuslie OuacHocmudeckue rabopamopuu u meouyunckue yeumpul. llpenamanvuas

OUACHOCTNUKA NPOBOOUMCS MONEKYNIAPHO-ceHemudeckumu memooamu nymem uccireoosanus J[HK,
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8blOCNICHHOU U3 OUONMama 60PCUH XOPUOHA U/UMU KIeMOK AMHUOMUYECKOU JHCUOKOCTU U/UTU

NJIOOHOU KPOBU.

¢ PexoMeH/10BaHO C 1eNbI0 TPOMUIAKTUKUA Pa3BUTHI METaOOIMYECKUX KPU30B HH(DOPMHUpPOBaHHE
pomuTeneld (WM 3aKOHHBIX MpejacTaBUTeNei) manmueHta ¢ MMA o xapakrepe 3a0oJeBaHUS,
HPOBOIMPYIOIIKX (DAKTOPaX U MPEIBECTHUKAX KPU3a, BOBMOXKHBIX €r0 MOCaeacTBusX [1].

YpoBeHnb yoeauteabHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

e PexomennoBano manueHTaMm ¢ MMA 1OpoBOAUTh NPOPMIAKTHYECKYIO BAKIMHAIMIO B
COOTBETCTBUU C HAIIMOHAIBHBIM KaJeHAapeM NMpoPUIaKTUUECKUX MPUBUBOK, BKIIIOYAs BAKIIMHAIIHIO
NPOTUB TPUINA W POTABUPYCHOW WH(GEKIHH ¢ COOJIOJCHHEM BO3PACTHBIX OTPAHUYCHHMA
MMMYHOOHOJIOTHYECKHX IPEnapaToB Ha (JOHE CTPOroro BBINOJHEHUS JUETUYECKHX M JIEYEOHBIX
Ha3HaYeHW ¢ uenblo QopmupoBaHus >PPEKTUBHOTO HUMMYHHOTO OTBeTa OT HWHGEKUUHA WU
NpEeIOTBPAIICHUS Pa3BUTHsI META0OIMUECKUX Kpu30B [1].

YpoBenb yoeaureabHOCTH pekoMenaauuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB — 5)
KomMmeHnTapuu: gakyunayuio yenecoooOpasHo npogooums noo KOHMPOLEM CHeYudiucmos,
UMernuuUx onvlm pabomsl ¢ NAYUESHMAMU C MeMabdoIUdecKUMU OOIe3HAMU.

B nocmeakyunanenom nepuooe ciredyem npucmanibHo HaOA0O0AMb 3a NPUBUMBIMU C NOGMOPHLIM
usMepeHuem memnepamypbl meiad, Umo HeoOX00UMO Ol He3AMeOIUMeNbHO20 HA3ZHAYEHUs.

JHCaponoHudCarowel mepanuu npu ouaznocmuposanuu auxopaoku >38,0°C, (napayemamon™®* unu,

ubynpogen**).

5.2 JlucnancepHoe HA0JII0eHHe

° PexoMengoBaHo B mpoliecce KOMIUIEKCHOTO JieUeHUs MauueHToB ¢ MMA ocyliecTBisTh
KOHTPOJIb TOKa3aTelieil o0mero (KIMHUYECKOT0) aHai3a KPOBU Pa3BEpHYTOro, oOIero Oenka,
UccnenoBanue ypoBHs ans0yMHHa B KPOBH, NpeanbOymMuH (OmnpeneneHne COOTHOMECHUS OEITKOBBIX
bpakumii MeTonoM siekTpodopesa, OmnpeneieHne COOTHOIICHHS OENTKOBBIX (PPAKIUNA METOI0M
BBICOKOYYBCTBUTEIBHOTO  KAaMMUIAPHOTO  3JieKTpodopesa), TIIOKO3bI, (eppuTHHA, JaKTaTa
(MOMOYHOM  KHCIIOTBI), KOJUYECTBEHHOTO OMNpEAENCHUS ypPOBHS AaMHHOKHCIOT B KPOBH
(KommnexkcHoe ompezaeneHue KOHIIEHTPAllMM HAa aMHHOKHCIOTHI W alUJIKAPHUTHHBI B KPOBH,
KomriekcHoe ompesneneHne KOHIEHTpPAllMd HAa aMUHOKUCIOTHI W AIlMJIKAPHUTHHBI B KPOBH
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METOJIOM TaHJIEMHOM Macc-CIEKTPOMETPHH ), CBOOOJHOT0 KapHUTHHA. KOHTpoinpoBaTh mapameTpbl
KHCIIOTHO-OCHOBHOTO cocTosiHUsI KpoBu (MccnenoBanue ypoBHS BOJOpoaHbIX MOHOB (pH) kposw,
HccnenoBanue ypoBHs Oy(epHBIX BEIIECTB B KpoBH) [1].

YpoBensb yoenuTeabHOCTH pekoMenaauuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB — 5)
KomMmMmeHnTapuu: oowuil (kiunuveckuil) anaiusz Kposu pazeepHymolil KOHMpOaupyemcs He pedice 1
pasa 6 200.

Ypoenu memuonuna, mpeonuna, eanuna, uzoneuyuna 6 Kposu 6 pe3yabmame JedeHus: 00JHCHbI
Obimb NPUOIUdICEHBL K pehepeHCHbIM 803pACMHbIM 3HaYeHusAM). OcobeHHo 8axCHO obecneuusams
HOPMAIbHBIU CbLBOPOMOYHDII YPOBEHb AMUHOKUCIOM C PA3BEMBIEHHOU Y2nepoOoHol yenvlo. Tak,
HedocmamoyHoe nompedienue Oeaka u Oepuyum u30NetUYUHA ABNAIMCA NPULUUHOL DA3BUMUS
MANCEN020 AKPOOEPMAMUMA U CAYHCAM OCHOBAHUEM OJisl OONOTHUMENbHO20 88€0€HUSl 8 PAYUOH
numanus L-uzoneiuyuna 6 0oze 50-100 me/cym (npodykmoul numanus, codepaicawjue U30oneuyun 8
o0ozuposke 50-100 me 6 cymku) 6 3agucumocmu om cmenenu depuyuma. Cooepocanue 2ruyunHa 8
Kpo8u Moxcem Obimb YMePeHHO NOBbIUUEHHBIM.

o PexomeHna0BaHO TAlMEHTaM C TMOATBEpKICHHbIM auarHo3om MMA B mpouecce
KOMIUIEKCHOTO JICYEHUS MPOBOJUTH OINpEAeNieHUE MOYEYHON HKCKpPEUH METHIMAaJIOHOBOM, 3-
THJIPOKCUMETHIIMAIOHOBOH, METHJUIMMOHHOM kucnoT (KomruiekcHoe ompeneneHne colepKaHHs
OpPraHMYeCKHX KHCIOT B MO4Y€) C IEJIbI0 CBOEBPEMEHHOTO NPEAOTBPALICHUS Pa3BUTHUSA
MeTaborueckoro kpusa [1].

YpoBensb yoeaureabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — S)
KommenTapuu: Kpamnocme npogedenus ananuzos 3a8ucum om cOCMoaHus NnayueHma.
Konuuecmeennoe onpeoenenue yposns amunokuciom 6 kposu (Komnnexcnoe onpedenenue
KOHYEeHmMpayuu HAa aMUHOKUCIOMbL U aYUIKApHUMuUHul 6 Kkposu, Kommniexcnoe onpedenenue
KOHYEeHmMpayuu HA AMUHOKUCIOMbL U AYUIKAPHUIMUHbL 8 KPOBU MemoOOM MAHOEeMHOU Macc-
CneKmpomempuu) — npu CMadUIbHOM COCMOAHUU - KadcOoble 3-6 mec.

B nepuoo ungexyuonnvix 3abonesanui, memadoOIUUECKO20 Kpusa onpeoeneHue  ypOGHs.
AMUHOKUcIOm 6 Kposu u Kapuumunos (Komnnexcnoe onpedenenue xonyenmpayuu Ha
AMUHOKUCIOMbL U  AYUIKAPHUMUHbL 8 Kposu, Komniexcnoe onpedenenue Kouyenmpayuu Ha
AMUHOKUCIOMbL U  AYUIKAPHUMUHBL 8 KPOBU MemoOOM MAHOEMHOU MAcC-CNeKmpoMempuu)

ocywecmensiom ne pexce 1 pasa ¢ 7-10 oneu, KII[C (Hccrnedosanue yposHs 6000pOOHLIX UOHOS
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(pH) kposu, Hccredosarnue yposHs 0yphepubix seujecme 8 Kposu) - edceOHesHO 00 Cmaduu3ayuu
nokasamerneu.

o PexomengoBaHo manueHTaM ¢ MOATBEPXKACHHBIM AuarHo3zomM MMA onpenenenue ypoBHs
00IIero KajbIus, MOHH3HMPOBAHHOTO KaJbLUs, HEOpraHMueckoro ¢ocpopa B KpPOBH, OOIIETO
MarHusi B CHIBOPOTKE KPOBH, aKTUBHOCTH IenoyHoi ¢ocdarassl, Uccnenopanue ypoBHsa 25-OH
ButamuHa /[ B kpoBu, MccinenoBanue ypoBHS MapaTUPEOUTHOTO TOPMOHA B KPOBU — C IIEIIBIO
OLICHKHM METa0O0JIM3Ma KaJbIMs M KOHTPOJIS ocTeornenun [1].

YpoBensb yoenuteabHOCTH pekoMeHaauuii C (YypoBeHb 10CTOBEPHOCTH 10Ka3aTeIbCTB — 5)
KoMMmeHTapuu: ucciedosanus nposoosames exce2o0Ho

° PexomeHna0BaHo MaiyeHTaM C MOATBEPkACHHBIM auarHozoM MMA OmnpeneneHue ypoBHS
ButamuHa Bl12 (umanokobamamuH) B KpoBH, HMccienoBanue ypoBHS (OJIMEBOM KUCIOTHI,
HccnenoBanue ypoBHs heppUTHHA B KPOBH C IIEIIbIO OIICHKH HYTPUTHUBHOTO cTaryca [1].

YpoBens yoeauteabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTEJLCTB — 5)
KoMmMmenTapuu: ucciedosanue nposooumcs exnce2o0Ho.

o PexomeHngoBaHo manueHTaM C TOATBEpKIEHHbIM auarHozoMm MMA  Omnpenenenue
AKTUBHOCTH JIMIIa3bl B CBIBOPOTKE KpoBH, OmpesereHne akTHBHOCTH MaHKPEaTHYECKOW aMuyIa3bl B
KPOBH C ILENBI0O KOHTPOJNS (YHKIMH MOKEITYAOYHON >KeJIe3bl U CBOEBPEMEHHOIO BBISBIICHUS
na"kpeaTtura [1].

YpoBensb yoenuteabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)
KommenTapuu: ucciedosanue nposooumcs ne pedxce 1 paza 6 6 mecsyes.

° PexomeHn10BaHO MAIEHTaM C MOATBEPKIACHHBIM TuarHozoM MMA uccienoBaHue ypoBHS
KpeaTHHUHA B KpoBH, VccienoBanue ypoBHS MOYEBHHBI B KpOBH, VcciieoBaHNe ypOBHS MOYEBOH
KHCIIOTHI B KpoBH, MccnenoBanne ypoBHs mucratiaa C B KpoBH, VccnenoBanne ypoBHs Kalblus B
moue, HccnenoBanue ypoBHs ¢ochopa B moue, Omnpenenenne Oenka B Moue, OmpenencHue
anpOymMuHa B Moue, OnpeziesieHne KonuyecTBa 0esika B CYyTOYHOM MOYe C IEeNIbI0 OLEHKH MOYeYHON
byHKIIMM — He peke 1 pa3a B rof, HauMHas ¢ 6-JIETHEro BO3pacTa WJIM paHee — MPU HAPYIICHUH
dbyakuun nouek. MccneqoBanue GpyHKIMu HePOHOB O KIMPEHCY KpeaTnHUHA (1ipoda Pebepra) —
IPY OTKJIOHEHHSIX OT HOPMbI BBIIIIEYKA3aHHBIX MapameTpos [1].

YpoBensb yoeaureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — S)
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KommeHnTapuu: xaupenc KpeamuHuna (cKopocmov — KiyOoOukogou guivmpayuu) ciedyem
paccuumviéams no gopmyne (pacuemuas no popmyne Llleapya, npu nosviuenHol macce meia — no

@opmyne Kokpogpma-I'onoa) — (ycayeu omcymemsyrom 8 Homenkiamype MeOUyUHCKUX YCye).

° PexoMeH10BaHO s OUEHKM H(PPEKTUBHOCTH JUIUTEIHHOTO JICUCHHS IAalMEHTOB C
HNOATBEPXKIEHHBIM JAuarHozoM MMA wucnonb3oBaTh pedepeHCHbIE IMOKa3aTelnd COoAepKaHMs
NaTOr€HETHUYECKU 3HaYMMbIX AMUHOKHCIIOT B KPOBU U MATOJIOTMYECKUX METa0OIUTOB B Moue [1, 2,
4, 16].

YpoBens yoeautenbHocTu pekoMenaannii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTEJbCTB — S5)

° PexomeHna0BaHO TAalMeHTaM C TMOATBEPXKACHHBIM JauarHozoM MMA  ocCyliecTBIATh
KOHTPOJIb HYTPUTUBHOT'O CTaTyca C KOpPPEKIMEH MUTaHHs B 3aBUCUMOCTH OT COCTOSIHUS IMallMeHTa U
€ro TOJIEPAaHTHOCTH K Oenky [1, 2, 4, 16].

YpoBeHns yoeauteabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
KomMeHnTapuu: xoumpons Gakmuueckoeo numaHus (XUMUYECKO20 COCMA8a payuoHa) O
npedynpedcoenuss pa3eumus 0e@uyumusblx COCMOAHUL Npogoosm )y oOemell 8 pPeaHUMAYUOHHOM
nepuooe — exceOHe8Ho, y 0emeli nep8oco 200a HcusHu - He pedxce 1 pasa 6 7-10 Owneu, y nayuenmos
cmapuwe 1 2o0a — 1 paz 6 1-3 mecaya.

. PexomennoBano mposenenue avekrpokapauorpadhun (IKI), sxokapauorpadun (OxoKI')
BCEM TAIMEHTaM C MOJATBEPKJACHHBIM AUarHozoM MMA  exerojaHo, mpu HEOOXOIUMOCTH Yarlle, ¢
HEeNbI0 JUAarHOCTUKM KapAHNOMHUOMATUM W HAPYIICHWH PHUTMA cepilla U TPOBEACHHS JICUCHUS
COTJIACHO COOTBETCTBYIOIIUM KIIMHUYECKUM peKoMeHaanusm [ 1, 4],

YpoBeHns yoeauteabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
KommenTapuu: npu neobxooumocmu, npu Hawuyuu NOKA3AHUL Ol UCCIEO008AHUS -
Xonmeposckozo MOHUMOPUPOBAHUSL CEPOEUHO20 pUMMA, U/UIU CYMOYHO20 MOHUMOPUPOBAHUSL
apmepuanvbHo20 0agleHus (Co2NacHo CoOMEemcmeyioWuM KIUHUYEeCKUM DPEeKOMEHOAuusmM no

HAapYyWeHUsAM pumma cepoya u/uiu apmepudaibHol SUnepmeH3uLL).

° PexomengoBaHO mnanMeHTaM C TMOATBEPKIACHHBIM JauarHosoM MMA  mnpoBeneHue
yabTpa3BykoBoro uccinenoanus (Y3UW) opraHoB OpromHoi monoctu U mnouek (YJIbTpa3ByKOBOE

HCCJIEIOBAaHUE OPraHOB OPIONIHON MOJIOCTU (KOMIUIEKCHOE), Y IbTPa3ByKOBOE HCCIEA0BaHNE TOYEK)
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0 IOKa3aHUSIM, B TOM YHCJI€ MPH OOJIIX B KMBOTEC, B CBSI3H C BO3MOXHOCTBHIO DPa3BHTHS
MaHKPEaTUTOB ¥ MopakeHus mouek [1, 4, 12, 13].
YpoBeHb yoenuTebHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeJILCTB — 3)

KommenTapuu: kxpamnocms nposedeHus onpeoensemcs uHOUSUOYaiIbHO.

. PexoMengoBaH mnamueHTaM ¢ MOJATBEPXKACHHBIM Auarnozom MMA OCMOTp Bpaua-
o(TarbMOJIOTa NMPU HATUMYUU MOJI03PEHUI HA MOPAKEHUE OpraHa 3pEHHUs, B TOM YHCIIE BOZMOKHOIO
pa3BUTHsI aTpOGHH 3PUTEIHHOIO HEpBa eKeroaHo mocie 6 net [1, 4].

YpoBennb yoenureabHOCTH pekoMeHaanuii C (YpoBeHb JOCTOBEPHOCTH 10KA3ATEIbCTB — )

. PexoMengoBaHo HaOIO/eHHWE TAIMEHTa C MOATBEPXKICHHBIM auarHozoM MMA mnocie
BBITIMCKYU U3 CTAI[IOHAPa B aMOYJIATOPHO-TIOTMKIIMHIYECKUX YCIOBUSX BPAuOM-TIeIHATPOM/BPadoM-
TEparneBTOM/BpauoM OOIIeld NpPaKTUKH (CEMEHHBIM BpayoM), BPauOM-HEBPOJIOTOM, BpavuOM-
JIMETOJIOrOM, C IEJIbI0 CBOCBPEMEHHON KOPPEKIIMU TEPAITUK IPU HeoOXxomumocTH [ 1].

YpoBeHb yoenurenbHocTH pekomenaanuii C (YypoBeHb J0CTOBEPHOCTH 0KA3aTeNbCTB — 5)

° PexomeHnaoBaHa KOHCYJbTAIlMs Bpada-TeHETHKA TNAIlMCHTaM C  TOJATBEPKICHHBIM
nrarHozoM MMA ¢ 1ieliblo Ha3HaYeHUsI U KOPPEKIIUU JUETOTEPAIiU, OCYIIECTBICHHSI KOHTPOJIS 32
e€ coOJII0ICHHEM; CEMbSIM, HMEIOIIUM POJCTBEHHUKOB ¢ MMA, /1151 IIJIaHUPOBAHUS JCTOPOIKICHHS
[1].

YpoBeHns yoeauteabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
KommenTapum: unmepsanst mexncoy 8UUMAMu 00INCHbL ONPEOeNsimbCs UHOUBUOVATILHO C YYemOoM
6o3pacma, msadcecmu  3a001e8anus, CMAOUILHOCMU O00OMeHa  68ewjecms U  CcoOn0eHUs

ouemomepanuu, HO He pedce 1 paza 6 200.

. PexomenaoBaH MynbTUANCUMILIMHAPHBIN TOIX0/ K HAOIIOACHHIO U JICUEHUIO MAIlUEHTOB C
MOJATBEPKJIEHHBIM JuarHo3oM MMA crneumanucraMu pas3HbIX Hpoduiei ¢ 1enbio o0ecredeHus
KOMIUIEKCHOW TepaIriK U CBOCBPEMEHHOM €€ KOPPEeKIMU PH HeoOxoauMocTH [1].

YpoBensb yoenureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — )
KommenTapuu: nayuenmol nabnrooaromes 6pavom-neouampom, 8paiom-mepanesmom, cemeHbim
8pauoMm, 8PAUOM-2EHEMUKOM, 8DAUOM-HEBPOIO2OM, 8PAUOM-OUEHONIO20M, 8paiom-

mpCZGMaI’}’ZO]ZOZOM-OpWIOne()OM, 6pallOM-SHOOKpMHOJZOZOM/Gpa'-tOM-aemCKMM 3HO0KpUHOﬂOZOM,
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8PAUOM-KAPOUOLO2OM/BPAUOM-0EMCKUM — KAPOUONIO20M,  8PAYOM-OQDMATbMON02OM,  BPAYOM-
CYPOONO2OM-OMOPUHONAPUHOTIO2OM, BPAYOM-CIHOMAMOL020M/BPAUOM-OEMCKUM  CIMOMAMOLO020M,
8PAYOM-2ACNPOIHMEPOLO2OM, BDAYOM-ANNEP2ONO2OM-UMMYHOJI020M, 8PaAvOM-
2eMamon02oM/8pavomM-0emcKUM 2eMamono2oM, 6pa4oOM-NCUXUampom, 6pavOM-peaduiumono2om,
MeOUYUHCKUM NCUXOTIO2OM, T1020NEOOM-0eDeKmMOoN02oM U OpYeUMU.

Esicecoono nayuenmor ¢ MMA Oondichbt npoxooumsv yenyoOaeHHY0 OUCHAHCepu3ayuo u
ocyujecmanams Heobxooumvle peaburumayuonusie meponpuamus (Lpunoscenuu A3.5).

Pooumenu oonocnel 6vims 00yuenvl npaguiam OpeaHu3aAyUU Mepanuu 8 MelCnpUCmynHbill
nepuoo u 6 nepuood yepo3vl Memaboauyeckoeo Kpusda. Y pebenka npu cebe 6cee0d OO0INCHA
HAXO00UmMbCsi NAMAMKA C YKA3AHUEM HEOMIONCHbIX MepOnpusimuil 6 Nepuod HAYUHAIOWE20Cs
MemadoauiecKo2o Kpusa

6. Opranu3anusi OKa3aHusi MeJUIMHCKONA OMOIIH
Heo6xoanmo npemycMoTpeTs HaOMIOACHNE W TOCHUTATH3AIMIO MAIIIEHTOB B MHOTOITPO(MUIIBHOE
JITY.
[Tokazanus 1151 TNIAHOBOM FOCIUTAIM3AIMHA B MEIUITUHCKYIO OPTaHU3aIHIO:

1. npoBeneHWe JMATHOCTHKH M JICYCHUS, TPEOYIOIIME MPOAODKUTEIBHOTO (JHEBHOE WIIH
KPYIJIOCYTOYHOE TIPeObIBAaHME) MEAWLIUHCKOTO HAONIOJCHUS W MOHHTOPUHTA KIMHHUKO-
1abopaTOPHBIX MOKa3aTeNeH;

2. HEOOXOJAWMOCTh TPOBEINCHHS pPA3IUYHBIX BHJOB OKCHEPTH3 WM OOCIeOBaHUS B
MEAWIIMHCKOW OpraHu3allii TMPU HEBO3MOXXHOCTH TIPOBEIACHHS WX B aMOylIaTOPHBIX
ycIoBUAX (B TOM yHcie oopMiIeHHe 3aKI0YeHus (peaepanbHOro KOHCUINYyMa/BpaueOHOMN
KOMUCCHH).

[Tokazanus 111 SKCTPEHHOM TOCTUTATN3AINNA B METUITMTHCKYIO OPTaHU3aIHIo:

1. ocTpeie yrpokaromue A KU3HU W Pa3BUTHS OCJIOXKHEHHH COCTOSHUA, TpeOyrolne
HEOTJIOKHOTO JICUEHUS, B TOM YHCIIE MHTEHCHBHON TEpamuu, a TaKkKe KPYIrIIOCYTOYHOTO
MEIUIIUTHCKOTO HAOIFOICHUS M TTPOBEICHUS CIIEUAILHBIX BHIOB 00CIIEIOBAHUS U JICUCHHUSL.

[Toka3aHus K BBINMKHCKE MAIIMEHTA U3 MEAUIIMHCKOW OpTaHU3aIliH:
1. oTcyrcTBHE Yrpo3bl IJs KH3HU TMAIMEHTa W YrPO3bl Pa3BUTHS OCIOXKHEHHH, TPeOYOMIMX

HCOTJIOKHOTO JICUCHUA ITPHU 3aBCPHICHUC TUATHOCTUUCCKUX MCpOHpHHTHﬁ.
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2. crabwim3amusi  COCTOSSHMSI M OCHOBHBIX  KJIMHHUKO-TA0OpPAaTOPHBIX  TMOKa3aresei
MATOJIOTUYECKOTO0  TpOIlecca, OTCYTCTBHE  HEOOXOJUMOCTH B MPOJOJKUTEIHHOM
MEAMIIMHCKOM HAOIIOICHUH (JIHEBHOE WU KPYTIIOCYTOYHOE MPeObIBAaHUE);

3. BBIIOJIHEH IUIaH OOCIICZIOBAaHUS W JICYCHHS T[MAlMCHTA, JaHbl PEKOMEHJAIWH IO
JabHEHIIEMy HaOJIIOICHUIO U JICUCHHIO.

4. HeoOXOAMMOCTH IEepeBO/ia MAMEHTa B JPYroe MEIUIIMHCKOE YUPEKICHUE WIN YUPESIKICHUE
COIMATILHOTO 00ECTICUCHHUS.

6.2 IIpuHUHILI OPraHU3ANMY MEIUIMHCKOW MOMOIIM nanearam ¢ MA

Ilocmanosxa ouaznoza MMA cmaeum mHO20 60npocos neped poOOCMEEHHUKAMU Nayuenma

U neped cneyuarucmamu, pabomanowumy ¢ maxumu nayuenmamu. MuocouucieHuvie npoo.iemsl,

B03HUKAIOWUE NPU OOHAPYICEHUU U pas3eumuu 3a00neeanus, mpedyrom cpamomHou Op2aHu3ayuu

npoyecca OKA3AHUSL MEOUYUHCKOU NOMOWU NpU y4acmuu MydTbmUOUCYUNTUHAPHOU KOMAHObI

CReyuanucmos u cooa00eHUss OCHOBHbLIX NPUHYUNOB U NOOX0O08 K ee OKA3AHUIO.

Jlannvie npunyunvl O00JNCHLL COOIOOAMBCA HA AHOOOM 3mane OKA3AHUSL MeOUYUHCKOLU

HOMOWU, KAK 8 MOMEHm NOCMAHO8KY OUACHO3d, MAK U HA J1000M dmane Haba00eHuss nayueHmad.

1) TlanmeHT ¥ ero mpeaCTaBUTEIH JOJDKHBI IMOJyYaTh MOJIHYI0 HH(POPMAIIHIO O 3a00JIEBAaHHH, €TO
TEUEHUH, IATOT€HE3€e, MPOTHO3aX, OCIIOAKHEHUAX U METOJaX BO3MOXKHOM TepaIuu.

2) JlmarHo3 MMA mnoapa3syMeBaeT BO3MOKHOCTh OKa3aHHUS MEPBUYHON, CICIUATM3UPOBAHHOW H
MaJJIMaTUBHOM IMOMOIIM Ha BCEX 3Tanax 3a00JIeBaHHUs.

3) Ilpu mnocranoBke guarHoza MMA, cembs J0DKHA OBITh HAmpaBlieHa K CIHCIUAIUCTY,
HUMEIOIIEMY OMBIT PadOoTHI ¢ manueHTaMu ¢ MMA, o6nagaromiero CoBpeMeHHON HHpopMaIueit o
TEYeHHH 3a00JE€BaHUS W BO3MOXKHOCTH YUYacTUs B KIMHUYECKHX HCHBITAHUAX (HOBBIX
JIEKApPCTBEHHBIX TMPEMapaTOB W/WJIM TEXHUYECKUX YCTPONCTB). Takke BaKHBIM SBISETCA
MH(OPMHUPOBAHHE CEMEH O CYLIECTBYIOIIMX OOIIECTBEHHBIX OpraHM3alMsIX, padoTaromMx C
3TOM I'PYIIION MAlMEHTOB.

4) K uabmoneHuio 3a marueHToM ¢ MMA nomkHa ObITh TPUBJICYEHA MYJIbTHIMCIHILTMHAPHAS
KOMAaH/la CHEIUAJIMCTOB B COCTaBE: Bpada-liequarpa, Bpada-TepareBTa, CEMEHHOIo Bpaya,
Bpaya-T€HETHKa, Bpadya-HEBPOJIOra, Bpaya-IHeTosIora, Bpada-TpaBMaToJOra-opToleaa, Bpada-
9HJAOKPUHOJIOTa/Bpava-AeTCKOTO SHJOKPHUHOJIOTA, Bpayva-KapAHOJora/Bpada-1eTcKoro
KapauoJiora, Bpada-oTaIbMOIIOra, Bpaya-cyp0JI0ra-0TOPUHOIAPUHT0JIOra, Bpaya-
CTOMAToJIOra/Bpavya-JeTCKOr0 CTOMATojora, Bpada-racTpO3HTEpOJIora, Bpada-ajuieproyora-
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MMMYHOJIOTa, Bpada-reMaTojiora/Bpada-JIeTCKoro remMaTojiora, Bpada-TICHXHaTpa, Bpada-

peabunuTonora, MEIUIMHCKOTO TICMXOJora, Joromena-aedekronora u apyrux. J[pyrue

CHETHAIMCTHI JOJHKHBI IPUBIIEKATHCS IO MEPE BOSHUKHOBEHHUS CIIEIIU(UICCKUX MTPOOIIEM.
KomMmenTapuu: B xpye obOs3anHocmell 6paua-eenemuxa 6xooum o00ciedo8anue u noCmaHosKd
ouasHo3a, uH@opmMuposanue cemvu 0 3a001e8aHUU, COCMABIEHUE NIAHA MHO2ONPOPUILHO20
HabnwO0eHus, HabmooeHue 3a NAYUEHMOM, OYEHKA OUHAMUKU U CHeNneHb NpocpecCUupo8anus

3a001e8aHUsI NPU Pe2YIAPHBIX OCMOMPAX, HAZHAYEHUe NOO0ePHCUBAIOWel Mepaniu.

7. JonmosHuTebHAsE MHPopManus (B TOM 4YucjIe (PAKTOPbI, BJAUAIOIINE HA UCXO0/

3200J1eBAHUA UJIM COCTOSTHHUA)

HpOFHOB COCTOSIHUA W YPOBHSA ICUXHUYCCKOI'O pPAa3BUTUA ITAIUCHTA 3aBUCUT OT TAKCECTU
3a6OJIeBaHI/I$I, HaJIn4us I/IHCYJ'ILTOHOI[O6HBIX COCTOHHHﬁ, BOBJICUEHHS B ITATOJIOTHYECKHI mpouecc
BHYTPEHHUX OpraHoB (MOYKH, cepAle, IOKEIyJouHas >Kele3a), a TaKKe CpOKOB Hayaia
CHEUAIM3UPOBAHHON Tepanmuu M KadecTBa JIEYEHHs, CHOCOOHOIO MpeaynpeauTh HTPUCTYIIbI

META00INYECKOH JCKOMIICHCALINHU.

KpnTepml OLICHKHU KaYecTBa MeIll/Il_[I/IHCKOﬁ nomMoIm

Ne Kpurepun kayecra OueHka BLINOJHEHUSA

1. | BeimonHeHo onpeeneHne ypoBHs aMUHOKHUCIIOT U JA/HET
OpPraHUYECKUX KHUCIOT B CBIBOPOTKE KPOBHU
(mponmonmnkapautrHa (C3), cBOOOIHOTO KapHUTHHA
(CO) (UccnenoBanue ypoBHs cBOOOAHOTO L-KapHUTHHA
METOJIOM TaHJIEMHON Macc-CIIEKTPOMETPHUH B KPOBH),
[JIMIMHA B KPOBU; KOJMYECTBEHHOTO OTPECICHUS 3-
METHJIMAJIOHOBOM, METHJLTMMOHHOM, 3-THIPOKCH-N-
BajiepraHoBOi kucnoT B Moue (Kommeke
WCCIEAOBAaHUM I TUAarHOCTUKU OPraHUYEeCKUX
aIaypuii)) U MaTOJOTUYECKUX METa0OJIUTOB B MOUE
(KommiekcHoe omnpenieneHre coep KaHus
OpraHUYeCcKUX KUCIOT B Moue, KomrmiekcHoe
ompe/ielIeHue KOHIIEHTPAI[U Ha aMUHOKHCIIOTHI U
AIMIIKAapHUTHHBI B KpoBHU, KOMIIIIEKCHOE ompeeneHne

KOHIOCHTpAallMUM HA aMUHOKHCJIOTBI U allUJIKAPHUTUHEBI B
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KpOBHM METOJOM TaHJIEMHOI Macc-CEKTPOMETPHUH) TPU
YCTaHOBJICHUH JIMAarHO3a U Jajiee He pexke | pa3 B roj

[IpoBeneH MONEKYIAPHO-TEHETUYECKUNA aHAIU3 IIPU JA/HET
IIOCTAHOBKE TMarHo3a

[IpoBeneHa KOHCyIbTaLMs Bpaya- TEHETHKA IIPU JA/HET
IIOCTAHOBKE TMarHo3a

Ha3nauena nuerorepanus npu yCTaHOBIEHHOM JA/HET
nuarHoze MMA, nanee KOHTpoJib He pexke | pasza B roj

Ha3naueno nedeHnue #71€BOKapHUTUHOM IIPU HATUYUU JA/HET
MEIUIUHCKUX MOKa3aHUN U OTCYTCTBUH

MIPOTUBONOKA3aHUI

BrInonHeHbl MEPOIPUATHS 110 KOPPEKLIUU JA/HET

IMETOTEepanyy U IPOBEICHUIO HHTCHCUBHOM Teparnuu
P META0OIMYECKOM KPH3€e
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IIpunoxenue Al. CocraB paGoueil rpynmnsl o pa3padoTke U nepecMoTpy

KJIMHUYECKHUX PeKOMEeH1aluil

baraesa Magiena DJHBepoBHa - K.M.H., CTapliMid Hay4dHbId COTPYIAHUK OTICICHUSA
MeUATPUUECKON racTposHTeposioruu, remnarojorud u aueronoruu Knunauku GT'BYH "OUIL]L

[IUTAaHUA ¥ OMOTEXHOJI0ruu"

BaijinakoBa I'anmna BukropoBHa - K.0.H., BeAylIMi HaydHBIH COTPYAHUK JabopaTopuu
HacJeACTBEHHBIX Oosyie3Hel oomMena DPI'BHY "Menuko-reHeTHYECKHid HAay4YHBIA LEHTP HUM.

akagemuka H.I1.boukoBa", uieH Pocculickoro o0uecTsa MeIUIIMHCKUX T€HETHKOB.

BapanoB Ajnekcanap AjiekcanapoBuu - akaja. PAH, npodeccop, 1.M.H.; TOYETHBINA TPE3UACHT
Coro3a nenuarpoB Poccun, coBetHuk pykooautenss HUU nmenmatpum m oxpasbl 340pOBbs
nereit LUKb PAH, npodeccop kadeapsl neauarpum u jerckoil pesmartosorun OPI'AOY
«[IepBbiit MI'MY um. U.M. CeuenoBa» MunzapaBa Poccuu (CeueHOBCKUII YHUBEPCHTET),

TJIaBHBIM BHEIITATHBIA cienuanucT neauatp Munsapasa Poccuun

BbopoBuk Tarbsina DayapaoBHa - 1.M.H., ipodeccop, 3aBenymolas jJadboparopuei MUTaHUS
3p0poBoro u OosibHOro pedenka PI'AY «HarmoHabHBIA MEIUIIMHCKUAN HMCCIIEI0BATEIbCKUAN

LEHTp 3/I0pOBbs JieTei» Munzapasa Poccuu, dien Accoruanuy METUIIMHCKUX TeHETHKOB.

Bymyesa Tarbsina BaagmmupoBHa - 1MH., OPIAY «HaumoHanbHbII MEIULMHCKUN
UCCIIEIOBATEIbCKANA LIEHTp 310pOBbs JeTeil» MunsnpaBa Poccum, unen Accouumanuu
MEAMIMHCKUX T€HETHUKOB.

Bamaxkman3ze Haro »xym0epoBHa - 1.M.H., pyKOBOJUTENb OTAETIa OppaHHBIX OOJE3HEH U
npodMIaKTUKN WHBANUAM3UpYomux 3abonesanuniit HUU nenmaTtpum u oxpaHsl 340pOBbs JeTel
LIKb PAH mpodeccop kadenpsl ¢GakyabTeTCKONH NeIUaTpUu MeIuaTpuueckoro (axysiabTera
OI'bOY BO «PHUMY um. H.U. Iluporosa» Munsnpasa Poccun.

Bumnésa Esena AsiekcaHapoBHA - J.M.H., 3aMectutens pykoBoautenss HUM neguarpun n
oxpanbl 310poBbs neteil LIKb PAH MunoOpHayku no HayuHOU pabote, mpodeccop kadeapsl
¢baxkynbTeTcKOil nenuaTpun nenuarpudeckoro ¢axyiabrera PI'bOY BO «PHUMY um. H.U.

ITuporosa» Munsapasa Poccuu, wiien Coro3a neguarpos Poccun
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I'no6a Oxcana BasepbeBHa - kK.M.H., Bpau-HeBpoJsior @I'AY " HanuoHanbHbI MEAUIIMHCKUN
UCCJIEIOBATENbCKUN LIEHTp 310poBbs nered" MunzgpaBa Poccuu, unen Accouuarnuu
MEOULMHCKUX I'eHETUKOB.

JertsipeBa AHHa BiagumupoBHa - 1.M.H., ipodeccop, Bpad BEICIIEH KaTerOpUH, 3aBEAYIOIIas
otaenom neauarpuu, ®I'bY «HMMUIL] akymiepcTBa, THHEKOJIOTUM U MEPUHATOJIOTUU UM. AK.
B.A. KynakoBa»

Kypxosa Haranbsa BsiyeciaBoBHA - K.M.H., BeAylui HaydHbiil cotpyaHuk HUW nenuarpun
u oxpansl 370poBbs aeret LIKb PAH, unen Coro3a neauarpoB Poccum, uien Accouuaruu
MEIUIIMHCKUX reHeTUKOB (AMI')

3apyounna Bepa BuaaamMupoBHa — Bpay-TEHETUK MEIUKO-TEHETHYECKOTO OTIEICHUS
Mopo3zosckoit AI'Kb [I3M

3axapoBa Exarepuna IOpbeBHa - 1.M.H., 3aBeayromas jgabopaTopueld HaCJEICTBEHHBIX
Oonesneit obmeHa OIBHY "Menuko-reHeTUYeCKU HAy4HBIH LIEHTP WM. aKaJeMHKa
H.IT.boukoBa", unen Poccuiickoro oOImiecTBa MEAUIIMHCKUX TCHETHKOB, YICH €BPOICHCKOTO
o0miecTBa 1Mo U3y4eHUIO HACIICICTBEHHBIX Oosie3Hel oOMena BemecTB (SSIEM).

Kperop Buaagumup BaaguMupoBu4 — Bpau-peaHUMATOJIOr OTICICHHUS peaHUMalud |
nHTeHcuBHOM Tepanuu PI'AY "HarumonanbHbli MEIUIIMHCKUN HCCIEAOBATEIbCKUNM LIEHTP
310poBbs AeTel" Munzapasa Poccun.

KysenkoBa JIroamuina MuxaiJioBHA - J.M.H., HAHAJIBHUK LEHTPA JETCKON IICUXOHEBPOJIOTUH,
3aBENYIONIAs OT/ACJIICHUEM IICUXOHEBPOJOTMM M TcUXxocomaThyeckoil mnartosnorun DOI'AY
"HaunoHanbHbII MEIMUMHCKUN MCCIIEOBATENbCKUM WLEHTP 310poBbs aered”" MuH3apasa
Poccun, unmen Acconuanuy MEAULMHCKHAX TCHETUKOB.

KyueB Cepreii HBanoBuu - un.-kopp. PAH, nm.u., aupekrop ®PI'BHY "Menuko-

"

TEHETHYECKU Hay4yHbld 1eHTp uM. akanemuka H.IL.boukoBa ", Ilpe3unment Accoumanuu

MEAUIMHCKUX TeHeTUKOB (AMI).

JlapoBa Auiia EBrenbeBHa - J.M.H., IJIaBHBbIM HAay4yHbI COTPYIHMK, Bpad BbICIIEH
KBaIM(UKAIIMOHHOW KaTeropuun 1o cnenuanbHocTH  “Tlenmatpuss”, 3aBeayromas 2-m
neauatpuueckuM otaenenuem, ®I'bOY BO «lIpuBomkckuil ncciaeaoBaTeIbCKui METUIIMHCKUI

yHusepcure» M3 PO
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MaprueBa Tea BajiukoeBHa — K.M.H., TJIaBHbIM CHEIUATUCT METOOUYECKOTO IIEHTpa
akkpequrtanmu crneunanucroB PI'AOY BO «llepsbiit MIMVY um.MI.M.Ceuenosa» Munzapasa

Poccun (CeuenoBckuii YHUBEpCUTET), Bpad-Hedposor, wieH Coro3a nexuatpos Poccun

MuxaiiiioBa CBersiana BurajabeBHa - 1.M.H., 3aBeaytomas orneneaueM OI'BY «Pocculickas

Herckas Knunuueckas bonpaumay M3 PO,

Ha3zapenko Jlrogmuaa IaBaoBHa - npodeccop, 1.M.H., 3aMECTUTEIb JUPEKTOPA MO HAYYHOH H
ne4yeOHol paboTe, pyKOBOJIUTENb JabopaTopuu HacaeacTBeHHOM naTonorun HUW MenunimHCKO#M

renetuku, Tomckoro HUMII PAH, unen Acconuanuy MeTMIIMHCKUX TeHETUKOB (AMI).

Hama3oBa-bapanoBa Jleiinia CeiimypoBHa - akan. PAH, nmpodeccop, n.M.H., Tpe3uIeHT
Coroza neguarpoB Poccuu; mact-npesunaent EPA/UNEPSA; pykoBonutens HUW nenuatpun u
oxpanbl 310poBbs gereid LIKb PAH, 3aBenytomas kadenpoir QaxyibTeTCKON mNeauaTpuu
neauarpudeckoro ¢akyinerera ®I'bOY BO «PHUMY wum. H.U. IluporoBa» Mun3znpasa
Poccun, riaBHBIA BHEIUITATHBIM JAETCKUN CIEHMATUCT MO NPOPUIAKTHYECKOH MEIUIMHE

Munzapasa Poccumn

HuxosaeBa ExarepmHa AJjleKCaHAPOBHA — J.M.H., PyKOBOJUTENb OTAENAa KIMHUYECKOH
reHetuku OCII «HayuHo-uccnenoBaTenbCKuil KIMHUYECKUW HHCTUTYT MEIUaTpUU HMEHU

akagemuka IO.E.Benptumesay ®I'AOY BO PHUMY wumenn H.M.[luporosa, unen

Poccuiickoro O6H.[CCTBa MCIUIMHCKHUX I'CHCTUKOB, YJICH ACCOL[I/IaI_II/II/I MCIUIIMHCKHUX I'CHCTUKOB

IHeyarnukoBa Haraabs JleoHMIOBHA - Bpauy-HEBPOJIOT, 3aBEAYIOLIUNM  OTIEICHUEM,
Mopo3zogckas JI'Kb JI3M

IIymxkoB Asekcanap AJiekceeBHY — K.M.H., BEAYIIHI Hay4YHbII COTPYAHUK JJabOpaTOPUHU
MOJIEKYJIIPHOM TeHETUKU U MeauuHCKor reHoMuKd PI'AY "HauuroHanbHbIi MeAUIITHCKUNA
MCCJIEeI0BATENbCKUI EHTP 340pOBba AeTel" Mun3apasa Poccun, unen Accoruanuu
MEIUITUHCKHUX T€HETHKOB.

Pennna Ceersiana AdanacbeBHa — K.M.H., Bpau-reHeTuk ®I'BHY "Menuko-renernuyecknii

n

Hay4HBIH 1IeHTp uM. akagemuka H.I1.bouxoma ", wien Poccuiickoro oOmiecTBa MEIUITTHCKUX

T'CHCTUKOB, YJICH Accounam/m MCIUIMHCKHUX I'CHCTHUKOB.
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CaBoctbsinoB Kupuiia BukropoBuy — 1.6.H., HavanpHUK LleHTpa hyHIaMEHTATBHBIX
ucciaenoBanuii B neaunatpun OI'AY "HauroHnanbHbIil MEAUIIMHCKUM HCCIE0BATEIILCKUN LIEHTP
310poBbs Aeteit" Munzapasa Poccun, uien Accouuaiy MEAUIIMHCKUX TeHETHKOB.
CenumssinoBa JInsins PodepTroBHa - K.M.H., Benymuid HayuHslii corpynnuk HUW neguarpuu u
oxpanbl 3mopoBbsi neredi [IKb PAH MuHnucrepcTBa HaykM W BBICIIETO 0Opa3OBaHHS
Poccutickoit denepanuu, nONeHT Kadeapbl MeauaTpud U AeTcKod peBmaronorun OI'AOY
«IIepBbiit MI'MY um. U.M. CeuenoBa» MunzapaBa Poccun (CeueHOBCKMII YHUBEPCHUTET),
JoueHT Kadeapsl (akynbTeTcKol meauatpum mneauarpuueckoro (akynprera @I'BOY BO
«PHUMY um. H.U. ITuporosa» Munzapasa Poccun, unen Corosa neguatpoB Poccun
CMmupnoBa Ouibra SIkoBjieBHA — Bpau-T€HETHK, CTAPIINKA HAYYHBIA COTPYAHUK OT/AEIa
CTaHIAPTHU3ALMH U U3YYEHHUS] OCHOB J0Ka3zaTenbHON MeauuuHabl HUW nepuatpuum n oXpansl
3nopoBbsi aeteit HIKb PAH MunucrepcTBa Hayku U Beiciero oopasosanus Poccuiickoit
®enepaunn, wieH Coro3a nenuarpoB Poccun, wieH Acconuanud MEIULIUHCKUX T€HETUKOB
CrpokoBa Tarbsina BukTopoBHa - 1.M.H., podeccop PAH, 3aBenyromas otnenenuem
MeUATPUIECKON racTpOIHTEPOIIOTHH, renatoyioruu u nueronoruu Knuunku GI'BYH "OULL
MUTaHUS U OMOTEXHOJIOTUN"

Cyxanosa Hartesia Baxranrosna - PykoBoauTellb aHUPUANNHOIO LIEHTPA, HAyYHBIN
corpynuuk HUUW neauarpun u oxpansl 310poBes aereit LIKb PAH, Bpau odransmornor, yieHn
accouuanuu aerckux odraabmonoros Poccuiickoit ®enepaunu, wieH Coro3a neauaTpos

Poccun

Tenaes Pycrom ®@apuaoBuy — 1.M.H., 3aBEAYIOIINI OTACICHUEM PEAHUMALUU U UHTEHCUBHOU
tepanuu OI'AY "HaumoHanbHbI MEOUIIMHCKUA HCCIENOBATENbCKUNA LEHTP 310pOBbs JeTen"”
MunsnpaBa Poccun, mpodeccop kadenpsl meauatpum M JeTckoit pesmaronorun Gr'AOY

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

®ucenko Amnapeii IlerpoBuu — a.M.H., mpodeccop, 3acmyxeHHBbI Bpau Poccuiickoit
O®enepanun, nupektop DOI'AY "HaumoHanbHbII MEIMUIMHCKUNA HCCIEIOBATENbCKUM LIEHTP

310poBba Aetei" Munsapasa Poccun

IIpencraBuresn 001IECTBEHHBIX MAMEHTCKUX OPraHU3ALMIA:
IMorocsin Hennu CepreeBHa — mnpezacraBuTens Bcepoccuiickoro oOmiectBa opQaHHBIX

3a0osieBaHNil
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ABTOpBI TOATBEPKIAIOT OTCYTCTBHE (PMHAHCOBOW MOIEPIKKH/KOH(IMKTa HHTEPECOB, KOTOPBIN
HE0OXO0AMMO 0OHAPOIOBATh.
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IIpunoxenue A2. MeTonoJi0rus pa3spadoTKi KJIMHHYECKHUX PEKOMEH A i

Hacrosimue  pekoMeHpamwu  TMpeIHA3HAYEHBI  JUII  MPUMEHEHHUS  MEAUIIMHCKUMU
OpraHM3alUsIMH U YUPEKICHUSAMH (pellepalbHbIX, TEPPUTOPUATBHBIX U MYHUIIMIAIBHBIX OPraHOB
yIpaBiIeHUS 3PaBOOXPAHEHHEM, CHCTEM O0O0s3aTeIbHOTO M J10OPOBOJIBHOTO MEIUIIMHCKOTO
CTPaxOBaHMsI, APYTUMU MEIUIIMHCKHUMH OPTaHHM3AIMSIMHU Pa3IMYHBIX OPTaHU3aIHOHHO-TIPABOBBIX
dbopM AeSITeNT HOCTH, HAPABICHHON HA OKa3aHHE MEIUITMHCKOM TOMOIITH.

Hacrosmue pekoMeHIanuu ycTaHABIMBAIOT BHJbI, O0bEM M MHIUKATOPHI KayecTBa
MEAMIIMHCKOW MTOMOIIH MalieHTaM MPU METHIIMaJIOHOBOM alluJIEMHH.

KnuHandeckne pekoMeHmaluy CO3MaHbl Ha OCHOBaHMH 0030pa smreparypbl 1990-2020 rr.
Medline (Pubmed version), Embase (Dialog version) u Cochrane Library databases, Orphanet u
OMIM, a taxke MexayHapOAHBIX KIMHUYECKUX PEKOMEHAALUN MO JUArHOCTHKE, JICYCHUIO U
BEJICHUIO OOJIBHBIX ¢ METAOOJIUYECKUMH OOJIC3HIMH.

beutm  MCTHONB30BaHBI MHTEPHET-NAHHBIC, TPEACTABICHHBIC HAa MEXKIYHAPOIHBIX U
HAI[MOHAJBHBIX CalTax OOINEeCTB peIKuX OoJe3HeH M OOIIeCTBEHHBIX opranm3anwii. [ryOnHa
MOKCKA COCTaBIIsIa 5 JIeT.

OneHka ypoBHSI yOeIUTEIbHOCTH PEKOMEHJIAIUN U YPOBHS JOCTOBEPHOCTHU JI0KA3aTEIbCTB
NPUMCHCHUS MEIWIIMHCKUX TEXHOJOTUH TIPOBOJIMIACH B COOTBETCTBHU C YHH(PHUIIMPOBAHHOU

IKAJION, TIPUBEICHHON B Tabmmax 1-3.

HeneBast aynuTOPHUsA JAHHBIX KIMHHUYECKHUX PEKOMEHIALMIi:
° Bpauun-neauarpsr,
° Bpa4M OOIEH MPaKTUKH (CEeMeiHbIe Bpadn);
° Bpa4yu-TEpaIeBTHI,
° Bpa4u-T€HETUKU;
o Bpa4yu-IHETOJIOTH;
o Bpa4M-TacTPOIHTEPOJIOTH;
o BpaYM-aJIJIEProJIOrH-UMMYHOJIOT H;
° Bpa4u-TPaBMaTOJIOTH-OPTOIIE/bI;
° BpauM-3HI0KPHHOJIOTH/Bpauyu-IETCKHE YHTOKPUHOJIOTH;

[ ] Bpaun-HCBPOJIOTH,
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° Bpa4YH-TICUXHATPHI,

° Bpa4yM-KapAHOJIOTH/IETCKUE KapAHOJIOTH;

° BpadM-CTOMATOJIOTH/BPAYH-/IETCKAE CTOMATOJIOTH;
° BpaYM-aHECTE3UOJIOTU-PEAHUMATOJIOT U

° BpauM-HEOHATOJIOTH;

° Bpayu-HEPPOJIOTH;

° BpadM- YpOJOTH/BPAUn-IAETCKUE YPOJIOTH-aHIPOJIOTH;
° BpayM JIabOpaTOPHOM I€HETHKH;

° MCOULMHCKUE IICUXO0JIOTH,

) NeeKTOIOTH;

° CTyZIeHTHI MeauIuHCKIX BY30B;

° oOyuaroruecs: B OpANHATYPE;

® 06yqaloumec;1 B aCIIUPAHTYPC.

Tabmuua 1.1lIkana onenku ypoBHEH noctoBepHOcTH aokazarenbctB (Y) mist meromos

JUAarHOCTUKHU (I[I/IaFHOCTI/I‘IeCKI/IX BMGHIaTeJ'II)CTB)

YA PactmdpoBka

1 Cucrematudeckrie 0030pbl HCCIEAOBAHUN C KOHTpOJeM pedepeHCHBIM METOJIOM HIIU
CUCTEMAaTUYECKUH 0030p paHJAOMU3HUPOBAHHBIX KIMHUYECKUX HCCIEJOBaHUM C
IPUMEHEHUEM MeTa-aHajan3a

2 OtnenpHBIE HMCCIENOBAHUS C KOHTPOJIEM pPEPEPEHCHBIM METOJIOM WM OTIEIbHBIC
PaHIOMU3HUPOBAHHBIE KIMHUYECKHUE HCCIEOBAaHUS M CHUCTEMaTHYecKue 0030pbI
HCCIIETOBAaHMM JTI000TO0 Ju3aiiHa, 3a UCKIIOYEHHEM PaHJIOMU3UPOBAHHBIX KITMHUYECKHX
UCCJIEeI0BAHMI, C IPUMEHEHHEM MeTa-aHalln3a

3 I/ICCJ'IGI[OBaHI/ISI 0e3 IMOCJICAOBATCIIBHOTO KOHTPOJIA pe(l)epeHCHBIM MCTOJOM HJIU
HCCiIcaoBaHus C pe(l)epeHCHI)IM METOJAO0M, HE MABIAIOINIMMCA HCE3aBUCHUMBIM OT
HCCIICAYEMOTI'0 METOJa HMJIM HCPAHAOMHU3UPOBAHHBIC CPABHUTCIILHBIC MCCIICAOBAHUA, B
TOM YHUCJIC KOT'OPTHBIC UCCIICAOBAHUA

4 HeCpaBHI/ITeHBHHC HCCJIICAOBAHUS, OITMCAHUC KIIMHUYCCKOTO ClIydas

5 HNmeeTcs auiibs 000CHOBAaHHE MEXaHU3Ma JIENCTBUS 1M MHEHHE OKCIICPTOB

Tabmuma 2. Illkana omeHkrn ypoBHEH JOCTOBEpHOCTH aokazatenbcTB (Y//[) mans meromos
npoUIaKTUKY, JIEYeHUs U peaduiauTaiuu (MpoQHIaKTUYECKUX, JeUeOHbIX, PeadMIUTAlnOHHBIX
BMEIIIATENILCTB)

50



Y PacmmgpoBka

1 Cucremarnueckuii 0630p PKU ¢ npumeneHnem meTta-aHanmu3a

2 | Ortnenbabie PKU m cucrematudeckne 0030pbI UCCIIEOBaHHN JTIOOOTO Au3aiiHa, 3a
uckmouenneM PKU, ¢ npumenenuem mera-aHainsa

3 HepaH,HOMI/I3I/Ip0BaHHBIe CPaBHUTCIIBHBIC UCCIICAOBAHMS, B T.4. KOTOPTHBIC UCCIICAOBAaHNA

4 HGCpaBHI/ITeJIBHbIe HCCIICAO0BaHUs, ONMMMCAHUC KIIMHUYCCKOro Cliy4das HWJIM CCPUU CIIy4acB,
HCCICOOBAHUA <(CJ'Iy‘I3ﬁ-KOHTpOJ'IB»

5 | Umeercs numb 00OCHOBaHHWE MEXaHHW3Ma JICUCTBUS BMENIATENHCTBA (JIOKIUHUYCCKHE
VCCJIETOBAHMs) UM MHEHHE DKCIIEPTOB

Tabnuua 3. [lkana onenku ypoBHeW yOenuTeabHOCTH pekoMeHnauuid(YVYP) nns meronos
npoHIAKTUKH, JUATHOCTHKH, JICYEHUS U peadmauTanuu (IpoQpriIaKTHIECKUX, TUAarHOCTUYECKUX,

JIe4eOHBIX, peaOMITUTAIIMIOHHBIX BMEIIATCIIBCTR)

YVP PacimmgpoBka

A CunpHast pekoMeHganus (Bce paccMmarpuBaeMmble KpuTepuud 3(G(HEKTUBHOCTH
(ucxonpl) ABISAIOTCS BAXKHBIMM, BCE UCCIIEJOBaHUS MMEIOT BBICOKOE WIIU
YIOBJIETBOPUTEIBHOE  METOJOJIOTMYECKOE  KayecTBO, WX  BBIBOABI IO
MHTEPECYIOIINM UCXO0IaM SIBJISIFOTCS] COITIACOBAHHBIMU )

B VYcnoBHas pekoMmeHaalus (He BCe paccMaTpuBaeMble Kpurepuu 3¢h(eKTHBHOCTH
(MCXOmBl) SIBISIOTCS BaXXHBIMHU, HE BCE HCCIEIOBAaHUS HMMEIOT BBICOKOE WIIH
YIOBJIETBOPUTEILHOE METOAOJOTHYECKOEe KayeCTBO W/WIM HX BBIBOJBI IO
WHTEPECYIOIINM HCXOJaM HE SIBJISIFOTCS COTJIACOBAHHBIMH )

C Crnabast pekoMeHaanus (OTCYTCTBUE TOKA3aTEIbCTB HAJICKAIIETO KadecTBa (BCe
paccMaTpuBaeMble KpUTEPUU IPPEKTUBHOCTH (UCXOJbI) SBISIOTCS HEBAKHBIMH,
BCE MCCIICIOBAHUS UMEIOT HU3KOE METOJOJIOTHIECKOE KAYeCTBO M MX BBIBOJIBI 11O
WHTEPECYIONINM UCX0JIaM He SBJISIOTCS] COTTIACOBAHHBIMMU )

[Topsimox 0OHOBNIECHUS KIIMHUYECKUX PEKOMEHJalUi.

Mexanu3sm  OOHOBJIEHHS ~ KJIMHHUYECKUX  PEKOMEHJALMA  MpeaycMaTpuBaeT  UX
CHUCTEMAaTUYECKYI0 aKTyaJIM3alHI0 — HE peXe 4eM OJWH pa3 B TPHU I'0Ja, a TAKXKE IPHU MOSBICHUU
HOBBIX [JA@HHBIX C IO3ULHUH JOKAa3aTe€IbHOM MEAMIMHBI 10 BOIPOCAaM AUArHOCTUKH, JIEYEHUS,
npopWIaKTUKM W peaOWIMTalMM  KOHKPETHBIX  3a0osieBaHUIl, HaaMuuu  0OOCHOBaHHBIX

JIOTIOJTHEHU/3aMeuaHuil K panee yrBepk1€HHBIM KP, Ho He yaie 1 pa3a B 6 Mecs1eB.
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IIpunoxenue A3. CnpaBo4Hbie MaTEePHAJIbl, BKJIYAas COOTBETCTBHE MOKA3AHUI
K TPUMEHEHHMI0 M INPOTHBOINOKA3aHUH, CHOCO00B NPUMEHEHHUS H 103
JIEKAPCTBEHHBIX NpPenaparoB, MHCTPYKUUHM IO NPUMEHEHHIO JIEKAPCTBEHHOIO

npemnapara

1. IIpukaz Munzapascornpa3zputus PO Ne 185 or 22.03.2006 roga «O maccoBoM
o0cIieZI0BaHUM HOBOPOXKICHHBIX JIeTel Ha HACIIEACTBEHHBIE 3a00I€BaHU»,

2. [Tpuka3 MuHucTepcTBa 31paBOOXpPAHEHHUS] M COLMAIBbHOTO pa3BuTus PO ot 16
anpenst 2012 r. N 3661 "O06 yrepxaenuu [lopsika okazaHus neaAuaTpuaeckonr momMomu"

3. [Tpuxa3z Munuctepcrsa 31paBooxpanenusi PO "O06 yrsepxaenuu [lopsinka okazaHus
MEAMIMHCKON MOMOIIU OOJIBHBIM C BPOXACHHBIMU U (MJIM) HACJIEICTBEHHBIMU 3a00€BaHUSAMU" OT
15 Hos16ps1 2012 1. N 9171

4, [Tocranosnenue IlpaButenbctBa Poccuiickoit @enepaunun ot 9 anpens 2015 roxa
Ne333 «O6 yrBepxkaenun [IpaBun dopmupoBaHus MepedHs CHEIUAIU3UPOBAHHBIX IMPOIYKTOB
Je4eOHOro MUTAHUS AJIs AeTeH-UHBAINU]IOBY

S. [Tpuxa3 MunucrepcrBa 3apaBooxpaHeHust Poccuiickoit ®enepauun ot 14 sHBaps
2019 r. N 41 «O0 yTBepkACHUU TOpPSAKA HA3HAYCHHS JIEKApPCTBEHHBIX MpenaparoB, (opm
pelenTypHbIX OJaHKOB Ha JIEKAPCTBEHHBIE MperapaTsl, Mopaaka oGopMIEHUS YKa3aHHBIX OJaHKOB,
UX y4yeTa U XpaHEHUsD)

6. Pacniopskenue IlpaBurensctBa P® or 31 nexabps 2018 r. Ne 3053-p «O6
YTBEP)KJICHUH TIEpEUYHEd MEIUIIMHCKUX H3JENIHNi, UMIUIAHTUPYEMBIX B OPraHU3M 4YeJIOBEKa MpHU
OKa3aHWU MEJUIIMHCKOHN MOMOIIM B paMKax MPOTrpaMMbI TOCYIapCTBEHHBIX TapaHTHil OEeCIIaTHOTO
OKa3aHUsl TpakJaHaM MEIUIMHCKOW MOMOUIM U OTIYCKAeMbIX IO peuentaM Ha MEIUIUHCKHE
U3JIeNHs IPU MPEAOCTaBICHUH Habopa COLMAIBbHBIX YCIYT»

7. MexnyHapoaHas kiaccuukanusi Oojie3HEH, TpaBM U COCTOSIHMM, BIUSIOLNIMX Ha
3noposbe (MKB — 10);

8. [Tpukaz M3 PO ot 20 nexabps 2012r. Ne 11831 «O0 yTBep>KACHUN HOMEHKIIATYpPbI

JOJIKHOCTEN MEIMLIMHCKUX paOOTHUKOB U (hapMalleBTUUECKUX PAaOOTHUKOBY.
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9. [Ipukaz M3 P® or 23 wurons 2010 r. Ne 541n. Enusbeiii kBanmu@uKaMOHHBIN
CIIPaBOYHMK  JOJDKHOCTEM  PYKOBOJIWTENEH,  CHEIUAIMCTOB U CHYXKalUuX,  paslen
KBanupukanmoHHbIe XapaKTePUCTHKH JIOJDKHOCTEH PaOOTHHKOB B cpepe 3paBOOXpaHCHHS.

10. Oepnepanbubiii 3akoH oT 25.12.2018 No 489 489-03 «O BHeceHUM W3MEHEHUU B
crateio 40 denepanpHoro 3akoHa "OO 00sA3aTEIBHOM MEAMITMHCKOM CTpaxoBaHWU B Poccuiickoit
Oenepannn" n denepanbhblii 3ak0H "OO OCHOBaX OXpaHBI 37I0pOBbS TpaxkaaH B Poccuiickoi
®egepannn" 1Mo BONpoOcaM KIMHUYECKUX PEKOMEH AU,

11. [Tpuka3z Munznpasa Poccun Ne 1031 ot 28.02.2019 1. «O0 yTBEpk ACHUU MOPSIIKA U
CPOKOB Pa3pabOTKU KIMHUYECKUX PEKOMEHAAINNA, UX MePecMOTpa, TUMOBON (OPMBI KIIMHUYECKUX
peKoMeHIaluii U TpeOOBaHMI K UX CTPYKTYpE, COCTaBy U HAYYHON 0OOCHOBAaHHOCTH, BKJIFOUAEMOM
B KIIMHUYECKUE PEKOMEHIAINHN HHPOPMALIHH.

12. [Tpukaz MunzgpaBa Poccunm ot 13.10.2017 N 804n "OO yTBepkaeHUH
HOMEHKJIATYpbl METUIIUHCKUX YCIyT".

13. [Ipuka3z MuHucrepcTBa Tpyaa U couuanbHou 3amuThl PO ot 27 aBrycra 2019 r. n
585Hu "O xnaccupuKanysx U KPUTEPHUSX, UCTIOIB3YEMBIX IIPU OCYIIECTBICHUN MEINKO-COLUAIBHON
OKCIIEPTHU3BI TpakIaH (enepalbHBIMA TOCYIAPCTBEHHBIMU YUPEKIACHUSIMH MEIUKO-COIHATBHOM
SKCIEepPTU3LI";

14. [Tpuka3 MuHucTepcTBa 3/IpaBOOXpAaHEHUS U COLMAIBHOrO pa3BuTus Poccuiickoit
Oenepannn «O MOpSAKE TPUMEHEHUS JIGKAPCTBEHHBIX CPEJCTB y OOJBHBIX 10 >KU3HEHHBIM
nokazaHusiMm» ot 9 asrycra 2005 r. Ne 494

15. NudopmanmonHoe mnuckMo MuHn3apaBa Poccun 1m0 BO3MOXKHOCTH — 3aKyNKH
JIEKApCTBEHHOTO npenapara o TOProOBOMY HalMEHOBAHUIO
(https://www.rosminzdrav.ru/news/2019/12/18/13043-minzdrav-podgotovil-informatsionnoe-pismo-
po-vozmozhnosti-zakupki-lekarstvennogo-preparata-po-torgovomu-naimenovaniyu);

16. [lepeueHs cHeNMATM3UPOBAHHBIX TMPOJAYKTOB JIEYEOHOTO THUTAHHS IS JeTei-
unBanuAoB Ha 2020 roxa, Pacnopsokenue IlpaBurtensctBa Poccuiickoit denepaunn ot 11 nexadps

2019 roma Ne 2984-p

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

OcCHOBHBIC HOPMATHBHO-NIPABOBBIE AKThI, PEryJTHPYIOLIME OKA3aHHE
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NAJVIHATHBHONH MeIMIINHCKOH MOMOIIHU

1.

®OenepanbHblii 3akoH "O BHeceHNH n3MeHeHHi B DenepanbHblil 3ak0H "O0 0CHOBaX OXpPaHBI
3710poBbsi TpaxaaH B Poccuiickoit ®exepanuu” mo BOMpocaM OKa3aHUS MaJJTHATUBHOU
MeaunrHackoi momonu" ot 06.03.2019 Ne 18-D3.

[Ipuka3z MunsnpaBa Poccun Ne 345H, Muntpyna Poccum ot 31.05.2019 Ne 372m «O6
YTBEPKACHUM TOJIOKEHHUS 00 OpraHu3aly OKa3aHWd NaJUTMaTUBHOW MEAMIIMHCKON
MOMOLIM, BKJIIOYas MOPANOK B3aUMOAEHCTBUS MEIUIMHCKUX OpraHu3aluid, OpraHu3aui
COLIMATILHOTO OOCITY)XMBaHUS W OOIIECTBEHHBIX OOBEAMHEHMN, WHBIX HEKOMMEPYECKHX
OpraHu3aIHii, OCYIIECTBIISIOIINUX CBOIO JIEATEIBHOCTh B cpepe OXpaHbl 3J0POBHSI».

[Tpuxaz MunznpaBa Poccun Ne 348H ot 31 mas 2019 roga «O06 yTBep:KIECHUU TEpeyHs
MEIUIIMHCKUX U3CIIUM, MPeHA3HAUYCHHBIX JIJIS TTO/IJIEPKaHUsl OPTaHOB U CUCTEM OpraHu3Ma
YEJIOBEKa, MPEIOCTaBISEMbIX JIJISl UCIIOJIB30BAHUS HA JOMY».

[Tpuxa3z MunzapaBa Poccun Ne 5051 ot 10 urona 2019 roma «O6 yrBepxknenuu [lopsnka
nepegayd OT MEAMIIMHCKOW OpraHu3allid ManueHTy (€ro 3aKOHHOMY MPEACTABUTEINIO)
MEAMIIMHCKUX W3JICIIHNA, TIPeTHA3HAYCHHBIX ISl MOAEpKaHusl (YHKIIUH OPraHOB M CUCTEM
OpraHuM3Ma 4YeJIOBEeKa, JUIsl HCIOJb30BaHMUS HA JOMYy NPH OKa3aHUM MNaJUTMATHBHOMN
MEIULUHCKOW TOMOILIN.

[Tpuxaz M3 P® Ne 831 or 3 oktsa6ps 2019 roma «O06 yTBep:kIeHHWU BEIOMCTBEHHOM
eneBo mporpaMMbl  «Pa3BUTHE CHCTEMBI OKa3aHUS NaUIMATUBHOW MEAUUHUHCKON

IIoOMOHIN.
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Ipuioxenune

A3.1. Cxema

METHJIMAJOHOBOM aluJaeMHUH

PaypoH BonbHoro

= = = —————

MponuoHoBaa MCnoTa

L-KapHUTUH

META00JIHYeCKNX

nmpoueccon npu

WaoneiLmH,

MeTHOHWH,
TpeoHuH

KUpHbIE KACNOThI € HEYETHBIM YKCNOoM C-aTOMOB
M36bIToK MHMK

2

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

MponuoHun-KoA *
KapGoKcunaza *

BuwoTuH AN

_D_.

CyrymHnn-KoA

MeTunManoHun-

KoA- a3

a

AJeHo3MN-
KoGanamuH

MeTunmanoHoBas kMcnoTa

P ONMOHUN-KapHUTIH

|

SKckpelna ¢ MoyoiA

Lukn
Kpebca

Merabonuueckne OJOKH BBIICICHBI TONXYOBIM IBeTOM (1-TIpONMOHOBAs, 2-METHIMAIOHOBAs

anuAeMust), 1aTOJIOrM4YeCKre MEeTabOIUThI BBIJICJIEHBI IBOMHONW PaMKOM.
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IIpunoxenune A3.2. Hopmbl ¢(u3H0J0rHYeCKOl MOTPEOHOCTH B OCHOBHBIX
NMHUIIEBbIX BeleCTBAX U JHEPIrUM Ui 310POBBIX JAeTel

Ta6auna 1 CpenHecyTouHBIE HOPMBI TOTPEOHOCTEN B OCHOBHBIX MHUIIEBHIX BEIIECTBAX M SHEPTHH TSI JeTeH
MIEPBOTO TO/A XHU3HU (HA KT MACChI TEJIa)

DHeprusa bemok Kuprnr VYriueBoasl
Bospacr (mec.) KKaJS KI' I/Kr r/Krp /KT
0-3 115 2,2 6,5 13
4-6 115 2,6 6,0 13
7-12 110 2,9 55 13

Tadauna 2 Hopmbl pU3HO0IOrHUECKOM MOTPEOHOCTH B OCHOBHBIX MHILEBBIX BEIIECTBAX U SHEPTHU IS
3IOPOBHIX JIeTeil crapmie roma*

Bozpact Oneprust kkan | benok, r/cytku | XKupsl, 1/cyTkn | YTrieBoaslL, T/CyTKH
ot 1 roga no 2 ner 1200 36 40 174
oT 2 j1eT 10 3 ner 1400 42 47 203
ot 3 o 7 et 1800 54 60 261
or 7 o 11 ner 2100 63 70 305
ot 11 no 14 ner MmanpuuKn 2500 75 83 363
ot 11 o 14 net neBouku 2300 69 77 334
ot 14 no 18 net roHoMmH 2900 87 97 421
ot 14 g0 18 neT aeBymku 2500 76 83 363

* - 011 Oemetl ¢ MEMUIMAIOHO80U ayudypuell cmapuie 200a nompebaeHue 6eaKa no CPAGHEHUIO ¢
VKazanuvimMu 6 mabauye ymenvuiaemes na 10-25% 6 3agucumocmu om gpopmul 3a001e8anus, madjcecmu

COCMOAHUA U HYymMPUMUeHo20 cmamyca pe6eHKa.
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Mpunoxenue A3.3. IlorpedOHOCTL B METHOHUHE, TPEOHHHE, BAJIMHE, U30JICHILIMHE

y NAIHEHTOB C METHJIMAJIOHOBOM aluieMueil B 3aBUCHMOCTH OT BO3pacTa

Tadauuma 1 OpueHTHpOBOYHAS MOTPEOHOCTh B METHOHWHE, TPECOHWHE, BaJWHE, W30JEHIIMHE Yy

00JBHBIX METUIIMAJIOHOBOM alluAypHUEN B 3aBUCUMOCTH OT BO3pacTa

Bo3spacr CyrouHas NOTpeOHOCTh B aMHUHOKHCIIOTAX

OOJBHBIX W3oneiunx | MeTtnoHuH ‘ Tpeonun | Banun
JETH  TPYJHOTO MI/KI' Macchl Tela

BO3pacTra

0 -3 wmec 75-120 30-50 75-135 75-105
3 - 6 Mec 65-100 20-45 60-100 65-90
6 - 9 mec 50-90 10-40 40-75 35-75
9-12 mec 40-80 10-30 20-40 30-60
JIETU CTapIie MT/JIeHb

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

Tadauna 2 Crienuanu3upoBaHHBIC MPOJTYKTHI HA OCHOBE aMHUHOKHCIIOT 0€3 METHOHHMHA, TPEOHHUHA,

BanuHa, uzoeiuHa (B 100 r cyxoit cmecn)

HaumenoBanue npoaykra benoxk Kup, YrnesBonusl, OHeprerTu- Bospact
(?kxB.) T r r yeckas MIPUMEHEHUS
IIEHHOCTb, KKaJl
XMTVI Anamix infant 13,1 23 498 469 0 mo 1 roma
Criennanu3upoBaHHBIN

MPOAYKT JETCKOIO
IUETUYECKOTO JISUEOHOT O
MMUTaHUS 1715 IeTel
MepBOro rojia >ku3Hu ot 0
1o 12 MecsiieB B
KayeCcTBE OCHOBHOI'O
IMUTAaHHUSA U B KQUECTBE
JIOITOJTHUTEIIEHOTO
MIUTaHMS JJIs IeTel 10 3
et "MMA/PA Anamukc
WNudant"****

XMTVI Maxamaid 25 <0,5 51 309 crapue 1 roga
Criennanu3upoBaHHBIH
MPOJYKT JETCKOTO
IUETUYECKOTO JIEYUEOHOTO
nuTanud nerer ¢ 1 roma
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10 8 JIET ¢ MPOMMOHOBOM
aluIeMUEed Win
METHIMAIOHOBOM
aimmnemuen "XMTVI
Makcameig" ("XMTVI
Maxamaid")****

XMTVI Maxamum
Crnennau3upoBaHHbBINA
MPOAYKT JETCKOTO
JHAETUYECKOr0 JIEYEOHOTO
MUTAHUS JJIs IeTei
cTapuie 8 JIeT ¢ peIKoi
HacCJIeICTBEHHOM
DH3UMOIIATHEH,
MPONMOHOBOM
anMaeMuen Nim
METHJIMAIOHOBOM
anmuaemueit, "XMTVI
Maxkcamym" ("XMTVI
Maxamum")****

39

<0,5

34

297

crapuie 1 roga

«Hytpuren 14

-tre,- met, —val,- ile»
Criennanu3upoBaHHBIN
MPOAYKT CYXOH AJis
IIUETUYECKOrO JIEYUEOHOrO
MMUTAHUSI IETCH MTePBOTO
rojia >KU3HH, 00JBbHBIX
MIPOIIMOHOBOU U
METHIMAIOHOBOM
anuaemuel, "Hyrtpuren
14 -ile, -met, -thr, -

Val Nkkkk

14

23

50,5

471

or 0 o 1 roma

«Hytpuren 20

-tre,- met, —val,- ile»
Criennanu3upoBaHHBIN
MPOAYKT CYXOU s
IUETUYECKOTO JISUEOHOT O
MUTaHUS JIETEN cTapie
OJHOI0 T0/1a, OOJIBHEIX
MIPOIIMOHOBOM U
METHJIMAJIOHOBOM
anuaemuel, "Hyrpuren
20 -ile, -met, -thr, -

Val kkkk

20

18

50,4

444

crapue 1 roga

«Hytpuren 40
-tre,- met, —val,- iley

40

13

31,6

403

crapue 1 roga
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Criennanu3upoBaHHBIN
MPOAYKT CYXOM JJis
IUETUYECKOrO JIEYUEOHOr O
MMUTaHUSI IeTeH cTapiie
OJHOI0 To/1a, OOJIBHEIX
MPONMOHOBOM U
METHIMAIOHOBOM
anunemuel, "Hyrpuren
40 -ile, -met, -thr, -

Val Nhkkkx

«Hytpuren 70

-tre,- met, —val,- ile»
Criennanu3upoBaHHBIN
MPOAYKT CYXOM JJis
IIUETUYECKOrO JIEYUEOHOT O
MMUTaHUSI IETeH cTapiie
OJHOI0 To/1a, OOJIBHEIX
MPOTMMOHOBOM U
METHJIMAIOHOBOM
anuaemuel, "Hyrpuren
70 -ile, -met, -thr, -

Val Nhkkkk

70

4,5

298

crapuie 1 roga

Milupa OU 2-prima
Cnenuanu3upoBaHHbIN
MNPOAYKT AUETUYECKOTO
JIe4eOHOIr0 MUTAaHUS IS
nerei crapuie 1 rona,
CTpaIaroIINX
OpraHu4ecKou
anuaeMueH -
IIPONTMOHOBOM WU
METHIMAIOHOBOM
arunemueit, "Milupa OS
2 Prima"****

60

5,3

261

or 1 no 8 ;er

Milupa OU 2-secunda
Cnennanu3upoBaHHbIN
MPOIYKT TUETHUYECKOTO
ne4eOHOTO MUTAHUS IS
JeTel crapiie 8 et u
MIOJIPOCTKOB,
CTpaJaronx
OpraHu4eCcKOu
anuaeMuen -
MPOMUOHOBON MIIH
METHJIMaJIOHOBOM
aremueit, "Milupa OS

70

1,6

286

ot 9 o 14 ner
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2 Secunda"****

Milupa OU 3-advanta 70 0 1,8 287 ctapuwe 15 net
Criennanu3upoBaHHBIN
MPOAYKT TUETHYECKOTO
JIEYEOHOTO TUTAHUS JUIS
nere crapie 15 et u
B3POCIIBIX, CTPAAAIOIINX
OpraHn4ecKon
aruaeMucH -
MIPOTMTMOHOBOM WIIH
METHJIMAJIOHOBOM
arunemuei, "Milupa OS
3 Advanta"****

IIpunoxenue A3.4. [lpuMepbl pacueToB NMUTAHUSA AJISl NAUEHTOB IPU MHULIM AN
AUETOTEePANNH.

1) Ipumep pacuera nutanus ays pedenka 1 mecsmal,
Macca tena 4 kr. [lony4aer rpyaHoe MOJIOKO (WJIH AETCKYIO MOJIOUHYIO CMECh) + CMECh aMMHOKHUCIIOT 0e3
METHOHHWHA, TPEOHUHA, BAIMHA U W30JICHIIHA.
1.  OGmee koanuecTBO O€IKa B CyTKH — 2,5T/KI Macchl Tena, Bcero B cyTku 10 r Genka
2.  JlomycTuMoe MUHMMAaJIbHOE KOJMYECTBO METHOHHMHA -3(0 MI/KT Macchl Tea, BCETO
120 mr B cyTku. [IpumepHOe KOIMYECTBO METUOHHMHA B 1 T Oelika IpyHOI0 MOJIOKA OKOJIO
25-30 mr (6epem 30 mr), Komu4ecTBO OeJKa 3a CUYeT IPYIHOTO MOJIOKa/MOJIOUHOM cMecH - 4
I.
3. KommgectBo rpynHoro Mmojoka/monounoi cmecu (100 mut comepskut 1.2 T Oenka)
npuMepHO 330 MII B CyTKH
4. benok cnenuain3upoBaHHOM cMecH -6 T
5. KonuyecTBo crenuanusupoBanHoit cmecu Hyrpuren 142 B 100 r cyxoii cmecu 14 1
0enKoBOro 3KBUBaJIEHTA) — 42,91 (MOXKHO OKpPYIJIUTH 110 49 T)
6. KommuecTBo rpyaHOro Moyioka/ MOJIOYHOM CMECH U CYTOYHOE KOJIMUYECTBO
CHelualn3upoBaHHON CMECH JIeUM Ha 7 puemMoB (pu HeoOxoamMoctu Ha 8). Ilpu 7mu
Pa30BOM KOPMJICHHH 33 OJTHO KOPMJIEHHE PeOEHOK JI0JKEH MOTYyYUTh 46 (MOXKHO
OKpyIJIUTh A0 50 MII) TPYTHOTO MOJIOKa/MOJIOYHOU cMecH + 7 T crienuaiu3upoBaHHOM
mecH + 50 mi Bozibl (Ha 4,5 ciennann3upoBaHHOM cMecu — 30 MJT BOJIBI).
O6nem cyrounoro kopmiienust 700 mi (mo 100 M 7 pa3)
e !Pacuer sBseTCA OPHEHTHPOBOYHBIM, TIOCIIE HA3HAYEHHUS JIeUeOHOTO MUTaHus TpebyeTcs
KOHTpoJb TMC, Ba’KHO CJI€UTh, YTOOBI COJIEpKAHUE NATOT€HETUYECKH 3HAYMMBIX
AMHHOKHCIIOT HaXOAMUJIOCh B peepeHCHBIX Mpeernax.
e 2 eciu ucnonwsyercs cmech AHamuke MMA/ITA**** | yuutsisath, uto 100 r cyxoif cMecu
cogepxut 13,1 r 6enka, COOTBETCTBEHHO KOJIMYECTBO CMECH B CYTKH OyJeT paBHATbCA 54,5-
55r.
2) Tlpumep pacuera nmutanusi peOCHKY 3-X JieT, macca Tena 15 kr.
Pacder mpoBoaHTCS B COOTBETCTBHH C TIPUBEJACHHBIMU BBIIIE TPUHITUIIAMHA, OJHAKO, MOYKHO HCIIOJIH30BATh
6oJiee yIpoIIeHHBIH BapUaHT [l BEIUMCIIEHUS KoJIryecTBa odiero 6emnka: He MeHee 50%
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CYTOYHOTO IOTpeOIieHus Oeska — 3a CYeT CIelUaIn3UPOBAHHON cMecH, ocTanbHbIe 50% - 3a cueT

HaTypaJIbHBIX U CIICHUAJIbHBIX HHU3KOOEIKOBBIX IMPOAYKTOB.

Hpuioxenue A3.S. [IpuMepHbId CyTOYHBIN HA00P NPOAYKTOB, €r0 XUMHYECKH U

COCTAB M YHEPreTHYeCcKasi IeHHOCTD JJIsl IeTel T0IKO0JIbHOT0 BO3pacTa ¢

METHJIMAJIOHOBOM alruaeMuen

Konuyectso, XUMHYECKUH COCTaB, T SHepreTHuecKas
[TpoxykThl r (M)
OCIIKH | JKHUPBI | YIJICBOJIBI HEHHOCTD, KKal

Xi1e0 HU3KOOEIKOBBIN 140 1,06 3,5 84,2 378
Xne600yn0YHbIC U3ICTHS 30 0,23 2,7 194 105
Cyxas cMech HU3KOOEIKOBasI 54 0,87 1,8 50 79,3
BepMuiens Hu3ko0emkoBas 13,7 0,12 0,08 11,2 479
Kpymna nuskobenkoBas 25 0,2 0,5 21,6 90
Cyxoit 6e30eTKOBBII HAITUTOK 24 5,0 17,2 114
Macio cauBo4YHOE 20 0,1 16,5 0,16 149
Macno TomieHoe 10 0,03 9,8 0,06 88,7
Macno pacTuTenbHoe 15 - 14,9 - 134,8
Caxap 30 - - 29,9 113,7
Bapenbe 20 - - 14,0 56
Kaprodens 100/70 1,4 0,28 11,4 56
Kanycra cBexas 55/44 0,79 0,05 2,1 11,9
MopkoBb 95/76 0,98 0,07 4.8 25,8
Csexiia 60/48 0,72 0,05 4,32 20,2
Kabauxu 25/19 0,12 0,06 1,0 4,75
Orypiisl 5/4 0,03 - 0,11 0,65
Canar 10/9 0,12 - 0,18 1,4
ITomuopel 15/13 1,3 0,03 0,49 3,0
Tomar-miacra 8/7 0,35 - 1,33 7
Jlyk penuartsrii 5/4 0,05 - 0,32 1,45
KmrokBa 10 0,05 - 0,38 2,6
Coxu 100 0,5 - 11,7 47
DpYKTHI CBEIKHE 200/170 0,9 0,5 16,6 78,17
DpyKTHI cyxue 10 0,3 - 5,05 22,7
3a cueT HaTypaJbHbIX 9,5 70 258 1700
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| mpoaykToB | | | | |

Ipuiaoxkenue A3.6. MeradoimuyecKuil KOHTPOJIb, MOHUTOPUHI THETHYECKOI0
JICYEeHH s, HYyTPUTHBHOI'0 CTATYCA U BO3MOKHBIX OTAAJICHHBIX 0CI0KHECHUM

3a00J1eBaHusA}

Haccnenosanue Yactota

HccenenoBanue ypoBHS aMMHUaka, MOJIOYHOW | B KakIblil BUSUT
KHCJIOTBl B KPOBH, HCCIEIOBAHHUE KUCIOTHO-
OCHOBHOT'O COCTOSIHMSI U T'a30B KPOBHU
AMuHOKHCIOTHI T1a3Mbl KpoBu (KommiekcHoe | 1 pa3 B 3-6 mec
olpeieIeHue KOHIIEHTPAU aMUHOKHUCIIOTHI U
alWIKapHUTUHBL B  KpoBH, KommekcHoe
olpeieIeHue KOHIIEHTPA aMUHOKHUCIIOTHI U
AIWIKaPHUTUHBI B KPOBH METOJOM TaHJIEMHOU
MaccC-CIIEeKTPOMETPHH)

(mocne 3-44 ronoganus)

Opranunueckue KHCJIOTBI B Mmoue | 1 pa3 B 3-6 mec
(KommnekcHoe — ompexneneHue  coAep:KaHus
OpPraHUYeCKUX KHCIIOT B MOYE)

HccnenoBanne  ypoBHs — cBobomgHoro  L- | 1 pa3 B 6-12 mec
kapHuTHHa B KpoBu (TMC)

KonTponb nuets! (MuieBoil THEBHHUK ) B kaxnblil BUSUT
AHTponomeTpus B kaxnaplil BUSUT
Knunnueckuit ocMoTp B kaxnp1i BUUT

HccnenoBanue ypoBHS aibOymMuHa B KpoBH, | 1 pa3 B 6 mecsieB

npeanbOyMuH KPOBHU (Onpenenenue
COOTHOILLIEHUSI OENKOBBIX (PAKIUI METOJ0M
anekTpodopesa,

Ornpenenenue COOTHOIICHUS OEJIKOBBIX
(bpakiuii METOJOM BBICOKOYYBCTBUTEIBHOTO
KaIlTWJIISIPHOTO AJIeKTpodope3a)

Cocrosinue KOCTHOM TkaHu (ompeneneHue | 1 pas B rox,

YpOBHSI OOWIET0 KalblMsl, WOHU3UPOBAHHOTO | MPU NOPAKEHUU MOYEK Yallle
KaJIbIUsI, HeOpranuueckoro (ochopa B KpOBH,
o0miero MarHusi B CBIBOPOTKE  KpOBH,

aKTUBHOCTh LIEJIOYHON ¢docdarassl,
Uccnenosanue yposHsi 25-OH Butamuua /| B
KPOBH, HccnenoBanue YPOBHS

napaTupConJHOro ropMmoHa B KpOBHU
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Onpenenenne  ypoBHs  BUTaMMHa  Bl2
(nmaHokobOamaMuH) B KpoBH, KcciemoBanue
ypoBHs (hosmeBoil KUCIOTHI, MccienoBanue
ypoBHS (hepPUTHHA B KPOBU

1 pa3 B rog

OcMoTp Bpaua-HEBpOJIOTa

Kaxxnp1ii BU3uT

OrnpezerieHne TIOMEPYIISIPHOM M TYOYISIpHON
¢yHKIMM  TOYeK  (MCCIIEeOBAaHUE  YPOBHS
KpeaTMHHHA B KpoBHU, MccienoBanue ypoBHA
MOYEBHHBI B KpoBH, lccnenoBanue ypoBHS
MOYEBOI KHCIOTHI B KpoBH, lccrnenoBanue
ypoBHs nucratuia C B kpoBH, MccrnenoBanue
ypOBHS Kaiblusi B Mode, lVccrenoBaHue
ypoBHs dochopa B moue, OnpenencHue Oenka
B Moue, Ompeznenenue aipOymMuHa B MOYe,
Omnpenenenue KoaudecTBa Oenka B CYTOYHOU
MoYe)

1 pa3 B 6-12 MecsueB, HaunHas ¢ 6 JET, WIH
paHbllle NPU HATWYUU MPU3HAKOB MOPAKECHHS
MOYCK

OnpeneneHne akTUBHOCTH IaHKPEATUYECKOU
amMuia3bl B KpOBH, OIpeJesieHue aKTUBHOCTH
JMna3bl B CHIBOPOTKE KPOBU

1 pa3 B 6 mec

KapnnonomquKoe O6CJ'I6)IOBaHI/I€
(KT, DXO-KT)

B MOMEHT uarHocTuku 3a00JIeBaHus,
nanee 1 pa3 B rox mociie 6 Jert

Koruutusnsie pynkuun (1Q)

Jlist onpeieieHHOTO BO3pacTa

Odranpmonorudeckoe o0CIeI0OBaHIE

1 pa3 B roa nocie 6 ner

20T, MPT TOJIOBHOT'O
CYPAOJIOTUICCKHE TECTHI

MO3ra,

I1o noxazanusm

CroMaroorndeckas IIOMOIIIb

He pexe 1 pa3a B roa

L. amantupoano u3 Matthias R Baumgartner et al. 2014.
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Ipuaoxenue b. Aaropurmsl aeiicTBHH Bpaya

[TatueHT ¢ noAO3pEHUEM Ha
METUIMAIOHOBYIO allUIEMUIO

A

JlmarnocTuka

Koncynbranus npoduiabHOro

crienuajimcra

Jlmaruos
MOATBEPKACH?

Tepanus B craloHape

b

JucnancepHoe HaOJIIOICHUE U
JICYCHHUE

h 4

Tepanus
s dexTrBHA?
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Hpuaoxenue B. Undopmauus A4 namueHra

Yro Takoe MeTHIMAJIOHOBAS auuaeMust/auuaypus?

MeTtuimManoHoBasi auuaypust (auuaemMusi) — rpymnna Hacle[CTBEHHBIX HapylleHud oOMeHa
METHUIMAJIOHOBOM KHUCJIOTHI WK KoOalamuHa (BuTamuua B12). M3sectHo 7 dopm MMA, Bce oHUM
CBS3aHBl C HapyHICHUSIMH paboThl (EPMEHTOB, KOTOpbIE HEOOXOAMMBI JJsi TPAaBUILHOTO
MeTabonu3Ma aMUHOKHUCIIOT: METHOHUHA, TPEOHWHA, BAJIMHA, H30JICHITIHA.

Kak yacro BcTpeyaercsi METHJIMATOHOBAs alluAeMus1?

MMA - peakoe 3abonBanme. Yacrtora paHHeu, Tsxkenond ¢opmsl MMA cocTaBisieT B
cpeaHeM 1:50 000 5xMBBIX HOBOPOXK/ICHHBIX.

Kak nposiBisieTcsi METHJIMAJIOHOBAS alIUAYPUs?

MMA MOXeT NposIBIATHCA B Pa3HOM BO3pacTe - OT MJjlajieH4ecTBa 10 JaeTckoro. [Ipu stom
3a00JIeBaHNN HAKAIUTMBAIOTCS TOKCUYHBIC BEIIECTBA, KOTOPHIE OKA3bIBAIOT BO3/ACUCTBUE HA KIIETKU
HEPBHOM CHCTEMBbI, IO/KEIYJOYHOU IKele3bl M CepleYHOM MbIIIbl. Y pedeHKa MOXET
HaOMIOaThCS CUMITOMBI , HAIOMUHAIOIIKME OTpaBieHUE (MHTOKCHKAIIMIO)- YaCThie CPHITMBaHUS,
pBOTa, OTKa3 OT €/Ibl, MBIIIEYHAs CIa00CTh, BAJIOCTh, CYAOPOTH, MOBBIILIEHHAS COHIUBOCTb.

Haubonee omacHbIMH AJi )KU3HU COCTOSHHUSIMHM, BEIYIIMMHU TPU OTCYTCTBUU JICUCHUS, K
HEOOpPAaTUMBIM TOCJIEICTBHUAM BIUIOTH JI0 JIETAJTBHOTO UCXO0/a, SBIISIOTCS «META00IMYECKUE KPU3BI».
B 5T nepuopl MOBBIIAETCS KOHIICHTPAIIUSI OPTAaHUYECKUX KUCIOT B KPOBU, AMMOHMUSI, H3MEHSIETCS
KHCJIOTHO-IIIEJIOUHOE COCTOSIHUE KPOBHU, HAPYIIAETCS YHEPTETUUECKHUI OOMEH.

Kpusbl 00bIYHO TPOBOIMPYIOTCS TaKUMHU (HaKTOpaMHu, KaKk BHPYCHbIE M OaKkTepuaTbHbBIC
WH(EKINU, CTPECCOBBIE CUTYAI[UH, TPABMbI U, XUPYPTUUECKUE BMEIIATENbCTBA, IMOLMOHAIBHbIE U
du3nYecKue Harpy3KH, MPUEM HEKOTOPBIX JIEKAPCTBEHHBIX MPENapaToB.

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

Kak nHacaexyercss MeTHIIMAJIOHOBasi anuaypusi?

Bce ¢opmer MMA HacneayroTcss 0 ayTOCOMHO-PEIIECCUBHOMY THIY. DTO 3HAYMT, YTO
00JIe3HB TIPOSIBIISIETCS] TOJIBKO B TOM CITydae, €Ciu 00a pOIUTEINS SIBIISIOTCS HOCUTEISIMU OOJIC3HH W,
XOTS caMd OHHM He OOoJIeloT, mepenalT peOeHKY JBa MOPaKeHHBIX reHa. BOJIbIIMHCTBO ceMmei, rae
ecTh pebeHOK ¢ 3TUM 3a00JIeBaHHEM, HE CTAJIKHBAIWCh paHbIle C MOJ0OHON mpoOmemoit. Puck
MOBTOPHOTO POKJIEHUS OOJLHOTO PEOCHKA B CEMbE, TIe y)KE €CTh OOJbHBIC IETH, cocTaBiseT 25%

Ha KaXJyl0 OepeMEeHHOCTb. MyTaluu B OJHOM M3 7 pa3HbIX T€HOB  MOTYT NMPUBOAMUTH K ITOMY
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3a0oneBanuto. KpaitHe Ba)KHO YCTaHOBUTH T'€HETHYECKYIO (opMy OOJI€3HH, TMOCKOJIBKY OT 3TOTO
3aBUCHT U TAaKTUKA TEPAIUU U TIPOTHO3.

Bpatest u cecTpbl 60MBHOTO pebeHKa, MOTYT OBITH OOJIBHBIMU, JAXKE €CIIM Y HUX Ha MOMEHT
JTUATHOCTHKU YJICHOB CEMbH HE OBLJIO CHMIITOMOB. B JaHHOM ciiy4ae HEOOXOIMMO IPOBECTH
JTUArHOCTHKY, YTOOBI KaK MOXXHO paHbIII€ HayaTh TEPANUI0 M M30€XKaTh OCIOKHEHUN. Takke OHU
MOTYT OBITh HOCHUTENSIMU, KaK UX poAuTenu. YTo Kacaercs APYruxX WICHOB CEMbU, TO UM Ba)KHO
COOOINUTh, YTO OHU MOTYT OBITh HOCUTEISIMHA. DTO 3HAYUT, YTO M y HHUX €CTh PHUCK POXKICHUS
pebeHKa ¢ JaHHBIM 3a00JICBAHUEM.

Bce cempu ¢ MMA  nmomkHBl  00S3aTENBHO  MPOWTH  MEIUKO-TEHETHYECKOE
KOHCYJbTUPOBAHUE U MOJYYHUTH MOJHYI0 MH(OpMAIMIO OT Bpaya-T€HETUKA O PUCKE MOBTOPHOTO
MIPOSIBIICHUS TAHHOTO 3a00JIEBaHUS B CEMbE, OOCYIUTH CO CIICIUATMCTOM BCE BOIPOCHI, CBSI3aHHBIC
¢ HacienoBaHueM 3a0osneBaHusi. B Poccum mepuko-reHeTMueckue KOHCYJIbTAlMM pabOTaroT B
Ka)KIOM PETHOHE.

C uenpio MpoBelieHUs MIPEHATATbHOW U MPEUMIUIAHTAIIMOHHON JUAarHOCTUKU CYMPYKECKOU
nape MpeaBapuTeIbHO HEOOXOAUMO MPOUTH 00CIeOBaHWE HAa HOCUTEIHCTBO MYTAllM B TeHaX
MUT, MMAA, MAB, MCEE, CD320, LMBRD, MMADHC, MMACHC, o0paTuBIINCh B
CHEIMAIM3UPOBaHHbIE JHArHOCTHYECKHE JabopaTopuu W METUIMHCKUE UeHTphl. [IpeHaTtanbHas
JTUArHOCTHKA IMPOBOIUTCS MOJEKYJISIPHO-TEHETHUECKUMU MeToAamu, myTem uccienoanus JIHK,
BBIJICTICHHOW W3 OWomTara BOPCHH XOPHUOHA W/MIM KJICTOK AMHUOTHUYECKOW IKHJIKOCTH W/WIH

TJIOAHOM KPOBH.

Kak ycranaBimBaercsi 1MarHo3 MeTHJIMAJIOHOBO anuaypuu?

Ha ocHOBaHMM KIMHUYECKHX CHMIITOMOB Bpad MOXET 3aI0JIO3PUTHh JWATHO3 W OTIPABUTH
nanueHTa Ha JiabopaTopHoe oOcienoBaHue. MeToJIOM TaHAEMHOW Macc-CIIEKTPOMETPUU B KPOBU
OTIPEICNISAIOT YPOBEHb TAKUX COEIWHEHUN KaK KapHUTHH, AIl[WJIKAPHUTUHBI U aMHHOKHCIOTHI, C
MOMOIIBI0 METOJa Ta30BOM XpomaTorpaduu Macc CIEKTPOMETpUEH — YpOBEHb OPraHUYECKUX
kuciot moun. [Ipy MMA HaGmrogaeTcss moBbImieHHe mnponuoHmWwiIKapHuTHHA (C3), HH3KOe
conepxanue ceobomnoro kapautuHa (C0), moBeimenue cootnomenuss C3/CO u C3/C2 B xpoBH, B
MOUY€ TIOBBIIIEHA KOHIICHTpPAIUS  METHUJIMAJIOHOBOM  KHCJIOTHI,  3-TUIPOKCUIIPOIIHOHOBOM,
MeTTUMOHHON. [Ipu HekoTopeix ¢gopmax MMA Takxke HaONIOIAaeTCs TMOBBHIIIEHUE YPOBHS

roMoouCTeMHAa B KPOBH. HaHI/IeHTaM C BBISBJIEHHBIMH OHOXMMHYECKUMU NU3MCHCHUAMU,
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xapakTepHbIMU 1711 MMA, 111 TOATBEP:K/IEHUST TUAarHO3a MPOBOAST MOJIEKYJISPHO-TEHETHUECKOE
MCCJIEIOBAHUE C 1I€JIbIO BBISIBJICHUSI MyTallMid B T€HAX, OTBETCTBEHHBIX 328 MMA. O0bIUHO AJIS 3TOTO
MPUMEHSIOT UCCIIEIOBAHUE C TTIOMOIIBIO TAPTETHBIX TEHETHUYECKUX MMaHEeIeH.

Kak sieyaT manueHTOB ¢ METHJIMAJIOHOBOM anuaypueii?

OcHoBHbIMM Meroaamu JedeHuss MMA  daBaseTrcs aueroTepanuss W Ha3HAUYCHHE
CHEIHANIbHBIX JIEKAPCTBEHHBIX IPENapaTroB, KOTOPbIE MO3BOJIIIOT CHU3UTH BIMSHHE TOKCHYHBIX
METabOJIMTOB HAa OpPraHW3M H TO3BOJIAIOT WM JIeTYe BBIBOAMTCA C MO4YOH. Jluerorepammus
3aKJTFOYAETCS B OTPAHUYCHHUM TIOCTYIUICHUS O€lika M TeX aMHUHOKHCIIOT, METa0OIM3M KOTOPBIX
HapyuieH. Co3/1aHbl cCrelHaIu3upoBaHHbIe JieueOHbIe CMeCH ISl MUTaHUs AeTel pa3HOTro BO3pacTa.
Bpau-reHeTuk W Bpay-IUETONOT MOMOTYT PACCUYUTATh AWUETY, MPABUIBHO BBOJIUTH MPUKOPM H
HayyaT OCHOBHBIM TIpaBWJIaM JueToTepanuu. KpaifHe BakHO COOMIOIaTh BCE PEKOMEHIAINH
Bpadeil, 9T00bI MAaKCUMAIBHO U30€KaTh Pa3BUTHUS META0OINICCKUX KPHU30B.

Kak jieyaT naumeHTOB B Iepuoa MeTad0IM4eCKOro kpusa?

Cnenyer BpeMEHHO MNpeKpaTuTh moTpedbneHue Oenka (Ha 24-48 wyacos). IlomHocThio
OTMCHHTH OCJIOK HEBO3MOXKHO, TaK KaK OPTaHW3M HYKIACTCSI B IMOCTYIUICHUM OeJKa W €CIH ero
OyJIeT mOCTyIaTh HEIOCTATOYHO aKTUBUPYIOTCS MPOIIECCHI KaTaboIM3Ma.

JloMa nipu nepBBIX MpPU3HAKaX 3a00JieBaHuUs, 0COOEHHO KOTrJa y peOeHKa CHUKEH amIeTUuT
(Hampumep, TpU TPOCTYAE, TPHUMIIONOAOOHBIX CHMITOMAaX, BHUPYCHBIX HHGEKUIHUAX, JIIOOBIX
3a00JIEBaHUSAX, CONpPSDKEHHBIX C Temmeparypoil >37 °C, TOH3WJUIMTE, TacTPOIHTEPUTE) CIEAYyeT
HavyaTh TEPANMIO TIO MPEJOTBPAIICHUIO pa3BUTHA Kpu3a. Eciiu poautenu He yBEpeHBI B MOSBICHUN Y
pebeHKa TepBBIX MPU3HAKOB MpuONIKaromerocss 3aboneBanust (OIE€IHOCTh, COHJIMBOCTS,
pa3apaXUTENbHOCTh, MOTEPS AamnmeTuTa, JUXOpajKa, TOoJOBHas Ooib, JOMOTa W oOmas OoIb,
Kalesb, 00JIb B ropjie WIM ylax), TO B Ka4eCTBE MEpPbI MPEAOCTOPOKHOCTU PEOEHKY ClIelyeT AaTh
BBITIUTH PAcTBOpP OAuH pa3. (CaMbpIMM paHHUMH MPU3HAKAMHU OOBIUHO SIBJISFOTCS HE3HAUUTEIhHBIC
W3MEHEHUs B TOBEIEHUHM, KOTOphIe OOBIUHO JIETKO 3aMedarT poauTenu. Ecaum pebeHok
OTHOCHUTEINIBHO 37I0POB U Y HETO HET PBOTHI, a TOJBKO CIA0OCTh U HEOONbIIAs COHIUBOCTh MOYKHO
MOUThH €r0 Yepe3 poT PACTBOPOM MOJIMMEPA TIIFOKO3bI YAaCTHIMU JAPOOHBIMH MOpUUsAMHU (Tabnuua 1).
TouHBIN penenT/KOHIIEHTPAIMS TOJIMMEPa TIIFOKO3bl, PEKOMEHJIOBaHHAS JUIsl KaXJ0ro peOeHkKa
OTIIMYAETCs, HY)KHO Vy3HaTh Yy JIEUallero Bpada YTO HMMEHHO [OAXOJUT BalleMy peOCHKY.
HexotopeiM neTssM He HpaBUTCA BKYC MOJIMMEpPA TIJIIOKO3bl, U OHU MPEANOYUTAIOT HANUTKH,
KOTOpBIE MPOJAIOTCS B CyNMEpMapKeTax, HO KOHIICHTPAIlUU YTJIEBOJIOB B TAaKMX HAMHUTKAX HUXKE.
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[Tokynaemble HANUTKA HYXHO TPUMEHATH C OCTOPOKHOCTHIO. HU3KOKanopuiiHbIe HAIHUTKH,
HanmUTKU Oe3 J00aBJeHMs caxapa COJepXKaT OYeHb Majl0o WM BOBCE HE COJEPIKAT YIJIEBOJIOB,
MIO3TOMY UX HE CIIEYeT UCTIOIb30BATh.

C mosiBIieHUEM TIEPBBIX TPU3HAKOB METAOOIMUECKOTO KpH3a, HE TOKUIASCh IPUXO0/Ia Bpaya,
CIeyeT YBEJIMYUTD JI03Y MepopaibHOTO (Uepe3 poT) #neBokapHuTHHA 10 200 MI/KI/CyTKH.

Tabmuna 1. O6beM KUIKOCTH MPU Pa3BUTHH META0OIMUCEKOr0 Kpu3a

Bospacr (11er) O0BeM XUAKOCTH (MJ1) B ICHB Yepe3 pOT

0-1 Munumansso 150 mu/kr

1-2 120 ma/kr

2-6 1200-1500 ma B cyTKH

Crapie 6 WuTeHcuBHas Tepanus MpoJ0JBKAETCs B TOM ke 00beMe, UTo U B Bo3pacTte 2-6
JIET, BO3MOYKHA WHIMBUAYyaIbHAS afanTainus 00beMa U JI036I.

3ateM B TedyeHHE 1—2 4YacoB HYKHO PErYyJISIpHO OLEHHMBATh KJIMHHUYECKOE COCTOSHUE
peOeHKa.

Ecmu y pebenka mocTosiHHAsh pBOTa M €My HE CTAHOBUTCS JIydYIlle, POJUTEISIM CIEIyeT
HE3aMeNTUTELHO OOPaTUTHCS B OOJIBHUILY /I 00CIIeTIOBAHUS.

Bpauam ckopoii momoimu HEOOXOAMMO TMepenaTh BBIMHMCKY C 3aKIIOUYEHUEM U
pPEKOMEHIalMsAMU Bpaya Mo Tepaniy B IEPUO]T METa00IMYECKOTO KpHU3a.

Poputensm HyXHO B3SThb ¢ cO0O0i B OOJBHUIY BCIO MHGOpMaIUI0 00 HCHOIb30BAHHBIX

pacTBOpax M KEJIATCIbHO CaMH PaCTBOPLI.

Kakoii Hy:KHO TPOBOAUTH MOHUTOPHHT JIJISl NAIHEHTOB?

Heo6xomuM MynbTUIMCHUIUIMHAPHBIA MOAXOJ] K HAOMIOEHUIO U JICYCHHIO TAI[UEHTOB C
MMAcneunanuctaMu pa3HbIX Npoduiaeii ¢ 1eiablo 00eCreueHus] KOMIUIEKCHOW Tepanmuu |
CBOEBPEMEHHOI €€ Koppekiuu mpu HeoOxoaumoctu. Jns mamueHToB ¢ MMA HeoOX0IuMBI
perynsapHbeie oOcienoBaHus. B Tabnuie mnNpuBeAeH MPUMEPHBIM MepeueHb U PeryIsipHOCTD
HCCJIEIOBAaHUM, HO B KaXK/IOM CIy4yae Bbl JIOJDKHBI COTJIACOBBIBAThH IJIaH OOCIEAOBAaHUSA CO CBOUM

JICHAaIlIuM BpadoM.
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Hccneoosanue Humepesan

Koppexyus ouemomepanuu (nposooam 1 p/mec na 1 200y scusnu, oanee 1 p/3
8pavu-2eHemuKy Uiy 8paiu-ouemonou) Mmec u no nokaszanuim 0o 3 nem; 1 p 6 mec

nocie 3 1em

yibmpazeykosoe ucciedosanue (Y3H) 1 pas 6 200

op2ano06 OprWHOU nos1oCmu

nposedeHue 3nekmpoduyedaroepaduu 1 pas 6 200
(331

npogedenue OUOXUMUYECKO20 AHAIU3A He pexe 1 paza B ron Omnpedenenue
Kpo8u 0bwemepanesmuiecko2o AKMUBHOCMU IUNA3bL 8 CbIBOPOMKE KpPOBU,

Onpedeﬂeﬂue aKkmueHocmu naHeramuquKozZ

amunaswvl 8 Kpoeu — He pedice 1 pasa 6 6 mec

Obwuti (kiuHuvecKuil) aHaius Kposu He pedice 1 pasa 6 200

onpeoenieHue  YpPoBHa  CB0O0OHO20 Kaxcovle 3 - 6 mecayes 6 cmabUuibHOM
KAPHUMUHA, — AMUHOKUCTIOM, — OP2AHUYECKUX | COCMOSHUU
KUCIOM MOYU 8 nepuoo UHDEKYUOHHBIX 3a001e8aHUII,
Mmemabonudeckoeo kpusa He pexce 1 pasa 6 7-

10 onen

Kapouonozuueckoe obcreoosanue B momenm ouaenocmuxu 3a6onesanus,
(OKT', DXO-KT) Oanee I paz 6 200

Kak nanuenTsl moury4aror Jiedenne B Poccuiickoii ®@enepanun?

MMA OTHOCHUTCSI K YUCITY PEIKUX HACIEJCTBEHHBIX 00JIe3He 0OMEHa BEIIECTB U BXOJIUT B
nepeyeHb peakux (opQaHHbIX) 3a00J€BaHM, JIeYeHHE KOTOPBIX IMPOBOJUTCS 3a CUET CPEACTB
pernoHanbHOrO Oromkera. Ilocne ycraHoBIeHHE NUMArHo3a HEOOXOAMMO BKIIOUEHHUE TAI[EHTa B
PETHOHANIBHBIN CETMEHT PErucTpa Mo >KU3HEYTPOXKAIIUM pelkuM (ophaHHBIM) 3a00JI€BaHUAM, C
[EeIbI0  JadbHEHIero obecreueHruss HEOOXOIUMBIM JICYEOHBIM TMHTAHHUEM U JICKAPCTBEHHBIMHU
npenaparaMu. B pa3sHbIX pernoHax 3a BEJICHHE PETUCTPa OTBEUAIOT Pa3HBIC CHEIUATNCTHI, HO Yale
BCEro HTO BpAYMU-TEHETHKH, IOATOMY IIOCJIE€ YCTAHOBJEHHS JAHMarHo3a o0O0sM3aTeNbHO HYXKHO
00paTUThCS K pErHOHAIBHOMY Bpady T€HETHUKY.

Kak moryTr nomorarts poanbie u 0s1u3kue?
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He 3a0biBailiTe — OT ceMbHM TaKKe 3aBUCUT Yycrex JedeHus. HyxHo cobmonarh
PEKOMEHJAIlMK, HU MPU KAKUX YCIOBUAX HE JOMYCKAaTh «CPBIBOB» B JIUETOTEPANHH, CICAYET
yIENATh BHUMaHUe PeaOWINTAlMY U TJIAHOBBIM 00CiIeIoBaHUSAM. Bce 4iieHbl CeMbH JIOJDKHBI 3HATH,
9T0 peOCHOK HYXJaeTcs B 0COOOM NMUTAHUM M OJM3KUE POJCTBEHHUKU JOJKHBI OCBOMTH HABBIKH
pacdera IUETHI.

Ponutenn mamuenta ¢ MMA, a B jganpHEHIIEM W caM IMAIMEHT JODKHBI ObITh OOYYCHBI
MpaBUJIaM OPTaHHU3AIUHN TePANTUU B MEKIPUCTYITHBIN IEPUO U B TIEPUOJT YTPO3BI META0OTMIECKOTO
Kpu3a.

VY pebenka mpu cebe Bcerga OOJDKHA HAXOAUTHCA TaMATKA C yKa3aHUEM HEOTJIOXKHBIX

MepOHpI/IHTI/Iﬁ B IICpHUOJ HAYNMHAIOIMICTOCA MeTa00JINIECKOrO Kpu3sa.

Hpuiaoxenne 1. Ilkaabl oHeHKH, BONPOCHMKH W JpPyrue OLCHOYHbIE
HHCTPYMEHTBI COCTOSTHUS namueHTa, NpPUBEACHHBbIE B KJINHUYECKUX

PEKOMEHIALIUAX

He npumensiromcs
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