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IIponnuonoBasi anuaypus

IMponuonosasi anuaemus / auuaypus (ITA) — peznkoe HacieacTBEHHOE 3a00eBaHne OOMEHA
BEIIECTBA, OTHOCSIIEECS K TPYIIe OpraHuueckux anuaemuid. [1A cBsi3aHa ¢ HapyleHueM paboThI
(hepmeHTa, HEOOXOIUMOTO IS TPABWILHOIO METa00JIM3Ma HEKOTOPBIX aMUHOKHCIIOT: METHOHHHA,
TpEOHWHA, BaJIHA, N30JICHITIHA, a TAK)KE XOJECTEPUHA 1 KUPHBIX KHCIOT.

Kak yacrto BCTPEYACTCH MPOIMUOHOBAas aum[eMm[?

ITA sBrissetrcs opdaHHBIM (peaKkuM) 3a0oaeBanreM. YacToTa cpear HOBOPOXKACHHBIX B CTpaHaX
Esponer u CIIA 1: 350 000. /lannbix o pacnpoctpanéunoctu [1A B Poccuu Her.

Kak nposiBasiercst nponuoHoBasi auuaypus?

[TA MokeT nposBIATECSA B pa3HOM BO3pacTe — OT MJIaJIeH4YecTBa 10 faerckoro. [Ipu stom
3a00JIeBaHUH HAKATUTUBAIOTCSI TOKCHYHBIE BEIIECTBA, KOTOPHIE OKA3bIBAIOT BO3JICHCTBHIE HA KICTKH
HEPBHOHN CHCTEMBI, TIO/DKEITYJOYHOMN JKeJe3bl U CEePJeIHON MBIIIIEL. Y peOeHKa MOXKET HaOII01aThCs
CUMIITOMBI, HAIIOMUHAIOIIIHUE OTPABJICHUC (I/IHTOKCI/IKaHI/I}O) — YaCTBIC CPhIrMBAaHUA, PBOTA, OTKA3 OT C/bI,
MbIIICYHAas CJI36OCTI), BAJIOCTB, CYAOPOrd, INOBBIIICHHAA COHJINBOCTD.

HauGosee omacHbIME JUIs )KU3HU COCTOSIHUSMU, BETYIIUMH IPU OTCYTCTBUH JICUCHUS, K
HEOOPATUMBIM ITOCIIEACTBHSAM BIUIOTH JI0 JIETATEHOTO UCXOMA, SBJISIOTCS «METa0OINIeCKIe KpU3bl». B
STH MIEPUOABI TIOBHIMIASTCS KOHIIEHTPAIUS OPTaHUIECKUX KUCIIOT B KPOBH, aMMOHUS, H3MEHSIETCS
KHCJIOTHO-IIEJIOYHOE COCTOSIHUE KPOBHU, HAPYIIAETCSI SJHEPTeTUIECKUNA OOMEH.

Kpu3bl 00BIYHO MTPOBOLIMPYIOTCSI TAKMMHU (aKTOpaMH, KaK BUPYCHbIE U OaKTepHabHEIC
WH(EKINU, CTPECCOBbIE CUTYaI[UH, TPABMbI H, XUPYPrHYECKHE BMEIIATEIbCTBA, SMOIIMOHABHBIE 1
¢bu3nuecKue Harpy3KHy, MPHEeM HEKOTOPBIX JIEKAPCTBEHHBIX Npenaparos. HeoTnoxHoe neueHne o4eHb
BA)KHO, TaK KaK CYIIECTBYET BBICOKUI PUCK HEBPOJIOTHYECKUX OCIIOXKHEHUH.

Kak nacaeayercst nponuoHoBasi auuaemMus?

ITA HacnemyroTcs 10 ayTOCOMHO-PELIECCUBHOMY THITY. DTO 3HAUUT, YTO OOJIE€3HB NMPOSIBISAETCS
TOJIBKO B TOM CIIy4ae, €CIM 00a POAUTEINS SBISIOTCS HOCUTENIAMU OOJIE3HH U, XOTSI CaMH OHU He 00JIeloT,
nepeaaroT pedeHKy JBa MOpakeHHbIX TeHa. boMbIIMHCTBO ceMeid, re ecTh peOeHOK C ITUM
3a00JIeBaHUEM, HE CTAJIKUBAIINCH PaHBIIE C TOJJOOHOHN MpobiemMoii. PUCK MOBTOPHOTO poXKIeHNUS
00JIBHOTO pe0CHKA B CEMBE, TIe YKe eCTh OOJIbHBIE JIETH, cOCTaBIsIeT 25% Ha KaKayro OEpEMEHHOCTb.
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Bce cembu ¢ ITA momKHBI 00513aTEIBLHO MPONTH METUKO-TCHETHIECKOE KOHCYJIETHPOBAHUE 1
MOJTyYUTH MOJHYIO HH(POPMAIIHIO OT Bpada-TeHETHKA O PHCKE IIOBTOPHOTO TIPOSBICHUS JAHHOTO
3a00JIeBaHUS B CEMbE, OOCYIUTH CO CIIEIHAIMCTOM BCE BOIIPOCHI, CBA3aHHBIC C HACTCIOBAaHUEM
3a00JIeBaHusl.

Kak ycranaBjmBaeTcsi AMArHO3 NPONUOHOBOM auuaeMuun?

B paMkax pacmmpeHHOT0 HEOHATaIFHOTO CKPHHHHTA METOIOM TaHAEMHON MacC-CIIEKTPOMETPUH
B KPOBH OTIPEEIISAIOT YPOBEHb TAKUX COSNMHEHNH KaK KapHUTHH, allMIKAPHUTHHBI H aMUHOKHCIIOTHI, C
MOMOIIIBEO METO/Ia Ta30BOH XpoMaTorpaduu Macc CIICKTPOMETPUEH — YPOBEHb OPraHUYECKUX KUCIOT
mouu. [Ipu [TA HaGmogaeTcs moBwieHUe nponuoHmwikapauTraa (C3), HU3KOE coiepkaHnue CBOOOTHOTO
kapautrHa (C0), moBeimenne cootnomenns C3/CO u C3/C2 B KpoBH, B MOY€ ITOBBIIICHA KOHIICHTPATTHS
MPOMTUOHOBOM, 3-THIPOKCUTTPOTHOHOBON, METUIIMAIOHOBOM, 3-THIPOKCH-N-BaJIepUaHOBOH U
METHILTUMOHHOW KHUCIOT. [lanueHTam ¢ BhISIBICHHBIMUA OMOXUMUYECKUMH U3MEHEHUSMH, XapaKTSPHBIMHU
st [TA, nnst moaTBep K IeHUS TUAarHo3a POBOISAT MOJIEKYISIPHO-TEHETHYECKOE UCCIICIOBAHNE C IIETHI0
BBISBJIICHUS MYyTaIliil B TeHaX, OTBETCTBEHHBIX 3a [1A. OOBIYHO AJIS ATOTO MPUMEHSIOT HCCIIETOBAHHE C
IIOMOUIBHO TapFeTHI)IX TCHCTHUUYCCKHUX HaHeJIeﬁ.

Kak jieyaT mnaumeHTOB ¢ NPONUOHOBOM anuaeMuen?

OcHoBHBIME MeTOIaMU JieueHus [1A sBisieTcst TueToTepanus 1 Ha3HaueHHE CIIeIUaIbHBIX
JIEKapCTBEHHBIX PETApaToB, KOTOPHIE O3BOJISIFOT CHU3UTH BIMSHUE TOKCHYHBIX METa00INTOB Ha
OpraHM3M H TIO3BOJISIIOT MM JIeTYe BHIBOAUTCS C MOYOM. JleToTepanus 3akirogaeTcst B OrpaHUYCHAN
MOCTYTUICHUSI OeTka ¥ TEX aMUHOKHCIIOT, METa00IM3M KOTOpBIX HapyieH. Co3aaHbl
CTIeIATN3NPOBAHHbIC JICYUEOHBIE CMECH JUTS IIMTAHUS eTel pa3HOro Bo3pacrta. Bpau-reHeTuk u Bpau-
JIMETOJIOT TIOMOTYT PAacCUUTaTh AUETY, IPABHIBHO BBOJHUTH MPUKOPM U HAY4aT OCHOBHBIM ITPaBHIIaM
muerorepanuu. KpaliHe BaXXHO cOOII0IaTh Bce peKOMEHIAIUH Bpayeid, 4To0bl MaKCUMAaJIbHO U30eXaTh
pa3BUTHSL META0OINIECKUX KPHU3OB.

Kak 1eyaT manueHToB B NepHoA MeTa00JM4ecKOro kpusa?

Crenyer BpeMEHHO NpeKpaTuTh norpedieHue 6enka (Ha 24—48 yacos). [1oTHOCTBIO OTMEHHUTH
0eNI0K HEBO3MOKHO, TaK KaK OPraHU3M HY>KAAETCs B OCTYIUICHUH O€JIKa U, €CJIM ero OyJeT NoCTynaTh
HEJI0CTaTOYHO, aKTUBUPYIOTCS IIPOLIECCHl KaTaboIu3Ma.

Jloma mpu miepBBIX MTPH3HAKaX 3a00JIeBaHus, 0COOEHHO KOT/Ia Y peOeHKa CHM)KEH areTHT
(HarmpuMep, PH MPOCTYIe, TPUIIONOA00HBIX CUMIITOMAX, BUPYCHBIX HH(EKIUX, TFOOBIX
3a00JIeBaHUsX, CONPSDKEHHBIX ¢ Temneparypoit >37 °C, TOH3WTUTE, TACTPOIHTEPUTE) CIIEAYET HauaTh
TEPAIHIO IO MPEIOTBPAIICHUIO Pa3BUTH Kpr3a. Eciiu ponuTenu He yBEpEHBI B MTOSBICHUN Y peOeHKa
MIEPBBIX MTPU3HAKOB MPHUOIIKatoIIerocs 3aboneBanus (01e1HOCTh, COHIIMBOCTD, Pa3ApakUTEIHHOCTH,
NOTEPS aNIeTHTa, TNX0PaaKa, FOJI0BHAast 00b, JIOMOTa 1 0011as 00JIb, Kallelb, 00JIb B TOpJIe WK YIIax),
TO B Ka4€CTBE MEPbI IIPEJOCTOPOKHOCTH PEOCHKY CIIEAYET AaTh BHIIUTH PACTBOP TIIIOKO3BI OJMH Pa3
(Tabmuma 1) [24]. CamMbIiMHu paHHUMH TIPU3HAKAME OOBIIHO SBIIIOTCS HE3HAYUTEIILHBIE N3MCHCHHUS B
MOBEIEHNH, KOTOpPBIe OOBIYHO JIETKO 3aMedatoT poauTenn. Eciu pebeHOK OTHOCUTEIHHO 3/I0POB U y HETO
HET PBOTHI, @ TONBKO c1a00CTh M HEOOJBILAS COHIIMBOCTh MOKHO TIOUTH €0 Yepe3 pOoT PacTBOPOM
TIOJIIMEPA TIFOKO3bI YaCThIMHU JIPOOHBIME TIOprusME (Tabsmna 1) [24]. TouHbIH perenT/KOHIIEH TPV
MOJIMEpa TIIFOKO3bI, PEKOMEHIOBAHHBIN JIJISI KAXKIOTO PeOeHKA, OTIINYAeTCsl, HY)KHO Y3HATh Y JIEHaIlero
Bpaya YTO MMEHHO IMOAXOAMT BameMy peOeHKy. HeKoTopbIM JeTaM He HpaBUTCS BKYC NOJIMMEpPa
TJIFOKO3BI, M OHU MPENNIOYNTAIOT HAITUTKH, KOTOPBIE IPOJAIOTCS B CylIepMapKeTax, HO KOHIEHTPALU!
YTJIEBOJIOB B TAKUX HANMUTKaX HXKe. [loKymnaeMble HAMMTKY HY>KHO MPUMEHSATH C OCTOPOXKHOCTHIO.
Huskokanopuiinble HaNUTKH, HAUTKK 0€3 J00aBJIEHUs caxapa coJiepKaT OYeHb MaJlo MJIM BOBCE HE
COJZIEpIKaT YIJIEBOJIOB, IO3TOMY UX HE CIEAYET MCIIOJIb30BaTh.

C mosIBIIGHUEM TEPBBIX MPU3HAKOB META0OIUYECKOTO KpH3a, He TOKHUIAsCh MPUX0/Ia Bpaya,
ClIeIyeT YBEJIUYUTD J03Y IMepopalibHOro (depe3 poT) #ieBokapHuTrHHA 10 200 MI/KI/CYTKH.



O0beM KHAKOCTH IpA Pas3BUTHH MeTa00IHYeCKOro Kpusa

Bospacr % O0beM :KuaKoCcTH (MJI1) B I€Hb Yepe3 poT
(ner) ||dexcrposza** e A pesp
0-1 20 1120 - 150 mor/xcr
1-2 115 [120 /e
ITpu Bece g0 10 kr - 100 ma/kr, 11-20 KT - Ha TIEpBBIE AecATh Kutorpamm 100
2.9 20 MJI/KT, Ha CIIEAYIOIIUE JecaTh Kumorpamm 50 mi/kr, mpu Bece 6oinee 20 Kr - Ha
nepBbIe Aecats kKutorpamm 100 Mur/Kr, Ha cieayromuye necaTs Kuiorpamm 50
mut/kr, mociie 30 kr - 25 MII/Kr
[Tpu Bece o 10 kr - 100 mu/kr, 11-20 xr - Ha epBBIe AecsITh Kunorpamm 100
Crapre o5 MJI/KT, Ha CIIEAYIOIHe aeciaTh kmtorpamMm 50 mir/kr, pu Bece 6omee 20 Kr - Ha
10 nepBbie AecsaTh kuorpamm 100 Mi/Kr, Ha cieayronye AecaTh Kuiaorpamm S50
MII/KT, ocite 30 kr - 25 mMi/Kr

3areM B TeueHHEe 1—2 4acoB HY)KHO PETyJISIPHO OLIEHUBATh KIIMHUYECKOE COCTOSIHUE peOeHKa.

Ecnu y pebeHka mOCTOSIHHASI PBOTA M €My HE CTAHOBUTCS JIyIIle, POJUTEIISAM CIIETyeT
HEe3aMeJIUTENILHO 00PaTUTHCS B OOJIBHHMILY JUIsl 00CICIOBAHMS.

Bpauam cxopoii momoIy Heo0X0UMO epeaTh BHIMUCKY C 3aKII0YCHHUEM U PEKOMEHIAIUIMU
Bpaya 10 TePaIuy B MEPUO METa00IMUECKOTO KpH3a.

PonuTensim Hy>KHO B35Th ¢ CO00H B OONBHUILY BCIO HH(POPMAINIO 00 UCTIOIb30BaHHBIX
pacTBOpax M )KenaTeIbHO CaMU PacTBOPEI.

Kak nauuenTsl nosty4aror Jjeyenue B Poccuniickoit @enepauuu?

ITA OTHOCHTCS K YHCITY PEAKHX HACJICACTBEHHBIX 00JIe3HEH 0OMEHA BEIIECTB U BXOJUT B TIEpEUCHb
penkux (opdannbix) 3adoneBanuii. [locine ycraHOBIIeHUE TMarHo3a HEOOXOAUMO BKIIFOUCHHUE MMAllUEHTAa B
pPETHOHAIBLHBINA CErMEHT PETHCTPa IO )KU3HEYTPOKAIOIIUM pelKuM (OphaHHBIM) 32a00JIEBAaHHSIM, C TIEITHIO
JANbHEHIero ooecneYeHus: HEOOXOUMBIM JICUCOHBIM TTUTAHUEM U JICKAPCTBEHHBIMHU MpErapaTaMH.

Kak MoryT nomorarhb poanble u 6/1u3kue?

He 3a0pIBaiiTe — OT CEMBH TaKXKe 3aBUCHT ycIieX JieueHus. Hy)kHo coOmonaTh peKOMEeHIAINY, HU TIPU
KaKWX YCJIOBHSIX HE JOMYCKAaTh «CPBIBOBY» B TUETOTEPAIINH, CICIYET YACSISITH BHUMAHUE PEaOHUITUTAIINH 1
MJIAHOBBIM 00CIIeIOBaHUSAM. Bce WIeHbI CeMbH TOJDKHBI 3HATH, 9TO PeOCHOK HYKIAETCS B 0COOOM
MUTaHUA U OJM3KKUE POJCTBEHHUKH JOJDKHBI OCBOUThH HABBIKU pacyeTa JAUETHI.

PO}II/ITCJ’II/I manyueHTa ¢ HA, aB ,E[aJ'ILHeﬁIHeM 1 caM IIalMCHT JOJIKHBI OBITH O6y‘leHBI IIpaBUJIaM
OopraHu3alnuu TCparuum B Me)KHpI/ICTyrIHBIf/i nepruoa 1 B ICpuoa yrpossnl MeTabO0IUYECKOTO Kpu3sa.

VY pebenka npu cebe Bceraa JOMKHA HAXOAUTHCS MaMATKA C YKa3aHUEM HEOTIIOXKHBIX MEPOIIPHUITHI B
TIepUo.T HadMHAroIerocs: Metaboamaeckoro kpm3a (IIpunoxenne A3.8).

IIpniaoxenne A3.8. [lamAaTKa nmanueHTa ¢ MeTad0JIMIECKHM 3200/ IeBAHHEM.

ITACIIOPT ITAIIMEHTA C METABOJIMYECKNM 3ABOJIEBAHUEM

OUO




Jarta poxaeHus

Juarnos: (MKB-10)

IMomuc OMC:

KOHTAKTHAA NHOOPMALIMA OTAEJIEHUSA/JIEYAILIET' O BPAYA:

KIIMHNYECKHWE PEKOMEHJALIMNU M3 PD
https://cr.minzdrav.gov.ru/recomend/694_1

CKOPAS 11 HEOTJIOXKHAS ITOMOILb

VY manuenTta BHICOKUH PUCK Pa3BUTHSI META00INIECKOTO KpH3a

Tpebyetcst 3KCTpeHHas TOCIUTANN3AIMS TPH HATUYUU CUMITTOMOB METabO0JIMUECKOT0 KpH3a

CUMIITOMBI METABOJIMUECKOI'O KPU3A: niauTenbHbIi 0TKa3 OT €/IbI, TOIIHOTA, PBOTA,
YTHETEHHE CO3HAHUS, CyI0POTH.

[MPOTUBOITIOKA3AHNMA:

* Benenne 0enKoBbIX pacTBOPOB (AMHHOKHCIIOTHI, PACTBOPHI AJIS TAPEHTEPATLHOTO BBEICHHS)
* JImuTenbHOE TOJIOJIaHUE

* UICKJIFOUUTD IMPOAYKTHI msicHbIe, ppiOHBIE, MOJIOUHBIE, 0000BBIC, COCBBIC M OPEXH.

* MevkaMeHTO3Hast Tepanusi: penaparsl BanbnpoeBoid KUCIOTHI**

HEXEJIATEJIBHO:

Bricokue 10351 NIFOKOKOPTUKOUIOB

HEOTJIOXHAS IMATHOCTUKA:

oTpeziesieHHe IEKTPOIUTOB KPOBH (MCCIIEIOBAHNE YPOBHS KaJHsl, HATPHs, XJIOPHIOB B KPOBH,
WCCIIeIOBaHNE YPOBHA OOIIET0 MarHus B CBIBOPOTKE KPOBH), HCCIIEIOBAHIE YPOBHS TITFOKO3BI,
MOUEBHHBI, KpEATHHUHA, MOJIOYHOM KHCIIOTHI B KPOBH, ONPEAEICHIE aKTUBHOCTH aMHUJIa3bl B KPOBH,
UCCIIeIOBaHNE KHCIIOTHO-OCHOBHOTO COCTOSIHHS M Ta30B KPOBH, UCCIIEIOBAHNE YPOBHsI Oy(epHBIX
BEIIIECTB B KPOBH.

HEOTJIOXHAS TEPAIIUA:

* DKCTPEHHOE BHYTPUBECHHOE BBEJCHHE JACKCTPO3bI™ *: HOBOPOXKACHHBIC 1 eTH 10 1 roaa 8-10Mr/kr/mMuH,
ot 110 3ner 7-8 mr/kr/muH, ot 4 10 6 neT 6-7 Mr/kr/mMuH, oT 7 10 12 net 5-6mr/kr/muH, crapiie 12ier 4-
5 Mr/kr/muH, B3pocisie — 3-4Mmr/Kkr/MuH. [Ipu CHIKEHUH TIIIOKO3BI HIXKE 2,5 MMOJIB/JT B KPOBH
HE00X0MMO BHYTPUBEHHOE CTpYiHOE BBeAeHHE He MeHee 10% aekcTpo3bl™* u3 pacuera 2-3 MJI/KT,
Jlajiee IepexosaT Ha BHYTPUBEHHOE KanelbHoe BBeaeHue 10% AekcTpo3sr™* co ckopocThio 7-9
MT/KT/MHH JI0 HOpMAJIM3alliu YPOBHS TIIIOKO3BI B KpoBH. [Ipu HeoOxommmMocT 100aBiieHIEe HHCYTUHA.

* #JleBokapautud 100-200 MI/KT B CyTKH A0 HOpMaJIM3allMK COCTOSHUSL. B meproa kpusa u ocTpoit
TUIIEPaMMOHUEMHH 1032 MOKET ObITh yBenuueHa 10 300 mr/kr/cytku (12r MakcumMym).



* Jluera. B Teuenue 24-48 gacoB (He OoJiee) MepeBECTH HA MTUTAHUE UCKITIOUUTEIIEHO CMECKIO
aAMHHOKHUCIIOT 0€3 U30JIeHIINHa, MCTHOHWHA, TPEOHHHA ¥ BaJIMHA C COXPAHCHUEM CYyTOYHOMN
KaJIOPUHHOCTH MATAHUS.

* OIIEPATUBHOE BMEIIATEILCTBO/aHECTE3US - MH(PY3HMOHHAS TepaNus B CIIy4asx, TPCOYIOMIMNX YJIMHEHUES
MIEPHUO/Ia TOJOAAHHUS, PACTBOPHI IEKCTPO3bI U PACTBOPBI, BIUSIOIIAE HA BOAHO-3JICKTPOIUTHBINA OallaHC,

BBOJIATCS M3 pacdera 8-10 MI/Kr/MUH IJIs ASTEH IMepBOTO Toa KU3HH, 6-7 MI/KI/MHUH — 71 ACTEH OT
romxa mo 10 jet, 5-6 Mr/kr/mMuH — 11 gerei crapire 10 jeT.

Pernonanpusiit Meguko-reneTndeckuii eHtp 'AY3 HO/AKb
Anpec: . YUensbunck, yi. bimoxepa 42a, 1 kopmyc
Tenedon: +7 (351) 232 79 94

OnextponHas noura: mgk@odkb74.ru



