Nudpopmauus 151 nanmeHTa
MeTHJIMAJIOHOBAA al{UAEeMHUS

MeTuamaioHOBasi allUAYPUA (AlUAeMHus1) — TPYIIa HACTIEACTBEHHBIX HapYIIIeHHH oOMeHa
METHIIMAJIOHOBOM KHUCIOTHI WK KoOanamuna (ButamuHa B12). M3sectHo 7 hpopm MMA, Bce oHn
CBSI3aHBI C HAPYILIECHUAMH paboThl (hepPMEHTOB, KOTOPbIE HEOOXOJUMBI JUIs1 TPABUIILHOTO
MeTaboaM3Ma aMHUHOKHUCIOT: METHOHMHA, TPEOHUHA, BaJIMHA, U30JICHIMHA.

Kak vacto BCTpEYACTCHA METUJIMAJIOHOBast aIIl/I)IeMI/Iﬂ?

MMA - penkoe 3a0oneBanne. YactoTa panHel, Tsokemoi popMbl MMA coCTaBIIseT B CpeIHEM
1:50 000 >kMBBIX HOBOPOXAECHHBIX.

Kak nposiBisiercst MeTHJIMAJIOHOBAS ALUAYPHUs?

MMA MOXeT MposBIATHCS B pa3HOM BO3pacTe — OT MIIaJieHuecTBa 10 AeTckoro. [Ipu atom
3a00JIeBaHNU HAKAIUINBAIOTCA TOKCUYHBIE BEILIECTBA, KOTOPBIE OKA3bIBAIOT BO3JEHCTBUE HA KIETKU
HEPBHOHN CHCTEMBI, TIO/DKEITYJOYHOMN JKeIe3bl U CEePJeIHON MBIIIIEL. Y peOeHKa MOXKET HaOII01aThCs
CUMIITOMBI, HAIIOMUHAOIIHUE OTPABJICHUC (I/IHTOKCI/IKaHI/I}O) — YaCTBIC CPBIrMBAaHUA, PBOTA, OTKA3 OT C/bI,
MbIIICYHAas CJIa6OCTI), BAJIOCTB, CYAOPOIrd, INOBBIICHHAA COHJINBOCTD.

HauGosee omacHbIME JUIs )KU3HU COCTOSIHUSIMU, BETYIIUMH IPU OTCYTCTBUH JICUCHUS, K
HEOOPATUMBIM ITOCIIEACTBHSM BIUIOTH JI0 JIETAIEHOTO UCXOMA, SBJISIOTCS «METa0OINIeCKIe KpU3bl». B
9TH TIEPHUOIBI MTOBHINIACTCS KOHIIEHTPAIUS OPTaHMYECKUX KUCIOT B KPOBH, aMMOHUS, H3MEHSCTCSA
KHCJIOTHO-IIEJIOYHOE COCTOSIHUE KPOBHU, HAPYIIAETCSl SJHEPTETUIECKUNA OOMEH.

Kpu3bl 00BIYHO MTPOBOLIMPYIOTCSI TAKMMHU (aKTOpaMH, KaK BUPYCHbIE U OaKTepHabHEIC
MH(EKINH, CTPECCOBBIE CUTYaIlH, TPABMbI H, XUPYPIHYECKHE BMEIIATEIbCTBA, SMOLMOHAILHBIC U
¢du3nuecKkue Harpy3KH, IpHUeM HEKOTOPBIX JIEKAPCTBEHHBIX MPENapaToB.

HeoTnoxHoe neyeHne 04eHb BaXKHO, TaK KaK CYIIECTBYET BHICOKUN PUCK HEBPOJIOTUYECKUX
OCJIOKHEHHUH.

Kak Hacienyercsi MeTHIIMATIOHOBas anuaypus?

Bce popmer MMA HacelytoTcs 10 ayTOCOMHO-PEIIECCUBHOMY THITY. DTO 3HAYUT, 4TO OOJIE3HD
HPOSIBIISIETCS TOJBKO B TOM CIIydyae, €Clid 00a pOIUTENs ABISIIOTCS HOCUTEISIMUA OOJIE3HH U, XOTS CaMu
OHU He OOJIEIOT, epeaaloT peOeHKyY JBa MOpaKEHHbBIX TeHa. boMbIIMHCTBO ceMeid, rie ecTh peOeHOK ¢
9TUM 3a00JIeBaHNEM, HE CTAIKUBAJIIUCH PaHbIIE C MOJA00HOM mpolieMoii. PHCK TOBTOPHOTO pOXKICHUS
00JIBHOTO peOCHKA B CEMBE, TIE YKe eCTh OOJIbHBIE JIETH, cocTaBIsIeT 25% Ha KaKIyro OEpEeMEHHOCTb.
[laTorenHsle U3MEHEHHS B OJJHOM M3 7 Pa3sHbIX TE€HOB MOTYT IPUBOJHUTH K 3TOMY 3a0oneBanuio. Kpaiine
BaXXHO YCTaHOBUTH I'CHETUYCCKYIO (1)OpMy 6OHe3HI/I, ITOCKOJIBKY OT 3TOI'0 3aBUCUT U TaKTHKa TCpaIlun, 1
IIPOTHO3.
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Bce cembu ¢ MMA nomkHbI 0053aTETbHO IPOUTH MEANKO-TCHETHUECKOE KOHCYIbTUPOBAHHE U
MOJYYUTH TOJIHYIO0 UHPOPMAIMIO OT Bpaya-TeHETHKA O PHUCKE TOBTOPHOTO MPOSIBICHUS JAHHOTO
3a00JeBaHUs B CEMbE, OOCYAUTH CO CIIELIMATNCTOM BCE BOIIPOCHI, CBSA3aHHBIE C HACTIEIOBAHUEM
3aboseBaHusL.

Kak ycranaBiuBaeTcsi IMarHo3 MeTHJIMAJIOHOBOM anuuaypuu?

B pamkax HeoHaTanbHOTO CKPUHUHTA METOJIOM TaHIEMHOW Macc-CIIEKTPOMETPUN B KPOBU
OTIPEEISAIOT YPOBEHb TaKUX COETMHEHUN KaK KapHUTHH, allMUIKAPHUTHUHBI 1 aMUHOKHCIIOTHI, C TIOMOIIBIO
METO/Ia Ta30BOM XpOMaToTrpaui Macc CIIEKTPOMETPHE — YPOBEHb OPraHMYECKUX KACIOT Moun. [Ipu
MMA Ha0nroaeTcs MoBbIICHHE TPonHoHMIKapHUTHHA (C3), HU3K0E co/lepKaHue CBOOOTHOTO
kapuutrHa (C0), moBeimenue cootHomeHust C3/CO u C3/C2 B KpoBH, B MOYE MOBBIIIICHA KOHIICHTPAITHSI
METHIIMAJIOHOBOW KHUCIIOTHI, 3-TUAPOKCUIIPOITOHOBON, MeTHILTUMOHHOM. [Ipn HekoTopeix hopmax MMA
Tak)ke HaOJIF01aeTCs TIOBBIIIEHNE YPOBHS TOMOIIMCTENHA B KpOBH. llarnienTam ¢ BEISIBICHHBIMH
OMOXMMHYECKUMHU U3MEHEHUSIMH, XapaKTepHbIMU 11 MMA, 117151 MOATBEp:KIEHUS TMarHo3a POBOJISAT
MOJIEKYJIIPHO-TEHETHIECKOE HCCIIeIOBaHME C IIENIBI0 BBISBICHUS TATOTCHHBIX N3MEHEHHU B T€HAX,
0oTBeTCTBEHHBIX 32 MMA. OOBIYHO IS ATOTO MPUMEHSIOT HCCIIeI0BaHIE C TTOMOIIBIO TAPTETHBIX
TE€HETUYECKUX ITaHeNe.

Kak sieyaT nanueHTOB ¢ METHJIMAJIOHOBOM anuaypueii?

OcHOBHBIMH MeTO/IaMU JieueHnss MMA sgBmnsieTcs TueToTepanus 1 Ha3HaYeHHEe CIeMaIbHbIX
JIEKapCTBEHHBIX IIPENapaToB, KOTOPHIE TO3BOJISIOT CHU3UTH BIMSHUE TOKCHYHBIX METa0OJIUTOB Ha
OpPraHU3M M MO3BOJISIOT MM JIErde BBIBOJUTCS C MOUYOH. [leTorepanust 3aKI04aeTcs B OrpaHUYCHUN
MOCTYTIEHUs OeJKa U TeX aMUHOKHCIIOT, METa00IM3M KOTOPhIX HapyiieH. Co3/1aHbl
CIeIaTN3MPOBAaHHBIC JIeueOHbIe CMECH IS ITaHUs JIETe pa3Horo Bo3pacTa. Bpau-reHeTHk u Bpad-
JIMETOJIOT TOMOTYT PacCUUTaTh IUETY, MPAaBUIBHO BBOAUTH MPUKOPM U Hay4aT OCHOBHBIM IIPaBHIIaM
nuetotepanuu. KpaitHe BaxHO cOOMIOAAaTh Bce peKOMEHIAIMH Bpade, YTOObI MaKCUMaJIbHO N30€KaTh
pasBUTHSL META0OINIECKUX KPHU3OB.

Kak s1eyaT manueHTOB B NepuoA MeTa00JM4ecKOro kpusa?

CrnenyeT BpeMEHHO IpeKpaTuTh notpedieHue oenka (Ha 24-48 yacos). [10JHOCTBIO OTMEHHUTH
0eIJIOK HEBO3MOXKHO, TaK KaK OPTaHU3M HYXIaeTCs B TIOCTYIUICHUU OeIKa U, eCIH ero OyAeT MocTynaTh
HEJIOCTATOYHO, aKTHBHPYIOTCSI MPOIIECCHl KaTaboIH3Ma.

Jloma mpu TiepBBIX IpU3HAKax 3a00JIeBaHMsI, 0COOEHHO KOTJa Y peOCHKa CHIDKEH alllieTUT
(Hampumep, pU IPOCTYAe, TPUIIIONOT00HBIX CHMIITOMAX, BUPYCHBIX HHPEKIUIX, JTFOOBIX
3a00JIeBaHUAX, COTIPSHKCHHBIX C TeMIepaTypoii >37 °C, TOH3WLINTE, TACTPOIHTEPHUTE) CICAYET HaYaTh
TEPAIHIO 0 MPEIOTBPAIICHUIO Pa3BUTH Kpr3a. Eciiu pouTenu He yBEpEHHI B MTOSBICHUN Y peOeHKA
MIEPBBIX MPU3HAKOB MPUOIIIDKAIONIETocs 3a00eBanus (01€THOCTh, COHITUBOCTB, Pa3IpaKUTEILHOCTD,
MOTEpPS aIIeTuTa, TUX0PaaKa, TOJIOBHAs 00JIb, JIOMOTa U 00111ast 60JIb, KaIlelh, 00Jb B TOPJIC UM YIIIaX ),



TO B Ka4€CTBE MEPHI MTPEJOCTOPOKHOCTH PEOSHKY CIIEYET AaTh BHIITUTH PACTBOP TIFOKO3BI OJIMH Pa3
(tabmuma 1). CaMbIMH paHHUMH TIPU3HAKAMH OOBIYHO SBIISTFOTCSI HE3HAYNTEIbHBIE H3MCHCHHUS B
MOBEJICHUU, KOTOPBIC 00OBIYHO JICTKO 3aMeYatoT poauTenn. Eciiu peOeHOK OTHOCUTEIHHO 3JI0POB U Y HETO
HET PBOTEHI, a TOJIBKO cI1a00CTh U HEOOJbIIAas COHIIMBOCTh MOXKHO ITOUTH €r0 Yepe3 pOT paCTBOPOM
MTOJIMMEPA TITFOKO3bI YaCTBIMH IPOOHBIMH TOPIUAME (Tabuia 1). TouHsINH perenT/KOHIICHTpaIns
MOJIIMEPa TIFOKO3bI, PEKOMEHIOBAHHBIN JIJTSI KAXKIOTO PeOCHKA, OTIINYACTCS, HY)KHO Y3HATh Y JIEHaIero
Bpaya 4TO MMEHHO ITOJXOJIUT BaleMy peOeHKY. HekoTopbIM IeTsM He HPaBUTCS BKYC IMOJIMMEpa
TUIFOKO3bI, M OHH TIPEANOYUTAIOT HAITUTKH, KOTOPBIC TIPOJIAIOTCS B CYTIEpMapKETax, HO KOHIICHTPAIUN
VIJIEBOJIOB B TAKMX HAMUTKaX Hioke. [lokymaeMblie HAMUTKH HYXHO MPUMEHSTH C OCTOPOKHOCTBIO.
HuskokanopuiiHble HANMTKY, HATUTKHA 03 T00aBIICHUsSI caxapa CoAepkKaT OYeHb MaJl0 UM BOBCE HE
COJICPIKAT YTIIEBOJIOB, IO3TOMY UX HE CIIEAYET MCIIOJIb30BaTh.

C mosIBIIGHUEM TMEPBBIX MPU3HAKOB META0OIUYECKOTO KpH3a, He IOKHUIAsCh PUX0/1a Bpaya,
CIIeTyeT YBEITUIHTH J03Y IePOPaNBbHOTO (depes poT) #neBokapautrHa 10 200 mr/kr/cyTku [46].

O0beM KHAKOCTH IPU PA3BUTHH MeTa00IMYeCKOro Kpu3a.

Bospacr % O0bem :kuakocTu (MJI) B 1€Hb Yepe3 poT
(71eT) || mexcTpo3bI** A e pesp

0-1 110 [120-150 m/xr

1-2 115 1120 mo/xr
[Tpu Bece no 10 kr — 100 mu/kr, 11-20 KT — Ha TIepBbIE AECATH KUJIOTPAMM

2.9 20 100 my1/kT, Ha clleAyromHe necsaTh Kumorpamm S0 Mur/kr, ipu Bece Oomee 20 KT
— Ha TiepBbIe aeciaTh KmmorpamMm 100 MI/Kr, Ha CIIEAYIOINE NECSTh
kuitorpamMm 50 mur/kr, ocie 30 kr — 25 Mr/kr
[Tpu Bece 10 10 kr — 100 mu/kr, 11-20 KT — Ha TIEpBBIE AECATH KAIOTPAMM

Crapie o5 100 mJ1/KT, Ha CIIEAYIOLIUE IecATh Kuitorpamm 50 mir/kr, ipu Bece Oosiee 20 Kr

10 — Ha IepBbIe JecaTh KutorpaMM 100 MiI/KT, Ha CIIEAYIOUIHE NECITh
krtorpamMm 50 mur/kr, ocne 30 kxr — 25 Mr/Kr

3areM B TeueHHe 1-2 4acoB HYXHO PETYIISPHO OIICHUBATH KJIMHUYECKOE COCTOSIHUE PeOCHKA.

Ecnu y pebenka moCTOSTHHAS PBOTA M €My He CTAHOBHTCS JIyUIIlle, POJUTENSIM CIIETyeT
HE3aMeJIUTEIIbHO 00PaTUTHCS B OOJIBHHMILY JUIsl 00CICIOBAHMUSL.

Bpauam ckopoii momoIy Heo0X0UMO TepeaTh BRIMICKY C 3aKII0YCHUEM U PEKOMEHIAIUIMU
Bpada 1o TepaIuy B MEPUO METa00IIMYECKOTO KpH3a.

PO,I[I/ITGJ'IHM HYXXHO B34Tb C co00ii B 6OJ'II>HI/ILIy BCHO I/IH(i)OpMaLII/IIO 00 MCIOJIB30BAHHBIX
pacTBOpax M XKEJIATCIIBHO CaMU PaCTBOPLI.

Kakoii Hy’KHO IPOBOAUTH MOHUTOPHHT VIl NALMEHTOB?

Heo0xoaum MynbTHAMCIUILTMHAPHBIN TOAXO0] K HAOJIOACHHIO U JICUSCHHIO MalueHToB ¢ MMA
CHEIMATUCTaMH Pa3HBIX Mpoduieil ¢ renpio obecnedeHnss KOMILIEKCHOM TEPAINTiy M CBOEBPEMEHHOM €&
KOppeKInU npu HeobxoaumocTu. [ manmeHToB ¢ MMA HeoO0X0AUMBI peryJisipHble 00ciienoBanus. B
Ta0IuIe MPUBEICH IPUMEPHEIN TIepeUeHB M PETYIIPHOCTh NCCISIOBAHMMA, HO B KQXKIOM CITydac BBI
JTOJDKHBI COTJIACOBBIBATH TUTAH OOCIICIOBAaHHUS CO CBOMM JICUAIITIM BPAdOM.

Kak nanuenTsl moJry4aror Jiedyenne B Poccuiickoii @enepanun?

MMA 0THOCHUTCS K YHCITY PEIKAX HACIIEICTBEHHBIX 00JIe3Hel 0OMeHa BeNeCTB U BXOIHT B
nepeueHb peakux (opdanHbix) 3aboneBanuil. [locine ycraHoBIIeHHE TUArHO3a HEOOXOIUMO BKIIFOUCHUE




MAIMeHTa B PETHOHAIBHBIN CErMEHT PETUCTpPa 110 JKU3HEYTPOXKAIOIIUM PeaKuM (opdaHHbBIM)
3a00J1€BaHUsIM, C LIEJIbIO JaJIbHEHIIIETO 00eceYeHns] HEOOXOAUMBIM JIEYEOHBIM MUTAaHUEM U
JICKapPCTBEHHBIMHU TIPETIapaTaMu.

Kak MoryT momorathb poaHbie u 0J1u3Kkue?
He 3a0bIBaiiTe — OT CEMBH TaK)Ke 3aBUCHUT ycuex JICUCHHUH. Hy)KHO CO6J'I}OI[aTI> PCKOMCHAAau,
HU IIPU KaKUX YCJIOBUAX HE OOITYCKATh «CPBIBOB» B AUETOTEPAIINU, CJICAYET YACIATH BHUMAaHUEC

peaduuTaliy U IIaHOBBIM 00cienoBaHusIM. Bee wieHsl ceMbH JOIDKHBI 3HAaTh, YTO PEOCHOK HYXKIAeTCs
B 0COOOM NUTAHUU U OJIM3KUE POJICTBEHHUKH JTOJKHBI OCBOMTH HABBIKU PACYETa JUCTHI.

POI[I/ITCJ'H/I nanueHTa C MMA, aB HaHBHCﬁmeM 1 caM NMauCHT JOJIKHBI OBITh O6y'-ICHBI ImpaBujiaM
OopraHu3alnuu TCparuu B Me)KHpI/ICTyrIHI)II\/'I nepruoa 1 B ICpuoa yrpo3snl METa0O0INYECKOrO Kpu3sa.

V pebenka npu cebe Bcera JoKHA HaXOIUTHCS aMATKA € yKa3aHUEM HEOTIOKHbBIX
MEPOTPUATHH B IIEPUO]] HAUYMHAOIIErocss MeTabonudeckoro kpu3a ([Ipunoxenne A3.8).

IIpuioxkenue A3.8. [lamsaTka nanmeHTa ¢ MeTad0IMYECKUM 3200/ IeBAHHEM.
ITACIIOPT TTAIIMEHTA C METABOJIMYECKUM 3ABOJIEBAHUEM
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Harta poxaeHust

Juarnos: (MKB-10)

ITonnc OMC:

KOHTAKTHA NTHOOPMALWA OTAEJEHUA/JIEHALIIET'O BPAYA:
KIIMHNYECKUE PEKOMEHIAIIMA M3 PO

https://cr.minzdrav.gov.ru

CKOPAA 1 HEOTJIOXKHAA ITOMOIIb

Yy IHarucHTa BBICOKHH PHUCK PA3BUTHUA MeTa00IINYECKOTO Kpu3sa

Tpe6yeTCﬂ 9KCTpPCHHAA rocrurain3anus rnnpu HaJininuu CUMIITOMOB MeTabO0IHIECKOTO Kpusa

CUMIITOMBI METABOJIMYECKOI'O KPU3A: niauTenbHbli 0TKa3 OT €/1bl, TOIIHOTA, PBOTA,
YTHETCHHE CO3HAHMUS, CyIOPOTH.

IMPOTUBOITOKA3AHUAI:

* BreieHre 6€KOBBIX pacTBOPOB (AMHUHOKHCIIOTHI JIsI TAPEHTEPaTbHOTO BBEACHNUS)

* JInurenpHOE romonanue

* UICKJIIOUYUTD IMPOAYKTHI msicHbIe, ppIOHBIE, MOJIOUHBIC, 00OOBEIC, COCBBIC H OPEXH.

° MC,I[I/IKaMeHTOBHaH TCparus: nmperapaTol BaHBHpOGBOﬁ KHCJIOThI



HEXXEJIATEJIBHO:
Bricokue 103bI TITIOKOKOPTUKOUIOB
HEOTJIOXHAA AMATHOCTUKA:

OTIPE/ICTICHHUE AICKTPOJIUTOB KPOBH, TIIFOKO3bI, MOUEBUHBI, KpeaTnHuHa, amuiasbl, KIIC (OukapOoHaThl,
JaKTaT, Oy(epHble OCHOBaHHSA), AMMOHHIA.

HEOTJIOXHAA TEPAIIUA:

* DKCTPEHHOE BHYTPUBEHHOE BBEJICHUE IEKCTPO3bI**: HosoposicOennbie u demu 00 1 2oda 8-
10me/ke/mun, om 100 3nem 7-8 me/ke/mun, om 4 0o 6 iem 6-7 me/ke/mun, om 7 0o 12 nem 5-6me/ke/mun,
cmapute 12n1em 4-5 me/xke/mun, 83pociavie — 3-4me/xe/mun. 1Ipu CHIKEHHUH TIIFOKO3BI HIDKE 2,5 MMOJIB/T
— crpyiiHoe BBeaeHue 10%-25% nekcTpo3sl u3 pacuera 2-3 MII/KT, nanee KanenbHoe Beeaenue 10%
JICKCTPO3bI CO CKOPOCTHIO 7-9 MI/KI/MHH JI0 HOPMAITHU3AIUK YPOBHSI TIIFOKO3bI B KpOBH. [1pn
HEOOXOMMOCTH JT00ABJICHUE Tperapara IPYIIbl KMHCYJIMHBI KOPOTKOTO ISHCTBHS U UX aHAJIOTH IS
WHBEKIIMOHHOTO BBEJICHUS (HAIPUMEP, #MHCYIIMH acmapT™*, #MHCYJIMHA pACTBOPUMOTO PACTBOPUMBII
[uemoBedeckoro yenoBeuecKuil reHHO-MHKeHepHEIH]| **) B moze 0,01- 0,05-0,1 ME/kr/4.

* #JleBokapauTuH 100-200 MI/KT B CYyTKH 10 HOpMaJIH3allK COCTOSHUS. B meproxa kpuza u ocTpoit
TUTIEPAMMOHHUEMHUH 1032 MOXKeT ObITh yBenmueHa 10 300 mr/kr/cyTku (121 MakcumMyM).

* Jlueta. B Teuenue 24-48 yacoB (He Ooee) epeBeCTH HA MUTaHUE UCKITIOUYUTENTFHO CMECHIO
aMUHOKHCJIOT 0€3 M30JIeHIIMHA, METUOHHHA, TPEOHWHA M BaJIMHA C COXPAHEHUEM CyTOYHOM
KaJIOPUUHOCTH MUTAHUSL.

* OIIEPATUBHOE BMEIIATEILCTBO/aHECTE3US - MH(PY3HMOHHAS Teparus B CIIy4asx, TPEOYIOIHUX YJIMHEHUES
TIepPHUO/Ia TOJIOAAHHS, PACTBOPHI JEKCTPO3bI™ * (U3 pacuera 8-10 MI/Kr/MHH 11151 IeTel IepBOro roja
JKU3HH, 6-7 MI/KI/MHUH — 17151 ieTedt ot rona a0 10 jet, 5-6 mMr/xr/mMuH — juisa faeteid crapiie 10 jier) u

PacTBOPHI, BIMSIONIUE HAa BOJTHO-3JICKTPOJIUTHBIN OanaHce (Kanus XJIOpUI+HATpUs aleTaT+HaTpus
xJopug**).

Pernonanenerit Mmeauko-reHetuaeckuit eHtp 'AY3 HOJAKb
Anpec: . YUensounck, yi. bioxepa 42a, 1 kopimyc
Tenedon: +7 (351) 232 79 94

OnextponHas noura: mgk@odkb74.ru



