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BpoxxaeHHbli  runepuHcyAMHusm  (BIM) —

3TO HAaCAeACTBeHHOoe 3aboaeBaHue,

XapakTepusyioueecs HeaAeKBaTHOM

runepcekpeumeii UHCyAUHa OeTa-KA€TKaMM MOAKEAYAOUHOH >KeAe3bl, YTO MPUBOAMT K pa3BUTMIO TuUMoOrAukemuii. Mpu
OTCYTCTBUM A€UEHUsl, TMMOTAMKEMMUN B AETCKOM BO3pacTe MOTyT NPUBOAUTH K PAa3BUTHIO CYAOPOT U TSHKEAbIM HEBPOAOTUYECKUM
OCAOXKHEHUsIM. PaHHSIS AMarHOCTMKA W CBOEBpeMEeHHOE HA4aAO0 aAeKBATHOW Tepanuu HeoOXOAUMBbI AASl MPEAOTBpaLLeHMUs]
nopaxenus LIHC. BIU siBAsieTcsl reTeporeHHbIM 3aboAeBaHMEM, KakK 3TUAOTMYECKM, TaK M C TOUKM 3peHUsl KAMHMYECKOro
TeyeHusi U pa3HooOpa3us moporornyecknx hopm. B HacTosILNIE MOMEHT B AMTEpaType ONUCaHO 9 FeHOB, MyTaLIMK KOTOPbIX
MOTYT MPUBOAUTH K pa3BuThio BIU. Momumo 3T0ro, CymecTByloT CUHAPOMaAbHbIE MATOAOTUM, B CUMITTOMOKOMIAEKC KOTOPbIX
MOXET BXOAMTh FMNEPUHCYAMHEMMUYECKUe rMNorAukemun. B AaHHOM 0630pe AuTepaTypbl HamW NpEACTaBA€Hbl OCHOBHblE
npuHuMnbl KAacuncgukaumm B, onucana KAMHNUYeckasi BapuabeAbHOCTh TeueHUs 3ab0AeBaHMsl, @ TaKXKe AaHbl PpeKOMeHAALIUU
No AMarHOCTUKE U NMOAXOAAM K A€HEHMI0 pa3AuuHbIX (hopm BIU.

KaloueBble croBa: BpO)KAeHHbIﬁ TUNepHUHCYAMHU3M, THUIMTOrAMKEMUN yAeTeﬁ, rUrnepHuHCyAnHemMmndecKas rurnorAnKemms.

Federal clinical practice guidelines on the diagnostics, treatment, and management of the children
and adolescents presenting with congenital hyperinsulinism

M.A. MELIKYAN

Endocrinology Research Centre, Moscow, Russian Federation

Congenital hyperinsulinism (CHI) is characterized by disregulated insulin hypersecretion with pancreatic b-cells, which lead to
hypoglycemia. Untreated hypoglycemia in infancy can lead to seizures and severe brain injury. Early diagnosis and appropriate
management are vital to prevent brain damage. CHI is a heterogeneous disorder in terms of its etiological factors, clinical pre-
sentation and morphological forms. Mutations in nine genes have been identified to date in patients with CHI. In addition, few
syndromic forms have been described which might present with hyperinsulinemic hypoglycemia. This review gives an overview
of the classification and clinical presentation of CHI and provides guidelines for diagnostic approaches and management of

patients with different forms of HI.

Key words: congenital hyperinsulinism, hypoglycemia in infancy, hyperinsulinaemic hypoglycemia.
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I1pu orbope mydaMKalmii Kak MOTeHUIMaIbHBIX UC-
TOYHMKOB NTOKA3aTeJbCTB MCIIOJIb30BaHHASI B KaXKIOM
HCCJIeIOBAaHUU METOIOJIOTHSI U3yYaeTcs IJisl TOro, YTo-
Obl YOenuThCsl B €€ BaJuAHOCTU. Pesyinbrar usydyeHus
BJIMSIET HAa YPOBEHb N0Ka3aTeIbCTB, MpPHCBauMBaeMbIi
MyOoJUKaIMK, YTO B CBOIO OUYepelb BIMUSIET Ha CUTY BbI-
TeKaIIIMX U3 Hee peKOMEHAAIIIA.

Ha nporiecce olieHKH, HECOMHEHHO, MOXKET CKa3bl-
BaTbCS U CYOBEKTHUBHBIN (pakTop. 151 MUHUMU3ALIUU
MOTEHIMAIBHBIX OIIMOOK KaXI0e MCCIeI0BaHue Olie-
HUBAJIOCh HE3aBUCUMO, T.€. IO MEHbIIEH Mepe ABYMS
He3aBUCUMBIMU WieHaMu pabdoyeii rpymnmbl. Kakue-niu-
00 pa3nuuMs B OLIEHKAX OOCYKAAIUCh YKe BCEil rpyIi-
MOW B ITIOJIHOM COCTaBe.

Tabmumpl 10Ka3aTELCTB:

Ta0JIULIbI TOKA3aTeIbCTB 3aMOHSIUCH YJIEHAMU pa-
Ooueil TpyIIIbI.

OTBETCTBEHHbII aBTOP:
e-mail: melikian.maria@gmail.com
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TabAnua 1. PERTUHIOBasi CXeMa AASl OLEHKU CUAbI PEKOMEHAALMI

VYpoBeHb OnucaHue

Cuta peKoMeHIalmn
A CuJibHBIC apTYMEHTBI 3a TIPUMEHEHKE 3TOT0 METO/IA
B Yo6enutenbHble apryMeHTBI 32 IPUMEHEHUE 9TOr0 MeTo1a
C Crabble apryMeHTHI 3a TPUMEHEHHUE ITOTO METO/Ia
D Crnabble apryMeHThI TPOTUB MTPUMEHEHHUST 9TOTO MeToIa
E CuJIbHBIE aPTYMEHTBI TPOTUB MPUMEHEHMsI TOTO METO/1a

YpoBeHb I0Ka3aTeIbHOCTH
1 IMonreepxeHo Gosee YeM OJHUM PaHAOMU3MPOBAHHBIM KOHTPOJIMPYEMbIM MCCIIeJOBAaHUEM
1 IMoarBepxaeHo Gosiee YeM OHUM HEPAHIOMU3UPOBAHHBIM KIIMHUYECKUM UCCIIEI0BAHNEM; HECKOJIbKUMU aHATUTUYECKUMU HC-
CJIeIOBaHUSIME 00JIee YeM U3 OTHOTO LIEHTpa

111 [TonTBepkIeHO MHEHUEM DKCIIEPTOB, KIMHUIECKUM OTBITOM, OMUCATEIbHBIMY UCCIIEIOBAHMSIMU, SKCTIEPTHBIMU KOMUCCHUSIMU

Tabanua 2. Kaaccupmkaumsi BpOXKAEHHOTO TMINEPUHCYAMHU3MA

C TOYKM 3peHUS TeYSHUsI TUITOTJIMKEMUIA

TPAH3UTOPHLIC

TepCUCTUPYIOLIE

DTUOTOTUYECKUE BapuaHThI

JedexThl reHOB, yyacTByIoLIMX B pery-  CuHapoMaibHbie (hOPMbI:

JISILIMU CEKPELK MHCYJINHA:
mytauuu reHoB KCNJ11, ABCCS, GCK,

cunapom bekButa—Bunemana

Oc0XXHEHWsI BHYTPUYTPOOHOTO U MEepuHa-
TaJIbHOTO MIEPUO/IOB!

achUKCHsI IPU POKICHUT

GLUDI, HADH, UCP2, INSR, HNF4A, cuHapom Alepa nuabeTnyeckas peronaTust
SLCI16A1 cunapom Cotoca 3a/iep>KKa BHYTPUYTPOOHOTO Pa3BUTHUS
cunapom Kadykn BHYTPUYTPOOHBII cericrc
BPOXICHHBIE Te(DEKTHI ITTMKO3UITMPOBAHUST
Mopdonornyeckue Hopmbl
JAuddysHas popma DokanbHas popma ATunuyHasi hopma

MeToapl, HCIOIb30BaHHbIE 17151 (OPMYIMPOBAHNSA pe-
KOMEeHIAIWA:

KOHCEHCYC 3KCIICPTOB.

NumukaTtopsl no0pokavyecTBennoii mpakTuku (Good
Practice Points — GPPs)

Pexomennyemass moOpoKayecTBeHHAs ITpaKTHKa
0a3mpyeTcsT Ha KIMHUYECKOM OITBITE WICHOB pabodeit
TPYIIIEL TI0 pa3padoTKe peKOMEHIAIINIA.

DKOHOMHYECKHIi AHAJIN3:

aHaJIN3 CTOUMOCTH He TIPOBOIMIICS, M ITyOIMKALINT
1o (papMaKO’IKOHOMMKE HE aHATM3UPOBAJIUCH.

MerTon BaMau3anuy peKoMeHIAIuii:

— BHEIIHSS 9KCIIePTHAsI OIICHKA;

— BHYTPECHHSISI 9KCITepTHAS OIICHKA.

Onucanne MeToa BAIMIU3AIMI PEKOMEHIALIMIA;

Hacrosimmne pekoMeHIAauu B TIpeaBapHUTEIIBHOM
BepCHUM OBUTH PEIICH3MPOBAHBI HE3aBUCUMBIMHU KCITep-
TaMH, KOTOPBIX TTOMPOCIIIN IIPOKOMMEHTHUPOBATD TIpe-
XKIe BCETO TO, HACKOJNBKO WMHTEPIIpETAllMsI TOKa3a-
TEJIbCTB, JIEXKAIIINX B OCHOBE PEKOMEHIAINIA, TOCTYITHA
IIJIST TIOHUMAaHUS.

[TorygyeHBI KOMMEHTAPUHU CO CTOPOHBI Bpadeil mep-
BUYHOTO 3BeHA 1 YIACTKOBBIX ITIEAUATPOB B OTHOIICHUH
JMTIOXOMUMBOCTHU M3JIOKCHMS PEKOMEHIAIIMI M NX OLICH-
KA BaXHOCTH PEKOMCHIALIMI KaK padodyero MHCTPY-
MEHTA TIOBCETHEBHOM ITPAaKTUKHU.

[MpenBaputenbHasi Bepcusi OyIeT TakXkKe Harpasie-
Ha pelIeH3eHTY, He UMEIOIIEMY MEIUIIMHCKOTO 00pa3o-
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BaHWUsI, JUIsI TIOJIYYeHUsSI KOMMEHTAapUEB C TOUKU 3PEHUS
MEePCIIEKTUB MalMEHTOB.

KoHcyabTanuu 1 9KCnepTHas oleHKa

IMocnenHue M3MeHEeHUsT B HACTOSIIIIUX PEKOMEHIA-
LMSIX OBUIM MPEACTaBICHBI Il AUCKYCCUU B IIPEIBAPH -
TeabHOM Bepcuu Ha KoHrpecce sHIOKpUHOJOrOB 20—
22 mas 2013 r. (MockBa), Ha KOH(pepeHUUAX NeTCKUX
SHAOKPUHOMOTOB 22—23 utoHs1 2013 1. (ApxaHTreabeK).
[MpeaBaputenbHast BepcHsi BbICTaBJieHa JUISI LIMPOKOIO
obcyxneHus Ha caiitte ODHLI, nas Toro yToOs! aUIIa, HE
y4acTBYIOILIME B KOHIpecce U KOH(MEPEHIUSIX, UMEIU
BO3MOXHOCTb IPUHSTh y4acTUe B OOCYKICHUU U CO-
BEPIICHCTBOBAHUY PEKOMEHIALIMIA.

Pa6ouyas rpynna

JI1s1 OKOHYATENbHOW peNakUKM ¥ KOHTPOJIST Kaye-
CTBa PEKOMEHIALMU OyIyT MOBTOPHO MPOaHAIU3UPO-
BaHBI YJIeHaMU paboyeil TPYMIbI C LeJIbIO OLIEHUTh, YTO
BCE 3aMEYaHUs U KOMMEHTApUU SKCIEPTOB MPUHSITHI BO
BHUMAaHNE, PUCK CUCTEMATUYECKUX OLIMOOK MpU pas3-
paboTKe peKOMEHJALNI CBEIeH K MUHUMYMY.

Cuna pexkoMmennauuii (4—FE, [—IIl) npuBonutcs
MPU U3JTOXKEHUU TEKCTa PEKOMEHAAIUIA.

Onpenenenne

Bpoxnenusiii runepuHcynuHusm (BI'M) — Ha-
CJICICTBEHHOE 3a00jieBaHNE, XapaKTepu3ylolieecs He-
aJeKBaTHOM TUIIEPCEKpeleil MHCYIMHA OeTa-KiIeTKa-
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MM TIOIXKETyIOUYHON Keae3bl, UTO MPUBOAMUT K pa3BU-
THUIO TUITOTJIMKEMUIA.

BI'M gBngercs penkuMm 3abojeBaHueMm. Yactora
BcTpeyaeMocTu BI'M, 1o maHHBIM eBpoIleiCcKMX aBTO-
poB, coctaBisieT B cpenHem 1:30 000 — 1:50 000 HoBO-
POXICHHBIX, B TOMYJISIIUSIX C BBICOKUM YPOBHEM OJTM3-
KOpPOICTBEHHBIX OpakoB — 1:2500 HOBOPOXKIECHHBIX.
B P® peructp BI'M He Bemercst, omHaKO, MO JaHHBIM
MHOTOIICHTPOBOI'O UCCIICAOBAHYSI, IPOBEACHHOIO B Mo-
ckBe B niepuon ¢ 2009 o 2011 r., yacToTa BCTpeyaeMOCTH
BI'U cxoxa c TakoBoii B EBporie u cocraBiseT 1:45 000.

HecMoTpst Ha He3HAUUTENBbHYIO YacTOTY BCTpedae-
moctu, BI' sBnsietcsas ogHONM M3 OCHOBHBIX IIPUYUH
MNEPCUCTUPYIOLIMX TUIIOTJIMKEMUANA y HETEeM IIe€PBOIO
rofa XXM3HU.

Knaccudukanus

BI' gBnseTcst reTeporeHHbIM 3a00Ji€BaHMEM Kak
STUJIOTUYECKU, TaK U C TOYKHU 3peHUs KIMHUYIECKOTO
TeUeHUs1 U pa3zHooOpasust MOpGOJIOrMYecKUX (HOpM.
OCHOBHbIE TPUHIIMITBI KJTaCCU(MDUKAITUN TUTIEPUHCYIIH -
HM3Ma MIPUBEICHHI B TA0J. 2.

DrHonaToreHe3

K HacTosiieMy BpeMeHU B JIUTEpaType OIMCAHO
9 reHOB, MyTaIlMX KOTOPBIX MOTYT IIPUBOIUTH K pa3BU-
o BI'U. [TomuMo 3TOTO CyIIEeCTBYIOT CUHAPOMAIIb-
HBIC ITATOJIOTUM, B CUMIITOMOKOMIUIEKC KOTOPBIX MOTYT
BXOIWUTh TUICPUHCYTMHEMUYCCKIE TUMIOTIMKEMUMN.
OTIenbHYIO TPYMITY COCTABJISTIOT TPAH3UTOPHBIC THIIEP-
WHCYJIMHEMUIECKIE TUIIOTIMKEMUN HOBOPOXKICHHBIX,
pa3BHUBAIOIINECS KaK OCJIOXHEHHE IepUHATAIHHOTO

GLUDI
. ryTamaT
myTaumaTaernpore asa
."_ﬂ_.l" 2 RETS
FENYTAPET
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Meproaa WIKM Kak CJICICTBUE 3aIePKKU BHYTPUYTPOO-
HOTO Pa3BUTHSI.

['M10K0303aBUCUMBII MEXaHU3M CEKPELIMU MHCYJIM -
Ha SIBJIICTCSI CJIOXHBIM MHOTOCTYIIEHUYAThIM IIpOIIeC-
COM, KOHTPOJIMPYEMbIM Pa3IMIHBIMA TOPMOHATBHBIMU
1 hepMEHTaTUBHBIMU CUCTeMaMU. B HopMe Impu mocTyTi-
JICHUM TJIIOKO3Bl B KJIETKY oHa (ochopuiampyercs 10
CBOET0 aKTMBHOIO MeTabojmuTa IIII0K030-6-docdara.
JlaHHast peakuusi MPOUCXOAUT TpU aKTuBauuu dep-
MEHTa TJIOKOKWHA3BL. JICUIIMH TakXkKe SIBISICTCSI OMHUM
U3 OCHOBHBIX CTUMYJISITOPOB CEeKpelu MHCyauHa. OH
SIBJISIETCSI CIIEM(bUYHBIM aKTUBAaTOPOM (pepMeHTa TIy-
TaMaTAeTUAPOTreHa3bl, KaTATU3UPYIOLIEH peaKIIuio TIpe-
BpallleHMS TJlyTaMara B ajibha-KeTormyTropar. [ 1oko3a u
JISWIIMH aKTUBUPYIOT BHYTPUKIICTOYHBIN ITUKIT Kpebca, B
pesyabTare Kotoporo cuHtesnpyercst AT®. YeeanueHue
cootHoleHus: ATO/AID unrubupyer padory ATD-
3aBUCHUMBIX K*-KaHalioB, 4yTO BiieueT 3a cOOOM memos-
pu3aIrio MEeMOpaHbl M OTKPBHITHE BOJIbTAXK3aBUCUMBIX
Ca**-xaHanoB. Bxog nnrepctunimaasHoro Ca** B KieTKy
CTUMYJIUPYET BEIOpOC MHCY/IMHA (pHc. 1).

[Ipu cHIXeHUU YPOBHS IJIFOKO3bI B KPOBU €€ BHY-
TPUKJIETOUHBINT METa0O0JIM3M TOPMO3UTCS, YTO U3MEHSI-
eT (yMeHblaet) cootHolneHue AT®/A1D 1 npuBoaUT
K oTKpbITHIO K-KaHanoB u 3akpeiTuio Ca-KaHajaoB, TeM
CaMBbIM OJIOKMPYST CEKPEILINIO MHCYJIMHA.

Hapymenus ¢yakunu ATd-3aBucumbix K-
KaHaJIOB, a Takke Ne(heKThl PeTYISIUA BHYTPUKICTOU-
HOTO MeTaboJ13Ma TIIIOKO3bI MOTYT TIPUBOIUTH K pa3-
BUTHUIO TUTICPUHCYINHEMUYECKHUX TUTTOTIIMKEMUIA.

Hawnb6onee yactoit npuunnoii BI'M aensgiorcs nHak-
TuBUpylomue myrauuu reHoB KCNJ11u ABCCS, xonu-

KCNJ111, ABCCH
K ATG-3aBuCHMBE KEHAMLI

Nagrar, ™=
I SLCIGAT
Mupyear mo-5-thoodar Cats {
FrsoeDEeHEss -.'.. il @
Ca-EHHAn:!
GCK | Tnwoxoaa
vl
WHCYIAH

Puc. 1. Cxema pereHepauvm NpoAyKLMN MHCYAMHA.
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DEAEPAANBHBIE KAMMIHUMYHYECKWE PEKOMEHAALIMN

TabAnua 3. TeHetndeckne BapuaHTbl BIM n nx ocHoBHble heHOTUNNYECKME XapaKTEPUCTUKK

XpoMocoMHast Tun Hacneno-

DeHoTHI

I'en Benok
JTIOKATM3AITHST BaHMsI
KCNJ11 11pl5.1 Kir6.2 AP
ABCCS8 SURI1 ALl
WMOpuHTUHT
GCK Tpl3 I'mokokuHaza ALl
GLUDI 10g23.3 I'nyramar-gerunpore- Al
Hasa
HADH 4q25 3-TUIPOKCU-AIII- AP
KoA-nerunporenasa
HNF4A 20q13.12 HyxieapHsblii hakTop Al
TermaTonuToB 4-anrbda
SLCI6A1 1p13.2 MoHokapbokcuiar All
TpaHcroprep 1-ro TU-
na
INSR 19p13.2 Peuenrtop nHcynnHa All
UCP2 11q13.4 HecBsizanHblii IpoTe- All

MH 2-TO TUIA

Tsixenble TMMOTTMKEMUU, PE3UCTEHTHBIE K Tepanuu. J1e6ioT B nep-
BbIE THU XXKU3HU

l'unornukemMuu cpenHei cteneHu TsokecTu. BosmoxkeH addext ot
KOHCEepBaTUBHON Tepanuu

®DokasnbHbie GopMmbl. CTENEHb TSKECTH TUIIOTTTUKEMUU MOXKET Ba-
pBUPOBATH

KimHuka Bapua6enbHa. MOXeT BCTpeuaThest M30JUPOBaHHAS TTOCT-
TpaHIUATbHAS TUTIOTTUKEMUs. BOJBITMHCTBO CiTy9aeB ¢ MSITKUM Te-
yeHueM. Boicokuit puck pazsutust C/1 y B3pOCIIbIX HETIPOOIIEPUPO-
BaHHBIX MTAIUEHTOB

Msirkoe @Y-TeueHue. ['MnorakeMun rmocie mpoTenHOBOI Harpys-
ku. [ToBbIILIEH ypPOBEHb aMMHUaKa KPOBU. XapaKTepHbI pa3InyHbIe
HEBPOJIOTMYECKUE OCTOXKHEHMSI, HE CBSI3aHHbIE HAPSIMYIO C TUIIO-
IMKEMUYECKUMU MPUCTYIaMKU

Msrkoe ®Y-teueHue. [TporekaeT ¢ KeTO30M (ITOBBIIIEHO COmepkKa-
HHe 3-TUAPOKCUOYTUPATa B KPOBU U 3-THAPOKCUTITyTapaTa B MOUe)
Maxkpocomus ipu poxxaeHun. Msirkoe dY-teuenue. ['umormmke-
MUY Yallle TPaH3UTOPHbIE, MAaHU(DECTUPYIOT B HEOHATATIbHBII Mepu-
of. Y B3pociibIX manieHToB otMeuaetcs pa3sutue HTT u CII tuna
MODY

lunornukemuu nocie Gu3nyecKoi aHadPOOHOI HArpy3Ku

[Mo3aHuii ne6roT runornukemMuu (3—30 J1eT), BO3MOXHO pa3BUTHE BO
B3pocsioM Bo3pacte MP. Teuenue msirkoe, @Y

Msrkoe @Y-teueHue. TpaH3UTOPHBIE TUITOTJIMKEMUN

Ilpumeuanue. AIl — ayTOCOMHO-TOMUHAHTHBIN, AP — ayrocomHo-petieccuBHblif, @YU — dapmakouyBcTBuTeabHoe, HTT — HapylieHue ToJepaHTHOCTH K TJTIOKO-

3e, CI1 — caxapHblii tuabet, P — MHCYIMHOPE3UCTEHTHOCTD.

pyoonmx 0eiaku, cTpyKTypupyoomme K -kaHanbl 6eTa-
KJIETOK, KOTOpPbIe MPUBOAIT K YMEHBIIICHUIO 3KCIIpec-
cnn AT®-3apucumbix K*-kaHaioB Ha MeMOpaHe, CHU-
JKEHUIO MX PELENTOPHOM YyBCTBUTEIBHOCTU U 3aKPbI-
tui0. opMUpyeTCs MOEIIb, IIPU KOTOPOil HE3aBUCUMO
OT YPOBHSI INIMKEMUU MeMOpaHa 6eTa-KJIeTKU HaXOIUT-
csl B ICTIOISIPM30BAaHHOM COCTOSTHUM, UTO BJICYET 3a CO-
0011 n30bITOYHOE nocTyruieHue Ca** B KJIETKY U TUMep-
CeKpeLMIO UHCYIMHA.

OnucaHbl KaK ayTOCOMHO-PELIECCUBHBIE, TaK U ay-
TOCOMHO-IOMUHAHTHbBIC MyTallUU YKa3aHHBIX TEHOB.

AKTUBUPYIOILIME ayTOCOMHO-IOMUHAHTHBIE MYyTa-
1y redHa GLUD1 sBasioTcs BTOpO Harubosiee pacipo-
cTpaHeHHoi mpuunHoii BITY. MyTtauuu aToro reHa BbI-
sapistoress B 10—15%. Jdannyio dopmy BI'M B cuiy
cnennUIecKoil KIMHUYECKONW KapTUHBI Ha3bIBalOT
TaKXe TUIEPAMMOHUEMUNHON JIEUIIMHYYBCTBUTEIb-
HOW TUTIOTJINKEMUEH.

AKTUBUpYIOIIME MyTallMM TeHa IIOKOKMHA3bI
(GCK), xonupymolero ofHOMMEHHbBIN (hepMeHT, CIIy-
xkat npuunHoii BITU B 5—7% ciy4daes.

K penkum renHetmueckum npuuymHam BI'M otHo-
carcs mytauuu reHoB HADH, HNF4A, SLC16A1, INSR,
UCP2. BaxxHo oTMeTUTh, 4TO OoJiee ueM B 40% ciryuaeB
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MOJIEKY/ISIpHO-TeHeThuuecKuii BapuanT BI'M ycraHo-
BUTb HE YIAeTCH.

I'enetnyeckne BapuaHTel BI'M u ux ocHOBHBbIE
KJIMHUYECKUE XapaKTepUCTUKY ITPUBEACHBI B TA0J. 3.

Knuauyeckass KapTuHa

Kunaccuueckn BI'M manugectupyer B nepBble THU
WIN HEICIU XU3HU U MPOSIBIISICTCS TSKEIBIMU TIEPCH -
CTUPYIOIIMMU TUIONIMKEMUSIMM, IUIS KYIMPOBAaHUS
KOTOPBIX TPEOYIOTCSI KpaiiHe BHICOKHE JT03bl TJIIOKO3BI,
BBOAMMOIi BHYTpUBeHHO. OIHAKO CYIIECTBYIOT U Oosiee
Jierkue (popMHbI C TIO3IHUM AeOI0TOM (BILJIOTh A0 3-J1€eT-
HEro Bo3pacTa) U MATKUM TeueHueM. Kak mpaBuiio, npu
BI'M rumnoravkeMuu HOCSIT TOIIAKOBBIN XapaKTep, XOTs
IIPY HEKOTOPHIX (hopMax TUIepPCeKpelirst MHCYIMHA MO-
KeT OBbITh MHAyLIMpoBaHa TpuemoM Tuiu. HoBopoxk-
neHHble ¢ BI'M 3ayacTyio poXmaroTcsi KpyIMHBIMU LTSI
CBOEro TeCTAllMOHHOIO BO3pacTa M, IPU OTCYTCTBUU
aZieKBaTHOM Teparnuu, U30LITOYHO HAOMPAIOT Maccy Tella.

JuarnocTuka

IInan o6cenoBaHus nanuenTa ¢ nono3penuem BI'N
A. Kiimangeckoe o0cjie10BaH1e

Xapaxmepuvie xcanobwt npu BI'U:

— CYJIOPOXHBIN CUHJIPOM;
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— MBIIIEYHAs TUTIOTOHMS (B HEOHATAJIBHBIN Mepu-
on);

— MoTepsI CO3HAHUS, JIETapIus;

— TIOBBILIEHHBINA alllIETUT, IPOTrPECCUPYIOLINI Ha-
0op Macchl Tena;

— y ZIeTeil craplero Bo3pacta MOTYT OTMEYaThCs
MIPUCTYIIBI arPecCUM U HeaaeKBaTHOTO MOBEACHUS MIPU
TOJIONaHUM.

Ilpu ocmompe neobxodumo obpamums HUMAHUE HA:

— CTUTMBI THUCAIMOpHOreHe3a (XapaKTepHBI IS
cuHIpoManbHBIX ¢opM BI'N);

— MaHHBIC AHTPOTIOMETPUU (MOXET BBISIBISTHCS
MaKpOCOMMS).

IIpu coope anamuesa HeobX00UMO YMOUHUMD:

— TIepMHATaJIbHBIIA aHaMHe3 (Halnuue ac(huKCHUu,
BHYTPUYTPOOHOTO CeTIcuca);

— TedyeHHe OepeMEeHHOCTHU (Hajuyue y MaTepu re-
CTalIMOHHOTO A1abeTa);

— HaJW4ue y MalueHTa CUHAPOMa, OMHUM U3 KOM-
IMTOHEHTOB KOTOPOTO MOKeT ObiTh BI'U;

— HaJIM4Me OJIM3KUX POACTBEHHUKOB, CTPAIAIOIINX
TUITONIMKEMUYECKUM CUHIPOMOM, NAaHHBIE O paHHEN
MJIaIeHIECKON CMEPTHOCTH B POY;

— OIM3KOPOJICTBEHHBIN Opak;

— BO3pacT MaHU@ECTALIMU TIEPBBIX CUMIITOMOB T -
TTOTJIMKEMUM.

Koncyavmayuu cneyuanucmos:

— DHAOKPUHOJIOT;

— reHeTUK (TIpY HAJIMYMKY CTUTM JUCOMOpHOreHesa);

— TacTpPO’HTEPONIOT (IIPU HAMYUU PeIIOKCHON
00JIe3HN);

— IUETOJIOT.

Monumopune eauxemuu

[Ipy BBISIBICHUM TUMOTIMKEMHUN PEKOMEHIOBaH
CYTOUYHBII MOHUTOPUHT TJIMKEMHMHU, KOTOPBI MOXKET
TIPOBOIUTHLCS MOPTATUBHBIMU TJIIOKOMETpaMHM (U3Mepe-
HHUE TJIMKEMUHU Kaxnple 1—2 9) u/WiIn cucTeMaMu Cy-
TouHoTo MoHUTOpUpoBaHus (CGMS). [TogoOHbII ru-
KeMHMUYeCKUil MpoGuib PeKOMEHIOBAHO PETUCTPUPO-
BaThb B TeUeHUe KaK MUHUMYM 1—3 cyT. B xone MoHUTO-
PUHTA TIMKEMUH Ba’KHO OLICHUTh, B KAKOI MOMEHT U C
KaKOI 4aCTOTOM y MallMeHTa pa3BUBAIOTCS TUITOTJIMKE-
MMU, HOCSIT JTU OHU TOIIAKOBBIN WM MOCTIpaHIAb-
HBII XapakTep, eCThb JIU 3aBUCHUMOCTb MEXIY TUIIOTJI-
KEeMUSIMU 1 PU3NUeCKOl HaTpy3KOIi.

oNAEODODO N

—e— Monoko

Fnwko3za, mrikrimun

1 2 3 4 5 6 7 8 9 10
Monoko, mn/krivac

Puc. 2. TlotpebAeHHe rAl0KO3bl AETbMM HA TPYAHOM BCKAPMAMBAHUMU.
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Ouenka nompebHOCMU 8 2NH0K03e

OmHMM M3 TOTOJHUTEIbHBIX KPUTEPUEB ITUATHO-
ctuku BI'U aBasieTcst BbIcoKast MOTPeOHOCTD B TIIIOKO3€
(>8 Mr/xr/cyT) mias moaaep:KaHUs HOPMOITIMKEMUU
(6omee 3,5 Mmonb/n). s mepecyera JaHHOTO TTOKa3a-
TeJISI B MT/KT/MWUH UCIIOIb3YIOTCSI CTAaHAAPTHBIC (DOpMYy-
JIBI:

Tniokosza enympueenno (me/ke/mun)= (% entokosvr %
ma/xe/cym)/ 144

280

Tniokosa enympueenno (me/xe/mun)=(% earoro3zor %
Ma/)/(6 X ke maccol mena).

JlanHble (OPMYJIBI MOTYT OBITh MCITOJb30BaHbI
TOJBKO JUISI NeTel, HaXOMSIIMXCS Ha BHYTPUBECHHOM
BBEIEHUM I1I0KO3bl. Ec/ peOeHOK HAXOIUTCSI Ha DHTE-
paJbHOM MUTAaHUM, HEOOXOMWMO YUUTHIBATh COACpPIKa-
HUE YIJIEBOAOB B MUIIE (IJIsI TPYTHOTO MOJIOKA TaHHbBIN
noxasaTenb B cpeqHeM coctasisier 7 T Ha 100 M1, misa
JIeTcKoit cMecu — okoo 8 mr Ha 100 mi). Hike mipen-
cTaBJIeH TpauK COOTHOIIECHUS MOTPeOJISIEMOIl TIIIOKO-
3bl (MI'/KT/MHMH) y AeTeil Ha TPyIHOM BCKapMJIMBaHUU
(puc. 2).

b. JIabopaTropuas quarHoctnka BI'!

Juaenocmuyeckas npoba c eonodanuem

I1po6a ¢ roysogaHuem SIBASIETCS 30JI0ThIM CTaHAAp-
ToM 111 auarHoctuku BI'U (I1T1).

[TpomoXUTETbHOCTh TOJIOAHOTO ITPOMEXYTKA 3a-
BUCHUT OT BO3pacTa M MacChl Tesja pebeHka. B HacTos-
MU MOMEHT HE CYIIECTBYET CTaHIApPTU3MPOBAHHBIX
MMPOTOKOJIOB TAHHOTO TMaTHOCTUYECKOTO TeCTa Y ACTEH.
HaMu pekoMeHIOBaHO UCMOb30BaTh CICIYIOIINE Bpe-
MEHHBIC TIPOMEKYTKU:

— HOBOPOXKIECHHBIC C 3aePKKOIl BHYTPUYTPOOHO-
ro pa3sutus (3BYP) — 2,5—3 yu;

— HOBOPOXIEHHBIE C HOPMAJIILHOM MAacCOU Tejla —
3,5—4y;

— netu 1—3 mec — 6 4;

— netu 3—6 mec — 8 4;

— netn 6—12 mec — 10—12 u;

— netn 1—2 roga — 15—18 u;

— netn 2—7 net — 20 u;

— HeTu cTapiie 7 get — 24 4.

MOHUTOPUHT TJIMKEMHUHU MOJDKEH TPOBOIUTHCS
BCEM OOJIBHBIM B X0Ji¢ ITPOOLI. /1151 HOBOPOXKIEHHBIX ¢~
Teil ¢ BBICOKOI MOTPeOHOCTHIO BO BHYTPUBEHHOMN MH-
¢y3un KOHTPOJIb YPOBHSI caxapa KpOBHU HEOOXOIMM
Kaxnable 15—20 MuH, geTsM O6oiee cTapliero Bo3pacTa
KOHTPOJIb TIMKEMUHM MOXHO BBITTOTHSTH Kaxabie 30—
60 muH. I[Tpoba ocraHaBIMBAETCSI B JIIOOO MOMEHT IPU
HACTYIIJICHUY TUTIOTJIMKEMUU.

Ha nepBoM aTamne obcienoBaHusi 0a3ajibHO M Ha
¢oHe 1adbopaTOpHOI TUIIOTTINKEMUN (MEHee 3 MMOJIb/JT)
HEoOXOAMMO TIpOaHAIM3UPOBATh CIAEAYIOIINe Jabopa-
TOPHBIC TTOKA3aTelIn:

— YypoBeHb MHcynuHa, C-TenTuma, KOpTH30Ja,
TOPMOHA POCTa B CBIBOPOTKE;

— YPOBEHb KETOHOBBIX TeJ B IJIa3Me WM B MOU¢;
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— YPOBEHBb CBOOOTHBIX KUPHBIX KUCJIOT;

— YpOBEHb aMMOHMUS B CHIBOPOTKE;

— CIIeKTP aMUHOKMCJIOT M alIVUIKAPHUTUHOB B KPO-
BU (TOJILKO Ha (pOHE roJiogaHusl);

— YpOBEHb JIaKTaTa B KPOBU.

Baxno! I1pob6a ¢ roiogaHueM J0KHA TTPOBOINTh-
Cs B YCIIOBMSIX CTallMOHApa IO HAOMI0IeHUEM KBaJIu-
(GUIIMPOBAHHOTO MEIUIIMHCKOTO TIEpCOHaja, TOJbKO
MpU HaJIMYMKU BeHO3HOTro noctymna. Eciiu peGeHoK B MO-
MEHT OO0CIIeIOBaHUSI HAXOIUTCA Ha MHQY3UM TIIOKO-
3011, pe3KO OTMEHSITh MH(DY3UIO HE peKOMEHIIyeTCs, He-
00XOIMMO TIJTABHOE CHUKEHME CKOPOCTH MOCTYMHAIOIIe-
ro pacTBopa (IIIar CHMXKEHUS — 5 MJI/9 Kaxnble 15—
20 MuH). 3a00p KpOBHU IS TOPMOHAILHOTO UCCIEI0Ba-
HUS TIPOBOAMUTCS TIPY CHUKEHUU YPOBHS INIMKEMUM Me-
Hee 3 MMOJIB/JI.

Baxcno! Y noeoposcdennvix ¢ BIH eunoeaukemuu mo-
2ym pazeumuCsi CMpemMumenHo ¢ MUHUMANbHbIMU KAUHUYe-
cKumu nposierenHusmu. Yuumoieas oanHoe obcmosmens-
cmeo, npu npogedeHuu npoodsvl HeobX00UMO NOOLOMOBUMD
10% pacmeop eatok03b1 0151 60AHOCHO20 86€0eHUS, A MAKICE
2NIOKA20H, 88edeHlUe KOmopozeo Modicem Obimb Heobxoou-
MbIM NPU HOMepe 8eHO3H020 00CMYNA.

WHTepnperanus pe3yJbTaToB NMPOOBI C TOJIOJAHHEM
(D III)

IIpu BI'U

1. ncyiuH B KpoBU OyIEeT MUMETH OIpenessieMble
3HaYeHUs Ha ¢oHe runormukeMun (>2 MKEx/mi). Ypo-
BEHb MHCYJIMHA He 00s13aTeIbHO OyIeT BHICOKMM U MO-
JKeT He BBIXOIUTH 3a Ipenesibl pepepeHCHBIX 3HAUCHUA.

2. C-menuia 6a3aJibHO U B MOMEHT TMIIOIIMKEMUU
OyneT HOpMaJbHBIM WJIM TIOBBIIIICHHBIM.

3. KopTH30J B MOMEHT TUIOTJIMKEMHUU MOXKET OBITH
MeHee 500 HMOJIb/J, YTO HE CBUAETEIbCTBYET O HaJIM-
YuK y peOeHKa HAAIOYeYHNKOBOM HEAOCTAaTOYHOCTH.

4. CTT B MOMEHT TUIIOTJIMKEMUHU OYIET UMETh HOP-
MaJIbHbIC/BBICOKME 3HAUCHUS.

5. KeTroHoBble Tej1a 1 CBOOOAHBIE JKHPHBbIE KHCJIOTHI
Ha ¢oHe rojomaHusl OymayT HU3KUMU U HE HapacTaioT
IIPY TOJIOMAHUM.

6. AMMOHHIT KPOBY MOXET ObITb HOPMaJIbHbIM HJIN
3HAYUTEJBHO TIOBBIIICHHBIM (TIpU JICHIIMHYYBCTBU-
TEJbHOU TUITOTIMKEMUMN ).

7. AMHUHOKHCJIOTBI M ANWJIKAPHUTHHBI JTOJKHBI CO-
XpaHSTh HOPMaJIbHbIC COOTHOIIICHUS.

8. JIakTaT KpoBH — B Ipeaeaax HOPMBI.

IIpooa c enroxaeonom (D I11)

MozxeT ObITh MCHOJIb30BaHA KaK JOMOJTHUTEIbHbI
MMOATBEPKAAIOIINIA METON IMAarHOCTUKM U 3aBepIlaTh
mpo0y ¢ rojgomaHueM. [laneHTy BHYTPUMBIIIEYHO WU
BHYTPMBEHHO BBOIUTCS TJTIOKaroH B no3e 0,3—0,5 mr/kr
(He 6osee 1 MT). YpoBeHb INIMKEMUM OLICHUBACTCS Yepe3
5, 10, 15 1 30 muH. [TorbeM MIMKEMUH TOJIKEH COCTaBUTh
He MeHee 1,7 MMOJTb/JT OT UICXOIHOTO 3HAYCHMUSI.

CmumyasyuoHHsle npoobl

B HexkoTophix ciyyasix runornukemuu rnpu BI'M
MOTYT HOCUTD ITOCTIIPaHIUAIBHBIN XapaKTep U HE BbI-
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SIBJISITBCSI TIPU AUATHOCTUYECKOM rojionanuu. st nua-
THOCTUKMU MOJOOHBIX COCTOSIHUY UCTTONB3YIOTCS CEIY-
[OIIIME CTUMYJISILIMOHHBIE TECTHI.

1. Ilpoba c naepyskoii 6eaxom (D I11)

ITpoOy kenaTeTbHO MPOBOAUTS Iocjie 3—6 4 ToIoI-
HOTO TIPOMEXyTKa (€ClIM eCTh TaKas BO3MOXHOCTD).
[TpoTenHoBast cMech JaeTcs mepopaibHO U3 pacyeTa | T
Oenka Ha KT Macchl Tena. [Ipoba miutes B TedeHue 2 4.
Ha 0, 30, 60, 90 u 120-if MUHYTax UCCIEAYIOTCSI YPOBHU
TJIIOKO3bl U MHCYJIMHA B KpOBU. [lpu pazeumuu eunoaau-
Kemuu 6 11000l mouke npoody caedyem 0CMaHo8UMb U Ky-
nUpoB8ams eUN0AUKEMUIO.

Baxcro! Mepoi npedocmoposicnocmu makue ssce, KaK u
npu nposedenuu npodsl ¢ eonodanuem. Y demeii ¢ npome-
unzasucumvim BI'U npu nposedenuu dannoeo mecma mo-
2ym pa3eumscs Kpaiine msiceavie euno2auKemul, mpeoy-
owue OAUmMenbHoll UHQY3UOHHOI mepanuu pacmeopom
2N10K03bL.

Humepnpemauyus pezyromamog

Hanuuuve runoriamkeMuu ¢ YuTaeMbIM YPOBHEM UH-
CyJIMHA Ha JII0001 MUHYTE TeCTa TOBOPUT B MOJIb3Y MPO-
tenH3aBucumoro BI'U.

2. Ilpoaoneuposannsiit OI'TT (D I11)

PacTtBop r1oKo3bI U3 pacueta 1,75 r/Kr nmepopaib-
HO. AHaNM3bl KPOBU HA TJIIOKO3Y U MHCYJIUH TTPOBOJISIT-
csaHa 0, 30, 60, 90, 120, 150 u 180-it munytax. Ilpu pas-
eUMUU euno2auKemMuu 6 aboil mouxke npody credyem
0CMAHO8UMb U KYNUPOBAMb 2UNOAUKEMUIO.

3. Tecm ¢ gpuzuueckoii Haepy3koii (MOXET OBITb HC-
MOJIb30BaH MPU HAIMYUM aHAMHECTUYECKUX NAaHHBIX,
TOBOPSIIIUX B TOJIb3Y TMIOTIMKEMUN, WHAYIIMPOBAH-
HBIX (pusndeckumu ynpaxkaenussmu) (D I11).

YnpaxxHeHUs Ha BeJIoTpeHaxkepe B TedeHue 10 MuH,
3amadya — noctuub Taxukapauu 200 yn/mMuH. KoHTpoas
rmkeMuu 1 uHeynuHa Ha 10, 20, 30, 40, 50 u 60-i1 mMmu-
HyTax. [lpu pazeumuu eunoeaukemuu 8 11000t Mmouke npo-
0y credyem 0CMano8UmMb U Kynupo8ams eUnoAuKemuro.

Nutepnperanus pe3yabTaToB

Hayimurie runoriamkeMun ¢ YuTaeMbIM YPOBHEM UH-
CyJIMHAa Ha JIIoOo¥i MUHYTE TecTa TOBOPUT B 1oJib3y BI'U.

B. I'eneTnyeckoe o0c/e10BaHne

TTocne nabopaTopHoro noaTBepxkaeHus BI'N u uc-
KJTIOUEHMST BApUAHTOB TpaH3UTOPHBIX hopM (3BYP, ac-
ukcus npu poxaeHun) BceM aetsim ¢ BI'M pekomeH-
JIOBaHO TMPOBENECHUE MOJIEKYISIPHO-T€HETUYECKOTO UC-
cinenoBaHusi reHoB KCNJI1 w ABCCS. Heobxonumo
MOJTHOE CEKBEHUPOBaHME YKa3aHHBIX TEHOB, U B ClTyJae
BBISIBJICHUST MyTalldii 00a pOAMTENST MOJKHBI OBITh 00-
cJIeoBaHbl Ha TIPEAMET HOCUTENbCTBA. MOJeKyIsIpHO-
TeHETUYECKOe MCCIIEIOBAaHNE 3TUX T€HOB MPUHIIUIIM-
aJIbHO, TaK KakK IMO3BOJISIET C BBICOKOI J10JIeil BEPOSITHO-
CTU ONpeAeauTb Mopdoiornyeckyto Gopmy 3adojeBa-
HUSI.

Humepnpemauus pesysomamos (D 111)

Haymure roMO3UTOTHBIX, a TaKXe KOMITayHIHBIX
TeTePO3UTOTHBIX MYTAllMii MOATBEPKAAET HATUIME 3a-
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0oJIeBaHMSI M CBUIETEIBCTBYET B IOJIB3Y NMMGDY3HOI
¢dopMbI 3a005I€BaHUS.

leTepo3uroTHeie MyTanuu, yHacjledOBaHHbBIE OT
oTua (B cilydyae OTCYTCTBUS KIMHUYECKON KapTUHBI
BI'M y oria) noarBep:KIaloT TeHEeTUYeCKU JUarHos
BI'M u cBUACTENBCTBYIOT O HAIMUMH (hOKATBHOMI (hop-
MbI 3200JIEBAHUSI.

— TeTepo3urotHeie de novo MyTalluM, a TaKXe
yYHacJIeMOBaHHBIE OT MaTepH (B CIydae OTCYTCTBUS KT~
Hu4ecKkoit kKapTuHbl BI'U y MaTepu) ¢ BBICOKOI moJeit
BEPOSATHOCTU TIONTBEPKIAIOT TEHETUYECKU JIUArHO3,
OIHAKO MOTYT HaOII0AaThCs KakK Mpy AU dy3HBIX, TaK
U IpU aTUNTUYHBIX (popmax BI'N.

— OTcyTcTBME MyTallMii B yKa3aHHBIX TeHAX HE MC-
KJTI0YaeT AMarHo3 M He MCKIII0YaeT HaIUdus (DoKasb-
HOM1 (hopMBI, OMTHAKO BEPOSITHOCTD €€ BBISIBJICHUS B TaH-
HOM CUTyalluu 3HAYMTEJIbHO HIKE.

Hetu ¢ ruriepaMMOHHUEMUEH U TIPOTEeMH3aBUCUMBIM
XapaKTepOM TUIOTJIMKEMUI MOTYT OBITh OOCJICIOBaHbI
Ha nipenMet mytaiuit B rene GLUD .

Hetu ¢ noctnpanauanbHbiMu (moct OI'TT) rurmo-
[JIMKEMUSIMU MOTYT OBbITh 00CJIEIOBAHBI HA TIPEIMET MY-
tamuii B reHe GCK.

[Ipy HaMMUMU XapakKTEePHBIX CTUTM IHCAIMOpHOre-
He3a, TOBOPSIINX B TOJIb3Y TOTO WJIM WHOTO CUHAPO-
MajnbHoro Bapuanta BI'M, HeoOxonuma KOHCyabTalus
TeHETMKA M MOJIEKYISIPHO-TeHETUYECKOE HCCIIeI0Ba-
HHE COOTBETCTBYIOIIETO T'eHa.

I'. InddepenunanbHag nuarHocTuka (GoKajabHOH U
nuddysnoii hopm (11—111)

ITpoBecTu quddepeHInANTBHYIO IMAaTHOCTUKY MOP-
¢onornueckoii opmbr BI'M, a Takke BU3yaqIn3upo-
BaTh MATOJOTUYECKUI YIaCTOK MPU HAIMUMHU (DOKAIb-
HOI (hOpMBI, B HACTOSIIIMIT MOMEHT BO3MOXKHO JIUIIb C
ITOMOIIBIO MTO3UTPOHHO-IMUCCUOHHON TOMorpaduu ¢
BE-¢moopo-L-murunpoxcudenmiananuioM (S®-J1OTIA
[19T). JleBomomna oOHapyKHUBaeTCsI B HEMPOIHIOKPUH-
HBIX KJIETKaX U SBJISETCS MPEeaIeCTBEeHHUKOM KaTeXo-
JJaMUHOB. B O6eTa-KjieTKax MmoIxKeIyq0YHO! XKeJie3bl Jie-
BOJIOTIa KOHBEPTUPYETCS B AOMAMUH P yyacTuu dep-
MeHTa Jona-Kapookcuiaasbl. 3axsar n3oromna ®-JJOITA
OeTa-KJIeTKaMU C BBICOKMM YPOBHEM CEKPEIUM UHCY-
JINHA BBIIIE, YeM KJIETKAaMH C HOPMAaJIbHOI aKTHUBHO-
cTbio. TakuMm ob6pasom, npu ¢okansHoM BI'M 3axBat
M30TOMa B 00JACTU IMATOJOTMYECKOro (hoKyca 3HAUYM-
TEJbHO BBIIIE, YTO JAeT BO3MOXKHOCTh YCTAHOBUTD €O
Jnokanuzanuio. McciaenoBaHusi, mpoBeneHHBIE B pas-
JIMYHBIX MEIUIIMHCKUX IIEHTPaX, MOATBEPAMIN UH(DOP-
MaTUBHOCTh JAHHOTO METOoNa i BU3yaIu3aluu ¢o-
KaabHBIX (opM. [lo pasHBIM HaHHBIM, YyBCTBUTEIb-
Hocth BD-JIOITA IIDT cocrasiser or 88 mo 94%, a
crierpuyHocts — 100%.

Baxcrno! Cmandapmuoie pymuntbie Memoosl 8U3yaiu-
sauuu (maxue kak MPT, MCKT, aneuoepagus) Heungop-
MamueHbl 045 OduaeHocmuku @okarvHolx gopm BIU.
B nacmoswuii momenm uzomon *®©-/1011IA na meppumo-
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puu PD ne npouzsodumcs, umo deaaem HE803MONCHbIM
nposedeHue 0anHoe2o uccaedosanus é Poccuu.

Jleuenne 0oapHbIX ¢ BTN

OcHoBHas 3anaya jeueHust BI'M 3akiouaercs B 10-
CTVDKEHUM CTOMKOM 9YTIIMKeMUr Ha (poHe HOpMaJTbHO-
ro pexuma nuraiusi. CTOUT OTMETUTh, YTO TTOMOOHOTO
addekTa ygaeTcs 100UThCsI OTHIOAb HEe Bceraa U B Ta-
KUX CJIy4asix BOBMOXKHBI JUETOJIOTUIECKUE MaHUITYJISI-
LI, HAITPUMEP UCITOIb30BaHKUE O0OTAIICHHBIX YIJIEBO-
JaMU cMeceid, TIPUCOeIMHEeHUE K TIUIIE KyKypy3HOTO
Kpaxmajia, a B HEKOTOPBIX CUTYaIUsIX U TaCTPOCTOMMUSI
JUISI BO3MOXKHOCTU HETIPEPhIBHOTO KOPMJIEHUSI B HOY-
HbIE Yachl.

YuuTteiBasg ocodoeHHOCT, BI'M, mpu KOTOpOM Turio-
[JIMKEMUU HOCSIT TMTIOKETOTMYECKUIA XapakTep, Jrodoe,
Jaxe CyOKIMHUYECKOe CHUKEHUE YPOBHS caxapa Kpo-
BM B JIETCKOM BO3pacTe, MOXET ITPUBOAUTH K TSKETbIM
HEBPOJIOTMYECKUM OCJIOXKHeHUsIM. [Ipu HabmoneHun
neteit ¢ B’ pekoMeHa0BaHO MOIEePKMUBaTh YPOBEHb
NINKEMUM BbINIE 3,5—4 MMOJIb/JI HE3aBUCUMO OT Bpe-
MEHU TpyremMa IHIIH.

A. HeoT/10:kHasi MOMOIIb NP TUNEPUHCYTMHEMUYE-
CKOii TUNOTJIMKEMHUM;

1. Ecau pebeHok 6 co3HAHUU VI MOXKET TIUTh U €CTh —
«['mmocTtomn» (Tmokorenb/20% pacTBOp TJTIOKO3BI/Ta-
OJieTKa IJII0KO3bl) per 0S, 3aTeM HaKOPMUTb.

2. Ilpu coxpanenuu eunoeaukemuu Uau ecau pebeHok
0e3 co3HaHUss M HATMIUY BEHO3HOTO IOCTYIa — BHYTPH-
BEHHO pacTBOp IoK03bl 10% 1 Mi1/Kr 60I0CHO (Men-
JIEHHO B Te€UeHMEe 3 MUH), 3aTeM HaJIaJUTh BHYTPUBEHHO
nHody3uo 10% pacTtBopa IIIOKO3bI M3 pacdeTra 3 M1/
KT/4, YBEJIWYMBAThb CKOPOCTh W/WJIM KOHIEHTpAIUIO
pacTBOpa TTIOKO3bI 110 YPOBHIO IIMKEMUM.

3. B oTcyTcTBME BEHO3HOTO JOCTYIIa — BBECTU IUTIO-
karoH 0,1 Mr/kr (MakcuMyM 1 MT) IMOAKOXHO WJIM BHY-
TPUMBILLIEUHO (MOJcem ommeuamuvcs pedayHO-eunoeiu-
Kemust).

Baxcno! Obsem unghysuonnoii mepanuu pacmeopamu
210K 03bl U KOHUEHMpAayus npenapamos onpeoessiencs no
yposhio eauxkemuu. Llenesvie nokazamenu eauxemuu npu
BI'd >4 mmonv/a.

b. MenukamenTo3nas tepanus BI'1

CylecTByeT HECKOJIBKO ITPerapaToB, 001aIalomx
WHCYJIMHOCTaTUYECKUM nieiicTBeM. OCHOBHBIE TIpeTia-
patbl, ucrnojb3yemble 1is JeyeHust BTU, npuseaeHs! B
Taba. 4. [IpertapaToM BbIOOPA SIBIISIETCS AMA30KCUL, OJI-
HaKO, YUUTHIBAsI €r0 CIIOCOOHOCTD BBI3BIBATh PETEHIINIO
KUIKOCTU B OpraHu3Me, AETSIM, ITOJIydaloluM OOJb-
moit oobeM MHOY3UM ToKo30i (6onee 200 mur/Kr/
CyT), PEKOMEHIOBAaHO HAYMHATD JIEYSHHE C ITPETapaToB
COMaTOCTaTMHA U TJII0KaroHa.

YKazaHHBbIe HUXKE TIperiapaTtbl BOBMOXKHO ITpUMe-
HSITb B KOMOMHAIIUM.

Jst oueHkM 3¢ GEeKTUBHOCTU MTPOBOAUMON Tepa-
MU JOJDKEH IPOBOIUTCS PETYJISIPHBIE MOHUTOPUHT
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MKeMun. DP@eKT OT MPOBOAMMOTO JIeUSHUS] MOXET
OBITH JOCTUTHYT HE cpasy, TaK, HallpuMep, 1151 TMa30K-
cHIa HeOOXOIMMO BbDKIATh 3—4 MHS MocJie Havaja Jie-
YEHUS U JIUIIb MTOCTIe 3TOTO OLIEHUBATh 9((PeKTUBHOCTh
Teparumu.

Kputepuem a3 heKTUBHOCTH KOHCEPBATUBHOTO Jie-
YEHUS SIBJISICTCSI B TIEPBYIO OYepeab BO3MOXKHOCTD J0-
CTIXKEHUS CTOMKOM ayrimukeMu (>3,5—4 MMoIb/7) Ha
(oHe OTMEHBI BHYTPMBEHHOTO BBEICHMS TJIIOKO3bI U
roKaroHa. JlomOMHUTEIbHBIM KPUTEPUEM SIBIISIETCS
CIOCOOHOCTbh pedeHKa BbIIEPXKMUBATh TTOJOXEHHbIN 151
€ro BO3pacTa/Macchl TeJia UM MUHUMAaJIbHBIN Oe301mac-
HBII TOJIOIHBIN ITPOMEXYTOK.

B cnyyae knmHmn4yeckoilt aHeKTUBHOCTU TOTO WU
WHOTO JICUCHUS] DPEKOMEHIOBAHO IIPOBEICHUE KOH-
TPOJIHOTO ToJIofaHUsl Ha (hOHE Tepamuu C OLICHKOI
YPOBHSI MHCYJIMHA U KETOHOBBIX TeJ (B MIEaIbHOM Ba-
pUaHTe, B KOHIIE TPOOBI, HE3aBUCUMO OT MPOIOJIKU-
TEJbHOCTU TOJIONAa, €CAU MOCTUTHYTAa THITOTJIUKEMUS,
WHCYJIVMH JOJIKEH OBITh MeHee 2 e11/J1, a KETOHOBBIE Tejla
TIOJDKHBI aIeKBaTHO HapacTaTh).

B. Onepatusnoe nevenune BI'U (D I11)

IToka3zanus:

a) (pokanbHas ¢dopma BI'U (Bcerma);

0) muddysHsie popmbel BI'Y (npu noka3anHoii dap-
MaKOpe3NCTEHTHOCTH).

Buapl onepaTuBHOTO JieYeHUs

1. Ipu pokanbHBIX (pOopMax — YaCTUYHAST Pe3eK-
LIS TTOKEIIYIOIHOM XKeJIe3bl ¢ yaaJeHUEeM T1aToJIO0THU-
yeckoro dokyca. Hcxoo onepauuu — noaHoe 6vb1300p08-
JNeHue.

2. [Mpu nuddy3HBIX popMax — cyOTOTaNbHAs MTaH-
KpeaTakTomusi. Mcxood onepauuu — 6 nepsvie 200bl nocae
onepamueHnoeo aeuenus syeauxemus (50—60%), eunoaau-
kemuu (30—40%), caxapuwiii duabem (10—20%); npu
0moaneHHvIX HabardeHusx — caxapHblii auadet 10 95%.
DK30KpUHHASL HeOCMAamMO4HOCMb.

BrimioTHeHME omepalinii BO3MOXHO Kak JarapoTo-
MMYECKUM, TaK U JIAITapOCKOIMMYECKUM TOCTYIIOM.

I'. /Ilunamuyeckoe HaOJIIOJEHME 32 NANMEHTAMH C
BI'

Hetu ¢ BI'M nmomkHBI peryiaspHoO o0CienoBaThes ¢
LIEJIbIO OLIEHKM KOMIIeHcaluu 3abojieBaHus 1 3dek-
TUBHOCTU ITPOBOIMMOTO JieUeHUsI. MHOTUMM HCCIIEI0-
BaTeJIsIMU ObLJI0 OTMeueHOo, uTo TeueHue BI'M ¢ Bo3pac-
TOM CTaHOBUTCS 00JIee MSTKMM, a B HEKOTOPBIX CIIydasix
BO3MOXHA JaXKe TTOJTHAsI peMUCCHSI. DTO B TIEPBYIO OUe-
penb KacaeTcsl OeTell ¢ TPaH3UTOPHBIMU BapHaHTaMU
(mocaenctBusa 3BYP, nepuHaranbHoil achukcun). Ta-
KHe TIallMeHTHI, KaK MPaBUJI0, MOTYT MOJHOCTBIO YIHTHU C
Tepanuu B TeYeHUe IePBbIX 3—6 MeC XKU3HMU.

IIpoTtokon auHaMUYeCKOro HaOJIOACHUS AETeil C
TPaH3UTOPHLIMU MIATKUMU ¢dopmamu BI'U (tiocnen-
ctBusg 3BYP, nepuHaTanbHO#t achuKCUn):

— KpaTHOCTh: 1 pa3 B 2—3 Mmec;

— KOHCYJIBTAIIUSI/OCMOTD 3HOOKPUHON020M, HE8pO-
N1020M, NEOUAMPOM.
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JlabopaTopHbIe 00cIenoBaHuSI:

— TJIMKeMHUYeCKuit ipoduib 1—3 1HsI Ha oHe Te-
panuu;

— KOHTpOJIbHAS TIpoba ¢ TrojiomaHneM Ha (hoHe Te-
panuu.

I1pu oTCyTCTBUM TUIIOINIMKEMUI U aleKBaTHOM pe-
aKIIMK Ha TOJION — TIOIBITKA OTMEHBI Trua3okcuaa. Tepa-
MUST OTMEHSIETCS 3a 3 AHS 0 TIIaHUPYEeMOI TOCTIMTAIA-
3anuu. [1py rocnutanu3anuu peoeHKY IPOBOAUTCS IIPO-
0a ¢ roJlomaHueM C OIICHKOI MPOIOIKUTEIBHOCTH BbI-
JIEP>KUBACMOTO TOJIOMHOTO TTPOMEXKYTKA M YPOBHS MHCY-
JIMHA ¥ KETOHOBBIX TEJI HA MOMEHT 3aBEPILICHUS TIPOOBI.
[Tpu oTCyTCTBUM TaHHBIX O TUTIEPUHCYIMHU3ME HE00XO0-
OVMOCTU B TaJbHEHIIIEM JICUCHUM TaKUX ITAIlUEHTOB HET.

IIpomokon dunamuueckoeo Habar0eHus demeil ¢ nep-
CUCMUPYROWUMU  (APMAKOUYBCMBUMEAbHbIMU  OpMamMU
BI'U:

— KpaTHOCTb: | pa3 B 3 Mec B TeUeHME MIEPBOTO rojaa
JKU3HU, 3aTeM 1 pa3 B 6 Mec 10 3 JIeT, 3aTeM, B Cllydyae
KOMITIeHcauuu, 1 pa3 B rof;

— OCMOTp: aHTPOIIOMeTpHUsl (OCOOEHHO TIPUIIETb-
HO, ecJii peOSHOK MOoJIyyaeT TepaIinio aHaJoTaMu COMa-
TOCTaTWHA); OlLEHKA TICUXOMOTOPHOTO pa3BUTUS (Ha-
OJIIofIeHUE HEBPOJIOTA).

JIaGopaTopHbie 00c/ie10BaAHNS

1) eauxemuueckuii npoghune 1—3 ous Ha ghone mepanuu,;

2) KOHMPOAbHAS NPOOA € 20100AHUEM HA (POHe mepanuu;

3) cmumyaayuonHwle npodvl Ha hoHe mepanuu (6 ciay-
yae Haluyus y nayueHma OOKA3AHHOU cheyuguyueckoll
¢opmvr BI'H).

Baxcno! Koppexyus 0oz mepanuu doadxcha Ovbimo 6
nepeyro ovepedb OCHOBAHA HA NOKA3AMENAX 2AuKeMuu U
pe3yavmamax 06caedo8anus, a He OblmMb UCKAOUUMEAbHO
pacuemHolii.

B myGepTaTHOM Tiepyome MOXKET OTMEYaThCs Je-
KOMIIEHCAIIMsT 3a00JIeBaHUsT, CHIDKEHUE KOMITJIAaeHTHO-
CTU MpueMa MpemnapaToB, YTO TpeOyeT Oojee BHUMA-
TEJILHOTO 00CJIeIOBAHMS IETEH, a B HEKOTOPBIX CITyJasix —
MPUBJICYCHUS TICUXOJIOTMUECKOM TTOIIEPKKH.

IIpomokon dunamuueckoeo HabarodeHus demell nocie
CYOmMomanvbHoil NAHKPeamaKmoMuu:

— KpaTHOCTE: | pa3 B 3 Mec IepBbIil TOJI XKU3HU, 3a-
TeM 1 pa3 B 6 Mec 10 3 JieT, 3aTeM, B cIydae KOMIIeHca-
uuu, 1 pa3 Bron;

— J1abopaTopHble 00CIeNOBaHUS — KOMHAEKCHOE
oocaedosanue na npeomem pazeumus U3CJ (eauxemuue-
cKUil npoghuns, erukuposanuvlii cemoenoour, OI'TT);

— HaOJIoJIeHWe 2HIOKPUHOJIOTOM, TaCTPOIHTEPO-
JIOTOM, TE€TOJIOTOM;

— OIIeHKa 3K30KPUHHOW (DYHKIIMU TOIKEITYI0Y-
HOM 3Keyie3bl (KOMpOJIOrusl, 2jactaza 1 B aHaIu3ax
Kajia), perieHue BOIpoca O MPUCOSINHEHUU (hepMeH-
TOTEpaInm.

JI. O0yuenune poauTeeii

— Poputenun/onekyHsl Bcex mauueHToB ¢ BI'M B
00s13aTeIbHOM TOPSIIKE TOJIKHEI BJIaIeTh TEXHUKOM aHa-
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JIN3a TIMKeMUU TTOPTaTUBHBIM TIIIOKoMeTpoM. Heobxo-
JIUMO JaTh Y€TKUE UHCTPYKLUU 10 KPATHOCTU U3MeEpe-
HUS TJIMKEMUHN 1 TIEJICBBIX 3HAUCHMSIX caxapa KPOBU.

— HeobxonuMo pacckaszaTbh pogUTENsSIM O BO3MOX-
HBIX KJIMHUYECKUX TIPOSIBICHUSIX TUIIOTJINKEMUHN Yy Jie-
TE pa3HOro BO3pacTa.

— OO0s3aTeIbHO B JOMAIIHEH amnTeuyKe TOJKHBI
XpaHUTHCSI TUIEPIIIMKEMUYECKHAE CPEICTBA UIST 9KC-
TPEHHOTO TPUMEHEHMUST:

1) pactBop mtoko3bl (20—40%), BBeaeHHE KOTOPO-
0 BO3MOXHO TIepopaJbHbIM IyTeM. IlpumeHsiercs,
ecin y pebeHKa TUIIOTIMKEMHUS I OH B CO3HAHUU. Bax-
HO TIpenocTepedb POAUTENICH OT IMOIBITOK CaMOCTOSI-
TEJBHOTO MapeHTePaJIbHOIO BBEICHUS PacTBOpa IJIIO-
KO3bI, TaK KaK BHYTPHMMBIIIEUHbIE UHBEKIIUN BBICOKO-
KOHIICHTPMPOBAHHBIX PAaCTBOPOB MOTYT IPUBOIUTH K
Pa3BUTHUIO MECTHBIX OCIOKHECHUIA;

2) TIIOKOTeNlb MM TaOJIeTKU TJIIOKO3bI (IS mep-
opaibHOTrO TpuMeHeHus). [IpuMeHsIoTcs, eciu y pe-
OCcHKa TMITOTJIUKEMUS U OH B COBHAHUY;

3) pacTBOD TJIIOKAroHa 1j1si BHyTPUMBIIIICYHOTO WU
IMOIKOXXHOTO BBeACHUSI. MOXET IPUMEHSIThCS TIPU TSI-
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