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BpoxXaeHHbIN rMnepuHCYVHN3M — rpynna 3aboneBaHnii C HeafekBaTHOM CEKPELIMEN MHCYNMHA, Bbi3blBaOLLEN
rMNOrnNMKeMuMio. PEKoOMeHaLLmMA MOCBSLLEHa NOATBEPXAEHWIO AMarHO3a, HEOTNOXHON KOPPEKLIMM MO TMKEMUMN,
MeanKaMeHTO3HOMY U XUPYPrnuyecKOoMy NeveHunto, a Takxke ANUTEeNbHOMY HabMoAEeHNIO AeTEN.

naBHOe

« Llenb neueHns — cTonkas syrimkeMmns mpu 06bI4HOM PexXmnMe NUTaHUs; LeneBon YpoBEHb MMKEMUN Y fieTeN
cocTasnseT 3,9-5,6 MMONb/n HE3aBNUCUMO OT MPUEMa MULLN.

 [lnarHo3 noaTeepXaatoT Npu r’MnoriIvkeMnmn MeHee 2,8 MMO-b/N, eCrnivt MHCYH npeBsbiwaeT 1,25 MKME/Mn n C-
nentua — 0,5 Hr/Mm; AONOAHUTENBHO HYXEH Kak MUHUMYM OLIMH KPUTEPUA MMNEPUHCYTUHU3MA.

+ BI'M yacTo HauMHaeTCs B NePBbIE AHW UM HEAENM XN3HWN TEXENON NEPCUCTUPYIOLLEN TMNOrIMKEMUEN; BO3MOXHDI
nosaHue v 6onee Msirkvie GopMbl, a Takxe rmnormkemMum nocne easb.

* [1pY KIIMHWUYECKNX MPU3HAaKaX MMornnKeMmUm MMKEMUIO U3MEPSIIOT Kaxable 2-3 Yaca nepes e4ov 1 OLLeHUBaOT
npoduIb He MeHee 1-3 CYTOK; HeMPEPbIBHLIN MOHUTOPUHI Y IeTeN NePBbIX MECSILLEB XM3HU UCMOSb3YIOT TOMBbKO
KaK JOMONHUTENbHBIN METOA.

+ MonekynapHO-reHeTMyeckoe nccnegoBaHme npoBoaAT BCEM NauneHTaM, Kpome OeTen C ABHbIMU npu3Hakamu
TPaH3NTOPHOIro B, OTCyTCTBME BbISIBNIEHHOM MYyTalWMn HE UCKMTIOYaeT AnarHoas.

« Y geten ¢ Bl HeobxoanMbl HabnoaeHWe HeBponora, odTansMonora v MeAULMHCKOro Nnoronea U3-3a pucka
HeobpaTUMOro NoOPaXxeHs Mo3ra Npy NEPCUCTUPYIOLWEN MO IUKEMUN.

OunarHocTuka

1. CobpaTb aHaMHE3: YyTOUYHUTb CYAOPOrH, MOTEPIO UM YTHETEHME CO3HaHMS, anHO3, MOBbILEHHbLIN anneTUT unu
OTKa3 OT efibl, CBA3b 3MNM30A0B C roNoAaHNEM, NPUEMOM 6EIKOBOW MULLIM 1 GUINYECKOW Harpy3Kown, a Takxe
nepuHaTanbHble GakTopbl, AMabeT y MaTepu, Maccy Npy POXOEHUN 1 CEMENHbIE CyYan rMNOornnMkeMmnn. YpoBeHb
yb6eanTensHOCTH pekomMeHaauumn C, ypoBeHb JOCTOBEPHOCTHN [OKa3aTeNbCTB 5.

2. MNpoBecTu pu3mKanbHoe 06cnegoBaHWe C OLLEHKOW aHTPOMNOMETPUK, MCUXOMOTOPHOIO Pa3BUTUA, CTUMM
[MCIMBpPUOreHesa, CeTuaTKM U ICKa 3pUTENbHOIO HEPBA, BPOXAEHHbIX MOPOKOB CepALLa U noYek. YpoBeHb
ybeanTensHOCTU pekoMeHaauumn C, ypoBeHb JOCTOBEPHOCTHN AoKa3aTeNnbCTB 5.

3. PerynapHo KOHTPOIMPOBaTb MMKEMUIO Kaxble 2-3 Yyaca nepen eon v onpeaenTb, BO3HUKAKOT 1 SM304bl
HaToLLaK, Nocne KOHKPEeTHOM MULLM UK GU3NHECKON Harpy3Kku; MPOPub OLEHMBAIOT Kak MUHUMYM 1-3 CyTOK.
YpoBeHb y6eanTensHoCTH pekoMeHaaLumni C, ypoBeHb LOCTOBEPHOCTM OKa3aTENbCTB 5.

4. He paHee TpeTbux CYyTOK XM3HM NOATBEPANTL B nabopaTopHO: Npu rMUKeMnm MeHee 2,8 MMOSb/N onpeaenuTb
WHcynuH 6onee 1,25 MKME/Mn 1 C-nentung 6onee 0,5 Hr/Mn, 3aTeM NOATBEPAUTL XOTS 6bl OOWH OOMNONHUTENbHbIN
KpUTEPUN — 3-TNOPOKCHMBYTMPAT MeHee 1,8 MMOJIb/M, MOBbILLEHHYIO MOTPEBHOCTD B MMOKO3e, MOALEM MUKEMUN
nocne rntoKaroHa U1 CBOBOAHbIE XUPHbIE KUCOTbl MeHee 1,7 MMONb/N. YpoBeHb Yoe ANTeNbHOCTN pekoMeHaaLLmN
C, ypOBeHb JOCTOBEPHOCTU JOKa3aTeNbCTB b.

5. ECnn CNOHTaHHOW MMnornnkeMmm Ans 3abopa aHann3oBs HeT, BbINOMHUTL NPOBy C ronodaHneM B CTaLMoHape, npu
HanMuMM BEHO3HOro AOCTYNa 1 MOCTOSIHHOM KOHTPOMe COCTOsIHMS. [poby npekpaluatoT Npu rnnkemMnm meHee 3,0
MMOJb/N, KETOHeMUW 6onee 1,5 MMONb/M UMK BbIpaXXEHHOM YXYALWEHWN COCTOAHUA. YPOBEHb YO6eaUTEeNbHOCTH
pekoMeHaumn C, ypoBeHb JOCTOBEPHOCTH AOKa3aTeNbCTB 5.

6. Mp¥ NOOo3peHnn Ha MOCTNPaHANANbHYIO MTMAOrIMKEMUIO MPOBECTM NPOBY C 6eNKOBOM Harpy3kov Unm
nepoparnbHOW Harpy3kom AeKCTPO30M; BbIGOP 3aBMCUT OT AaHHbIX aHaMHe3a. [1119 6eKOBOW Harpy3Kun UCMonNb3yoT
1 6enkalkr, ans AekcTposbl — 1,75 r/Kr.

7. BbINOMHUTbL MONEKYNSpHO-TeHeTUYECKOoe nccnefoBaHne BCeM nauneHTam ¢ B, kpome AeTen ¢ aBHbIMK
KIIMHUYECKMMW MPU3HaKaMu TPaH3UTOPHOMO TeveHus 3abonesaHns.

8. MNpw onasokcna-pesmcteHTHoM BI'W nposecTu M3AT ¢ 18F-A0PA ang anbdepeHumanbHOM OnarHOCTUKM GOKarnbHON
1 anddy3Homn GopM 3abonesaHns. YpoBeHb yoeanTenbHOCTHN pekoMeHaaLummn C, ypoBeHb JOCTOBEPHOCTU
[0Ka3aTeNbCTB 4.
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INeueHue

« Ecnu pebeHok B CO3HaHWUM 1 MOXET rnoTaTh, AaTb 109 pacTBOp AeKCTPO3bl 5-15 M1, 3aTeM HAaKOPMUTBL U
OopraHn3oBaTb APOBHOE NTaHKe. MNpu HapyLEHWUN CO3HAHWSA UMM COXPaHSIIOLLENCS MNOr IKEMUU NPY HaNMyYmm
BEHO3HOr0 4ocTyna BBeCcTH 10% OeKCTPOo3y BHYTPUBEHHO 1 MM/KIM MeANEeHHO 3a 3 MUHYTbI, 3aTeM NPOLoIXNTL
NHPY3MIO 3 MN/KI/Y C KOPPEKLMEN CKOPOCTU U KOHLLEHTPaLMM MO rMMKeMnn. YpoBeHb yoeanuTensHOCTH
pekoMeHaaumi C, ypoBeHb JOCTOBEPHOCTM 4OKa3aTeNbCTB 5.

IMpw OTCYTCTBWUM BEHO3HOMO AOCTYMNa BBECTU rrtokaroH 0,1 Mr/Kr MOAKOXHO UK BHYTPUMBILLEYHO, HO He 6onee 1 Mr;
nocne MHbeKLM He06X0AMM YUaLLleHHbIN KOHTPOSb MIMKEMUN 13-38 BO3MOXHOW pebayHa-rvnornnmkemMmnn. YposeHb
ybenountensHocTv pekoMmeHaaumi C, ypoBeHb AOCTOBEPHOCTHN JOKa3aTeNbCTB 5.

Mpwv NepcrCTUpPYIoLLEN TMMOTNIMKEMUM HAYaTb HEMNPepPbIBHYIO MHPY3Mi0 1096 EKCTPO3bl CO CKOPOCTbLIO 3 M/KI/Y;
rIMKEMUIO KOHTPOMPOBAaTb He pexe 04HOro pa3a B 3 yaca, nogaepxusas 3,9-5,6 MMonb/n. [MNpu KOHWEHTpaLmm
OEeKCTPO3bl bonee 12,5% pekoMeHO0BaH LLeHTParbHbI BEHO3HbIN KaTeTep. YpoBeHb yoeanTenbHoCTH
pekoMeHzaumm C, ypoBeHb JOCTOBEPHOCTH 40Ka3aTeNbCTB 5.

[nasokcna — npenapat NepBov NMHWUK: CTapToBas A403a 5 Mr/Kr/CyT Ana AeTen C HopMaribHOW Uiv KPYnHOM
MaCCOW Npu POXAEHUMN 1 3 MI/KI/CYyT AN MNaAeHLLEB C 334ePXKOM BHYTPUYTPOBHOrO pa3BuTUS; npenapat
NPUHUMAIOT BHYTPb 2-4 pa3a B CYyTKU. OPHEKT OLLEHNBAIOT He paHee TPeTbUX CYTOK, 403y MOXHO NOBbICUTL 40 20
Mr/Kr/CyT; PE3NCTEHTHOCTb YCTaHaBNMBAIOT MPW OTCYTCTBUM addeKTa OT MaKCHMMarbHOW A03bl HE PaHEE LEeCTbIX
CYTOK fleyeHuns. YpoBeHb yoeauTenbHOCTU pekoMeHdaumm C, ypoBeHb LOCTOBEPHOCTU [OKA3aTENbCTB 4.

MNpuv 3a8epkKe XnOKOCTN Ha GOHE ANa3oKCHaa Ha3HauaoT ANYPETUKN, NMPEANOYTUTENBHO rMapoxnopTnasund. Ao
Hayvana Tepanuu Bcem aeTtam nposoaaT SXO-KI, moBTOPAOT nccnenoBaHune yepes 3-5 AHel; npy OCTPOW Nero4Hon
runepTeH3unn AMas3oKCua OTMEHSIOT.

Mpn He3PDEKTUBHOCTH UMN HENEPEHOCUMOCTU AIMA30KCHOa Ha3HauatoT OKTPEOoTU ] C 3 MKI/Kr/CyT NOAKOXHO
OPOBHO Kaxable 6 4acoB NMH0 HEMPEPbLIBHO; [O3Y NOBLILAKOT NOCTENEHHO, MakCUMyM — 20 MKr/Kr/cyT. MNpu
HenpepbiBHOM MHDY3KK COXpaHAeTCa bonee cTabunbHasg KOHUEHTpauua npenaparta. YpoBeHb yoeaMTenbHOCTU
pekomMeHaaumn C, ypoBeHb JOCTOBEPHOCTU [lOKa3aTeNsCTB S 1 4.

Ecnuv CTONKYIO 3yrNnKeMUIO He YaaeTCs 06eCneynTb 06blUHBIM MUTaAHWMEM, MCMONb3YIOT 060ralleHHbIe YrnesoaamMm
cMecH, oBaBnsSoT KYKYPY3HbI Kpaxmarl, a B OTAeSbHbIX CydasX MpoBOAAT raCTPOCTOMMIO AN HEMPEPbLIBHOMO
HOYHOrO KOPMIEHUSI.

MNpu pokanbHOM GOPME BbINMONMHAIOT HACTUYHYIO PE3EKLLMIO MOAXKENYA0HHOW Xenesbl C yAaneHem
naTonoruyeckoro ovara. lMpv aMedysHoM GapmakopesncTteHTHOM Bl npoBoasT cybToTanbHy0
naHKpeaTaKTOMUIO C yaaneHnem 95-98% TkaHu; YacTuuHaa pesekumns 70-809 He obecrnednBaeT NoMHOro
BbI3JOPOBEHUA. YPOBEHb yoeanTebHOCTM pekoMeHjaumin C, ypoBeHb JOCTOBEPHOCTH [OKa3aTENbCTB 4.

Korpa HanpaBuTb ¥ KaKk HabnaaTb

. rOCI'll/ITaI'IVI3l/1pOBaTb pe6eHKa C Briepsble BbISIBNIEHHOW runornvkemMmen ans obcnenoBaHms 1 YTOYHEHNA AMarHo3a.

- [ocnuTanusmMposaTk NaumeHTa ¢ Bl npu runornnkemMunm, ConpoBoXaatoLLencs cyaoporamm v notepen
CO3HaHwus, 415 KyNMpoBaHWA COCTOSIHUA 1 MOABOPa NMBO KOPPEKLMM NeYeHUs.

- [naHoBas rocnuTanusauus Heobxoavma ans nposefeHNA KOHTPOJTbHbIX I'Ip06 N KOppeKUnn Tepannm;
XNpypruyeckoe neveHne Takxe npoBoanTCAd B yCnoBmax MeNLMHCKON opraHmnsaunn.

- Mpw anapee, pBOTE M OTKA3e OT efibl Ha POHE NHTEPKYPPEHTHOI O 3a60MeBaHNA MOXET NOTPe60BaTLCA
rocnuTanusaumsa 4na nogaepxumeatoLlen MHbY3nm AeKCTPosbl.

» Bbinncka BO3MOXHa Npy NOATBEPXAEHHON KIMHWUKO-1abopaToOpHON MeAMKaMEHTO3HOM KOMMEHCaLMM Unm
pemMuccumn 3abonesBaHus.

YacTble BOnpochl

Kakune nokasaTenu noaTBepXaatoT BPOXAEHHbIN FTMNEepPUHCYNTUHU3M?

Mpw ravkemMumn MeHee 2,8 MMOIb/M OOMXHbI ONPeaenAaTbCA MHCYNWH 6onee 1,25 MKME/Mn 1 C-nentua 6onee 0,5 Hr/mn.
[onONHUTENBbHO HYXeH XOTS B6bl OANH NPU3HaK: 3-r’MAPOKCUBYTUPAT MeHee 1,8 MMOTb/N, CKOPOCTb YTUNN3aumm
rMroKo3bl 6ornee 8 Mr/Kr/M1UH y HOBOPOXAEHHbBIX UN 6onee 3 Mr/kr/MuH y AeTen ctaplie 1rofa, NoBblLLEHNE MNKEMUM
nocne rnokaroHa Ha 1,7 MMorb/n v 6onee nn cBo604HbIE XNPHbIE KNCNOTbI MeHee 1,7 MMOrb/1.

Kak 6e3onacHo npoBoAnTb Npoby ¢ ronogaHnemM?
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TonbKO B CTauMoHape, Npw HanuynmM BEHO3HOrO AOCTYNa U MOHUTOPUHIE COCTOSHUA U rkemuu. MNpoby npekpatiaroT
npw rnvkemMmnn MeHee 3,0 MMOnb/n, KeToOHeMuK 6onee 1,5 MMOSb/M UMW BbIPaXXeHHOM YXYALLIEHUN COCTOAHUS; Y
HOBOPOXAEHHbIX, MOMYYaloLLMX AEKCTPO3Y BHYTPUBEHHO, MIMKEMUIO KOHTPONMMPYIOT Kaxable 30 MUHYT.

Kak Ha3HauaTb AMa3okcma u korga cumtatb BI'M pe3ancTeHTHbIM?

CTtapToBad 403a COCTaBNSET 5 MI/Kr/CyT, a Npu 3afepXKe BHYTPUYTPOBHOIr0 pa3BuUTUA — 3 Mr/Kr/cyT; MakcumMym — 20
Mr/Kr/cyT. OhhEKT OLLEHNBAIOT HE PaHEE TPETbUX CYTOK, 8 PE3NCTEHTHOCTb YCTaHaBNMBAIOT NPW OTCYTCTBUM addekTa
OT MaKCUManbHOW 003bl HE PaHee LLECTbIX CYTOK TeYeHUs.

Korpa nepexoaunTb Ha OKTPEOTUA U B KAKOMW 103€ ero NpUMeHATb?
OKTpeoTua Ha3HauatloT NpY He3PHEKTUBHOCTU UMW HENEPEHOCUMOCTU AMAa30KCHAa: HAUMHAKOT C 3 MKI/KIr/CyT, BBOOAT
MOAKOXHO Kaxable 6 4acoB UMK HEMPEPbLIBHO, MOCTEMNEHHO MOBbILWasA A03Y A0 MakCuMarbHbIX 20 MK /Kr/cyT. [Mpu

obbeMe NHPY3MKM fekCcTpo3bl bonee 200 MA/Kr/CyT NeYeHne MOXHO HauMHaTb € oKTpeoTmaa 5-10 MKr/Kr/cyT nivnnu
rAroKaroHa.

Korpa HyxHa onepauws npu Brn?

Mpuv noaTBePXAEHHOM hoKanbHOM GOPME BbIMOMHSIIOT YaCTUUHYIO pe3eKLLMIO C yaaneHweM odara. MNpu anddys3Hom
dhapMaKkope3nCTEHTHOM TEYEHUM NPOBOASAT CYyDHTOTaNbHYIO MaHKpPeaTaKTOMMIO C yaaneHnem 95-989% TkaHu; BbI6op
obbeMa ornepaumm 0b6CyxaatoT KonneruansHo.

BbIXuMKa caenaHa no TeKCTy pekoMeHAaLmMmn U He 3aMeHsieT ero. MonHbI opULManbHbI TEKCT, KanbKyNATOPb! 1 COKPaLLEHHaa BEpCHs:
https://ikonaceyeHoBa.pd/cr/1047-vrozhdennyj-giperinsulinizm. OduumanbHbin MCTOYHKK: https://cr.minzdrav.gov.ru/preview-cr/1047_1
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