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1. MeToaoJjiorus

MeToabl, HCIIOJIL30BAHHBIE VISl CO0Pa/ceSIeKIIUN 10KA3ATEeJIbCTB:

ITorck B 371€KTpOHHBIX 0a3ax JTaHHBIX.

Onucanue MeT010B, HCIOJIB30BAHHBIX /ISl COOpa/cejieKIIMU I0KA3ATeIbCTB:

JlokazaTenbHOM 0a30i A pEeKOMEHAAIMN SIBIAIOTCS MyOJMKAINK, BOIIEIIINE B
KoxpaiinoBckyto 6ubmmoreky, 6a3sl nanueix EMBASE u MEDLINE. I'my6una
MOKCKa COCTaBMIIa S JIET.

MGTOI[I)I, HUCIIOJB30BAaHHBIC JJIA OLCHKH Ka4€CTBA U CHUJIbl JOKA3aTCIbCTB.
- KOHCCHC}’C 9KCIICPTOB

- OlIeHKa 3HaYUMOCTH B COOTBETCTBHH C PEUTUHTOBOM cxemoii (Tadu. 1).

MeToabl, HCIIOJIb30BAHHBIE VIS AHAJIN3A J0KA3ATEJIbCTB:

- 0030pbI MyOJIMKYEMBIX METa-aHAJTU30B;

- CUCTeMAaTU4YeCKHe 0030PbI C TaOJIMIIaMU JJOKA3aTEIbCTB.

Onucanue MeTOA0B, HCIOJIb30BAHHBIX /ISl AHAJIN3A JI0KA3aTeJIbCTB:

[Tpu otOope myOnuKanuii, Kak MOTEHIUATbHBIX HCTOYHUKOB JJOKA3aTEIbCTB,
HCIIOJIb30BaHHAs B KaXXIOM HCCIIEIOBAHUM METOMOJOTHS M3Yy4yaercs ISl TOro,
9TOOBI YOEAUTHhCS B €€ BaJUAHOCTU. Pe3ynpTaT u3ydeHHUs BIUSET Ha YpPOBEHb
J0Ka3aTeNIbCTB, MPUCBAEMbIN MyOIMKLIKUH, YTO B CBOIO OYEpEe/b BIUAET Ha CUITY
BBITEKAIOIINX U3 HEE PEKOMEHIAIIN.

Ha mporiecce olieHKH, HECOMHEHHO, MOKET CKa3bIBaThC M CYOBEKTHUBHBIN
daxTop. 11 MUHMMH3AIMU TMOTEHIMAIBHBIX OIIUOOK KaXJI0€ HCCIEeI0BaHUE
OIICHUBAJIOCh HE3aBHUCUMO , T.€., M0 MEHBIIEH Mepe HABYMs HE3aBUCHUMBIMHU
yieHaMu pabouelt rpynnel. Kakue-nmu0o paznuuusi B olleHKaxX OOCYXIaTUCh YiKe
BCEU IPyNIION B ITIOJTHOM COCTABE.

Taoaunbl 10Ka3aTEJILCTB:

Tabnuibl 1OKa3aTENBCTB 3AMOTHUINCH YIeHAMU pab0veil TpyIIbI.
MeToabl, HCIIOJIb30BaHHbIE AJI (POPMYJIMPOBAHMS PEKOMEHIALUIL:
Koncencyc sxcnepros.

PeliTuHrOBasi cxemMa JJisi OEHKH CHJIbI peKoMeHaanui (tadauna 1):



YpoBeHb Onucanue

Cuita pekoMeHaanuu

CuiibHBIE apryMEHTHI 32 IPUMEHEHHE 3TOT0 METO1a

VYOenuTenbHbIE apryMEHTHI 38 MPUMEHEHHE 3TOT0 METO1a

Cna0rple APIryMCHTHI 3a IIPUMCHCHUC 5TOTO MCTOda

Cna0rble APIryMCHTHI IIPOTHUB IIPUMCHCHUS 3TOT'O MCTOdA

™ QO O W >

CunbHbIe APIr'yMCHTHI ITPOTHUB IIPUMCHCHHUA 9TOT'0O MCTOAA

YpOBEHB NOKA3aTENBHOCTH

I [ToaTBepxaeHo Oosee yeM OJHUM PaHJOMHU3UPOBAHHBIM
KOHTPOJIUPYEMBIM HUCCIEA0BAaHUEM

I [ToaTBepxaeHo Oosee yeM OJHUM HEPaHJOMU3UPOBAHHBIM KIMHUYECKUM
UCCJIEI0BAHNEM; HECKOJIBKUMH aHATMTUYECKUMHU UCCIEA0BaHUSAMU OoJiee,
4eM U3 OJHOIO LIEHTPA;

Il IToaTBEpKAEHO MHEHHEM IKCIIEPTOB, KIMHUYECKUM ONBITOM,
OMKCaTEIbHBIMU UCCIIEI0BAHUSMHU, SKCIIEPTHBIMU KOMUCCUSMU;

HNuaukatopsl 1o6pokavecrBeHHoit mpakTuku (Good Practice Points — GPPs)

PexomeHnnyemass ~ 10OpokayecTBEHHass  MpakTHUKa  Oasupyercss  Ha
KJIIMHAYECKOM OTIBITE WICHOB pabouel TpyNIibl M0 pa3paboTKe peKOMEHIaIUi.

DKOHOMHUYECCKUIN aHAIN3:

AHaJIN3 CTOMMOCTU HE MPOBOJUJICA U MyOJUKAIUU MO (PapMaKOIKOHOMUKE
HE aHAJIN3UPOBAIIHCH.

MeToa BajuaAM3auuM PEKOMEHIAUN:

- BHemHss 3KcnepTHas OLCHKA.

- BHyTpeHHss1 DKCiepTHAs OLICHKA.
Onucanne MeTo1a BATUAU3AlUN PEKOMEH AT

Hacrosmme  pexoMeHmanmmu B NPEIBaApPUTCIBHONM  BepcHM  ObLIM
peLIeH3UPOBAHbI HE3aBHUCUMBIMU AKCIIEpTaMH, KOTOPBIX MOMTPOCHJIIN
MMPOKOMMEHTUPOBATh  MPEXJIEe  BCEr0  TO, HACKOJBKO  HMHTEpHIpeTaIus
JTI0Ka3aTeIbCTB, JIEKAITUX B OCHOBE PEKOMEHIAINHI, TOCTYITHA JJIsl TOHUMAaHHS.




[lomyyeHbl KOMMEHTApHM CO CTOPOHBI Bpadye€l NEPBUYHOIO 3BEHA U
YYaCTKOBBIX II€IUATPOB B OTHOIIECHUHU JOXOJYUBOCTU U3JIOKECHUS PEKOMEHIALUN
U MX OLICHKH BaXHOCTH PEKOMEHJALNN KaK pab0yero MHCTPYMEHTA IIOBCEIHEBHOM
IIPAKTHUKHU.

[IpenBaputenbHas Bepcus OyAeT TakKe HalpaBl€Ha pPEICH3EHTY, He
MUMEIOIIEMY MEIULIMHCKOTO 00pa30BaHus, Ul NOJy4YEeHUs] KOMMEHTAapUEB C TOUKH
3pEeHUs NEPCIEKTUB NA[UEHTOB.

KOHchILTa]_ll/II/I H IKCIEpTHAA OLICHKA:

[locnenHre M3MEHEHUsI B HACTOAIMX PEKOMEHIaUUAX ObUIM MPEICTaBICHBI
JUIsl JUCKYCCHM B IIpeaBapUTeNbHON Bepcuu Ha KoHrpecce sHmokpunHosoros 20-
22 mas 2013 r (r.MockBa), Ha KOH(EPEHIIUAX NETCKUX SHIOKPUHOJIOTOB 22-23
utoHst 2013 1. (Apxanrenbsck). IlpenBaputenbHass BepcHsl BBbICTaBI€HA s
IUPOKOTo 00cyxaenus Ha caiite DHLI, 1y1s Toro, 4ToOkI Jinila, HE Y4aCTBYIOIIUE B
KOHIpecce M KOH(EepeHIUsIX, HMEIM BO3MOXHOCTb IMpPHUHATH Y4acTHe B
0OCYKJIEHUH U COBEPLICHCTBOBAHUU PEKOMEHIALIUH.

Pabouyas rpynmna:

JlJ11 OKOHYATENIbHOM pelaKkIMi U KOHTPOJIS KaueCTBa peKOMEHAAu OyayT
MOBTOPHO IPOaHAIW3UPOBAHbl WiIEHAMHU paboyeil TpymIbl, C LEIbI0 OLIEHUTh, YTO
BCE 3aMEYaHMs M KOMMEHTapUU OKCIIEPTOB IIPUHATHI BO BHUMAHHUE, PHUCK
CUCTEMATUYECKUX OLIMOOK MpH pa3padOTKe peKOMEHIalUi CBEJIEH K MUHUMYMY.

Cuna pexomenaanuii (A-E, I-111) npuBoguTcs npu n3noxeHUn TeKCTa
PEKOMEH 1Al



1. Onpenesienue

Bpoxnennsiii runepurcyimauzM (BI'M) — 310 HacnencrBeHHoe 3abosieBaHue,
XapaKkTepu3ylollleecss HEaJeKBATHON TUIlEpCEKpelrell HMHCyJInHA OeTa-KiIeTKaMU

HO,Z[)KGJIYI[OLIHOI\/’I JKCJIC3bI, UYTO IIPUBOJUT K PA3BHUTHUIO TUNOTJIMKEMUM.

BI'1 sBnsercs penxkum 3aboneBanueM. Yacrora BcTpeuaemoctn BI'U, mo
naHHbIM EBporneiickux aBTopoB, coctanisieT B cpeadem 1:30000 — 1:50000 xuBbix
HOBOPOXKJICHHBIX. B MONyJsIIUaX € BBICOKUM YPOBHEM OJIM3KOPOICTBEHHBIX
opaxoB 1:2500 >xuBbIX HOBOpOXKAeHHBIX. B PO peructp BI'U He Benercs, oaHaxko,
M0 JAaHHBIM MHOTOILICHTPOBOTO HCCIEIOBaHUs, MPOBEAEHHOTO B I' MOCKBE B
nepuoA ¢ 2009 mo 2011 rr, yacToTa BCTPEUaEMOCTH CX0Xka C JaHHBIMA EBpOIBI U

coctasiseT 1:45000.

HecMoTps Ha HE3HAUMTENBHYIO YacTOTY BeTpeuaeMocT, BI'U saBisieTca ogHOM
W3 OCHOBHBIX NMPUYMH NEPCUCTUPYIOUIMX TUMOTIUKEMHUN y JIETEH MEPBOTO roja

ZKHN3HHU.

2. Knaccuduxanus
BI'U sBasieTcst reTeporeHHbIM 3a00J€BaHUEM, KaK ATUJIOTUYECKH, TaK U C

TOYKU 3PEHUS KIMHUYECKOTO TEUCHHS U Pa3HO00pa3us Mop(doaoruueckux Gopm.

OcHOBHBIE PUHIIUTIBI KJIACCU(DUKAIIUY TUIIEPUHCYIMHU3MA TTPUBEJICHBI B TA0TUIIE
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Tabauya 2. Knaccugurayus 6posicoeHHo020 cunepuncyiuHu3Ma.

C Touku SPCHUA TCUCHUA TUNOTJIMKEMUI

TpaH3uTOpHBIE

[lepcuctupytomiue

OTHONOTHYECKHUE BAapPHUAHTHBI

JleeKThl TeHOB, yYaCTBYIOIINX B
peryJialuu CEKpEeLy UHCYJIMHA!

Mymayuu cenos KCNJ11, ABCCS,
GCK, GLUD1, HADH, UCP2, INSR,
HNF4A, SLC16A1

CunapomanbHbie POPMBL:

3. Cunmgpom bexBuTa-
Buaemana,

Cungpom Amiepa,
Cungpom Cotoca,

Cunnpom Kabyku,

N oo o &

Bpoxnennbie aeheKThI
TJIMKO3WIMPOBAHMS

OcnoxHeHHs BHYTPUYTPOOHOTO U MEPUHATAIBHOTO
HEPUO/IOB:

e Acdukcus npu poxACHUH,
e JluaGetnueckas (eronaTus,
e 3BVP,

e BuyTpuyTtpoOHBIii cencuc

Mopdomnoruueckre GopMsI

Huddysnas popma

dokanbHas popma

Atunuunas popma

3BYP — 3anepkka BHyTpUyTPOOHOTO Pa3BUTHS.




3. DTHomaroreHes

B nHacTosmmii MOMEHT B JIMTEpaType ONMMCAaHO 9 TIEeHOB, MyTalUHd KOTOPBIX
MOTIyT INpuBOAWTH K paszsuturo BI'UW. Ilomumo »3TOro, cCymecrByroT
CUHAPOMAJIbHBIE IATOJIOTUH, B CHUMITOMOKOMIUIEKC KOTOPBIX MOXKET BXOIUTh
TUIEPUHCYJIMHEMUYECKAE TUNOTIUKeMHH. OTAENbHYI0 TPYIIy COCTABIISIIOT
TPAaH3UTOPHBIC  TUIICPUHCYJIMHEMHYECKUE TUIIOTJIMKEMHH  HOBOPOXKJIEHHBIX,
pa3BUBAIOIIMECA KAK OCJIOKHEHUE MEPHUHATAIBHOTO IEPUOAA WM KaK CIIECICTBUE

3aJIepP>KKH BHYTPUYTPOOHOTO pa3BUTHSL.

['11'0K0303aBUCUMBIM  MEXAHM3M CEKPELMH WHCYJIUHA SBISIETCS CIOXHBIM
MHOTOCTYIIEHYaThIM IPOLIECCOM, KOHTPOJIUPYEMbBIM pa3IMYHBIMU
TOPMOHAJIbHBIMU U (PEPMEHTATUBHBIMHM CHCTEMaMU. B HopMe, MpH MOCTYIUIEHUU
IJIFOKO3bl B KJIETKY, OHa (hochOopHiIMpyeTcss O CBOETO aKTUBHOIO METadoJMTa
IMI0K030-6 Qocdara. JlaHHas peakuusi NMPOUCXOIUT MNpU aKTUBALUUU (epMeHTa
[JIFOKOKMHA3bl. JIEHIMH Takke SABISETCS OJHHM H3 OCHOBHBIX CTHUMYJSITOPOB
cekpeuun uHCynuHa. OH sBiseTcs crneuuUUHBIM  aKTUBATOpOM (epMeHTa
rIIyTaMaTAETuIPOreHasbl, KaTAIM3UPYIOLIEN PEAKLUIO NIPEBPALICHUs TilyTamaTa B
anb(a-kerorayropaT. ['oKo3a U JEHIUMH aKTUBUPYIOT BHYTPHUKJIETOYHBIM ITUKII
Kpebca, B pe3ynbrare kotoporo cuHTesupyercs AT®. YBenuueHne cOOTHOIICHUS
ATO/AA® unrubupyer padory ATd-3aBucumbix K+kanamoB, 4To BiedeT 3a
co0Ol Jlenoysipu3auio MeMOpaHbl M OTKPBITHE BOJbTax3aBUCHUMbIX Catt+ -
KaHanoB. Bxon wunHTepctunmanbHoro Cat+ B KIETKY CTHUMYJIHMPYET BBIOpPOC

uHcynuHa (puc 1).



GLUD1

KCNJ11, ABCC8

Fnytamar

FnyTalvlamermAgr‘eHasa K+ AT® 3aBihcuMble KaHanbl
o-KeTo > >
v s =
NenunH mj’TapaT “ Cir D\

—, ATO/AQO

MoHokapGoKeunaT » / _ +
TpaW UCpP2 [enonsipusauus

Nakrar, [= MeMbpaHbl
SLC16A1 -6-
Mupysar [Mro-6-cpoccpar Catt
rﬂFOKOKJHaSa ."'. ac” ®
GCK | TIntoko3sa N Ca-karans

"'

"
MHCYNKH

IIpy CHMXKEHMM YpPOBHS TIJIIOKO3bI B KPOBHU, €€ BHYTPUKICTOYHBIN
MeTab0JIU3M TOPMO3UTCS, YTO U3MEHseT (yMeHbIaeT) cooTHouenue ATO/AJID u
NpUBOAUT K OTKpbITHIO K-kaHamoB u 3akpbiTHi0O (Ca-KaHAIOB, TEM CaMbIM
OJIOKUPYS CEKPEIUIO0 NHCYIIMHA.

Hapymennss ¢ynknun AT®-3aBucumbix K'-kaHamoB, a Taxke JePEKTHI
pEeryJialiid BHYTPUKIETOYHOTO METa0OJM3Ma TJIIOKO3bl MOTYT MPUBOAUTH K

Pa3BUTHUIO THUIICPUHCYJIMHCMHNYCCKUX TUITOTJIMKEMUH.

HaubGonee uactoit mpuunnoit BI'U gBisiroTCS MHAKTUBUPYIOIIME MYTalUH
reroB KCNJ11 u ABCCS8, komupyrommux Oenku, cTpyKTypupyromme K-+kanamsi
0eTa-KIeTOK, KOTOpbIe MPUBOMIT K yYMEHBbIICHHIO dKcmpeccun AT@-3aBUCHMBIX
K+kananoB Ha memOpaHe, CHHKEHHIO HMX PELENTOPHON YyBCTBUTEIBHOCTH U
3aKpBITHIO JaHHBIX KaHaioB. @opMupyeTCs MOJIeb, TIPU KOTOPOH HE3aBUCHMO OT
YpOBHSI TIMKEMUH, MeMOpaHa OeTa-KJIeTKH HaXOAWUTCA B JIEMOJIIPU30BAHHOM
COCTOSIHMM, YTO BJI€UYET 3a coOON M30bITOuHOE moctyruieHue Cat+ B KIETKYy U

TUIEPCEKPELNIO NHCYIINHA.



Onucanbl Kak ayTOCOMHO-PELIECCUBHBIE, TAK U ayTOCOMHO-JOMUHAHTHbIC
MyTallu¥ YKa3aHHBIX T€HOB.

AKTHUBHUPYIOIIME ayTOCOMHO-IOMHHaHTHbIe MyTanmuu reHa GLUD1
ABJISIFOTCS BTOpOM Hanbosee pacnpocTpaH€éHHo npuunHoi BI'M. MyTanuu 3Toro
reHa BoIsIBISAIOTCS B 10-15%. Jlannas gopma BI'M, B cuny cBoel KIMHMYECKOU
KapTUHBI, TAKKE HOCUT Ha3BaHue | nniepaMMOHUEMUINHON JIENIMHYYBCTBUTEILHON
TUTIOTJINKEMHUH.

AKTUBHpYyIOIIKE MyTanuu reHa TiokokuHasel (GCK), komupyrorero

OJIHOMMEHHBII (pepMeHT, ciyxat npuunHoi BI'U B 5-7 % ciyuaes.

K penxum renernueckum npuurHam BI'M otHOcsaTcs myrtammu renoB HADH,
HNF4A, SLC16A1, INSR, UCP2. Baxno orMmeruth, yto Oojee yeM B 40%

CJIy4aeB, MOJIEKYJIIpHO-TeHeThuYecKuil BapuanT BI'U ycTaHOBUTH HE yJaercs.

I'enernueckue Bapuantsl BI' Y m MX OCHOBHBIE KIIMHUYECKHAE XapPAKTEPUCTUKH

MIpUBEJICHBI B Ta0IMIIE 3.
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Tabnuya 3. FeHemuyeckue sapuaHmesi BI'U u ux ocHosHble heHomMunu4yecKue XapKmepucmuKu.

leH XpomocomHasn benok Tun HacnhepoBaHuA deHoTUN
nokanusauusa
KCNJ11 11p15.1 Kir6.2 AP Taxenble TMNOIMKEMUKN, PE3UCTEHTHbIE K Tepanuu. [ebioT B nepsble
OHU KU3HU.
ABCC8 SUR1
fMnornnkemun cpeaHen creneHU TAXKecTU. BosmorkeH 3dpdeKkT ot
A KOHCepBaTMBHOW Tepanuum
®oKanbHble ¢opmbl.  CTeneHb TAXECTU  TUMOMIMKEMUN  MOXKET
UMNpUHTUHT BapbupoBaTL
GCK 7p13 ntoKOKMHa3a AL KnnHuka  BapuabenbHa. MoOMKeT  BCTpevaTbCAd  M30AMPOBAHHASA
NOCTNPaHAMaNbHAA TUNOMIMKEMUA. BONBLUIMHCTBO C/ly4aeB C MATKUM
TeyeHnem. Bbicokuit pUCK pa3BuTUA ca y B3pOCAbIX
HenpoonepupoBaHHbIX NALMEHTOB.
GLUD1 10g23.3 lnytamar- AL Msarkoe @Y TeyeHue. MMNOrAMKEMMU NOCAE MNPOTEMHOBOW HarpyskMu.
aernaporeHasa MoBsbiweH ypoBeHb aMMWAKa KPOBWU. XapaKTepHbl pas/inyHble
HEeBpPO/IOrMYECKME OCNOXKHEHUA He CBA3aHHble HanpAMylo ¢
rUNOrIMKeMUYeCKUMM NPUCTynamm.
HADH 4925 3-rnapokcn-AumnKoA- AP Msarkoe ®Y TeyeHue. MpoTeKaeT c KETO30M (NOBbIWEHO CoAepKaHue 3-
aernaporeHasa rMOPOKCUBYTMPATA B KPOBU U 3-TMAPOKCUINyTapaTa B Moye).
HNF4A 20g13.12 HykneapHbiii pakTop AL Makpocomua npu poxaeHun. Markoe, ®Y TeyeHune. mnornnkemun
renatouuntos 4 anbda Yalle TPAH3UTOPHble, MaHMGECTUPYIOT B HeOHaTaNbHbI nepuod. Y
B3POC/IbIX NaLMeHTOB oTMmeyaeTca passutme HTT n C4 Tuna MODY.
SLC16A1 1p13.2 MoHokapbokcunat AL rnornnkemunn nocne pU3nNYecKkor aHaspobHOM HarpysKu.

11




TpaHcnopTtep 1 Tnuna

INSR 19p13.2 PeuenTop MHCyANHA AL MNosaHuin pebioT runornnkemum (3-30 neT), BO3MOXKHO pasBUTUE BO
B3pocaom Bo3pacte UP. TeueHne markoe, OY.
UcpP2 119134 HecBsazaHHbIM NpoTenH | AL Msrkoe, ®Y TeueHne. TpaH3UTOPHbIE TMNOMTMKEMUMU.

2 TMNa

A/l — ayTOCOMHO-A0MWHAHTHbIN, AP — ayTOCOMHO-peL.eccuBHbIN, PY — dapmakouyscTBuTeNbHOE, HTI — HapylweHMe TonepaHTHOCTM K ratokose, CLl — caxapHbii

anabet, NP - MIHCYIMHOPE3UCTEHTHOCTb
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4, Knuan4yeckasi KApTHHA

Knaccuueckun BI'M manudectupyer B mepBble THU WIM HEOCIU XU3HU U
IOPOSBISIETCS.  TSDKEIBIMH,  NEPCUCTUPYIOIIMMM  TUIOTIMKEMMIMH,  JUISA
KyIUPOBaHUSI KOTOPBIX TPEOYIOTCS KpaiiHe BBICOKUE JT03bI B/B HH(PY3UH TIIOKO3bI.
OnHako, CyIECTBYIOT U OoJiee Jerkue (opMsl ¢ MO3JHUM 1€0I0TOM (BILUIOTH A0 3X
JIETHETO BO3pacTa) M MArkuM TeueHueM. Kak mpaswiio, npu BI'U, runornukemun
HOCAT TOIIAKOBBIM XapakTep, XOTsA IMPH HEKOTOPHIX (opMax, THIIEPCEKPEIIHs
MHCYJIMHA MOKET ObITh MHAYLMpOBaHa npuemoM nuiu. Hosopoxaennsie ¢ BI'U
3a4aCTyl0 POXKAAKOTCSA KPYNHBIMU JUI1 CBOETO I€CTALIMOHHOIO BO3pacTa U, IpHU

OTCYTCTBHUU aIIGKBaTHOﬁ TCpallnu, N30BITOYHO Ha6I/IpaI-OT BCC.

5. /ImarnHocTuka

Ilaan o0cienoBanus manmeHTa ¢ nogo3penuem BI'N

A. Knuanueckoe o0cjieoBanue

XapakrepHsble kxano0sl mpu BI'U:

® CyIOPOXHBIM CUHAPOM

® MbIIICYHAs! TUIOTOHUS (B HEOHATAJILHBIN MEPUO/T)

® TIOTEpPsl CO3HAHMUSI, JIETAPTUs

® TIOBBIIIEHHBIN AMMETUT, TPOTPECCUPYIONTNN HAOOP MACCHI Tela

e y JeTeil cTapiiero BO3pacTa MOTYT OTMEUATbCsl MPUCTYIBl arpeccuu M

HCAACKBATHOI'O ITOBCACHUS ITPU I'OJIOAAHUHA

ITpu ocMoTpe HEOOXOAUMO 0OPATUTH BHUMAHME HA'
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® CTUTMBI JuCAIMOpHOreHe3a (XapakTepHbl HPH CHHIAPOMAIBHBIX (opMax
BI'N)

e JaHHbIe aHTponomeTpuu (mpu TsoKeIbix Gpopmax BI'M mMoxeT BBISBASTHCS

MaKpOCOMHS)

[Ipu C6ODG dHaMHC3a HCO6XOI[I/IMO YTOYHHTE.

o [lepunatanbHblii aHamMHe3 (HaIMuuMe ac(UKCUU, BHYTPUYTPOOHOTO
cercuca)

e TeueHnne OepeMEHHOCTH (HATMYKME Y MATEPU IeCTAIIMOHHOTO Aua0eTa)

e Hanuuue y nanmeHTa CHUHAPOMA, OJHUM W3 KOMIIOHEHTOB KOTOPOTO
MoxeT ObiTh BI'1

e Hanuune OGMM3KUX POJCTBEHHUKOB, CTPAJAIONIUX THIOTTMKEMUYECKUM
CHUHJIPOMOM, JIAaHHBIE O paHHEW MJIAJEHYECKON CMEPTHOCTHU B POJY.

e biu3kopocTBeHHBIN Opak

L B03paCT MaHI/I(bGCTaI_[I/II/I IICPBLIX CUMIITOMOB I'HIIOTTIMKCMHHA

KoHCcyIIbsTalIMK CHEIMAINCTOB:

e DHJIOKPUHOJOT
e [‘eHeTuk (pu HATUYUHM CTUTM JUCOIMOPUOTECHE3A)
e TactposnTeposor (rpu HaTuuuu pedIrOKCHON 00JIe3HN)

e Jluetosor

MOHI/ITODI/IHF I'IMKEMHUHA

[Ipy BBISIBIEHUM TUIOTJIMKEMHH, PEKOMEHJOBAaH CYTOYHBIH MOHHMTOPHHT
IJIMKEMUHU, KOTOPBI MOXET TMPOBOAMUTCS TMOPTATUBHBIMU  TIIFOKOMETPaMH
(u3MepeHue TIMKeMHUM Kaxkaele [-2 daca) W/Wim CcUcTeMaMHu CYTOYHOTO
MOHUTOPUPOBAHUSA (CGMS). [Tono6HbIH TJIMKEMUYECKUAN npoduib

PEKOMEHJIOBaHO coOupaTh B TeueHHe Kak MuHUMyM 1-3 cyrok. B xoxe
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MOHHUTOPHHTA TJIMKEMUH Ba)KHO OLICHUTHh B KAKOM MOMEHT U C KaKOM 4acTOTOU Y
MalieHTa pa3BUBAIOTCS THUMONIMKEMUW. HOCAT OHWM  TOIIAKOBBIM  W/WIH
MOCTIPAHANATIBHBIA XapaKTeP, €CTh JIM 3aBUCUMOCTh MEXJY THIOTJIUKEMUSIMHA U

(bU3MYeCKO Harpy3KOH.

OHGHKa HOTD€6HOCTI/I B I''TFOKO3C.

OgHuM W3 JONOJHUTEIBHBIX KpUTepUeB AuarHoctukn BI'M sBasercs
BBICOKasi TMOTPEOHOCTh B TIIIOKO3e (> 8 MI/KI/CyT) nisi TOJIepKaHUs
HopMmoriukemuu (6osiee 3,5 mmounb/n). s mepecdyeTa JaHHOTO TOKa3aTenls B

MI/KI/MUH UCTIONB3YIOTCSA CTaHAAPTHBIE (DOPMYJIBI:
I'noxo3a 6/6 (me/ke/mun)= (%enoxosvl x ma/ke/cym)/ 144
WIH
I'noko3za 6/6 (me/ke/mun)= (%eenroxoswl x ma/uac)/(6 x ke eeca)

Janubpie ¢GopMysabl MOTYT OBbITh HCIOJB30BAHBI TOJBKO JUISl AETel
HaxXOJsIIMXCS Ha B/B BBEACHMM TJIOKO3bl. Eciu peGeHOK HaxoauTcs Ha
SHTEPAIBHOM MUTAHUM, HEOOXOAUMO YUUTHIBATh COJIEPKAHHUE YIJIEBOJIOB B MHILE
(1 TPYJIHOTO MOJIOKA JAaHHBIN MOoKa3aTeslb B cpeiHeM cocTtapiisgeT 7T Ha 100 mu,
Uil JeTckoit cMecu — okosio 8 mr Ha 100 mu). Hwke mpencraBieH rpadux
COOTHOIIEHUS] MOTPeOIsIeMOil TIIOKO3bl (MI/KI/MHUH) y JeTed Ha TIpyJAHOM

BCKapMJIMBaHUH (pUC 2)

—+— Milk

mg./kg/min glucose
[=>]
I

T 2 3 4 5 6 7 8 9 1

mL/kg/h milk
Pucynox 2. !
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B. JlaGoparopHast nuarnoctuka BI'H

JlnarnocTuyeckas HDO6a C I'OJIOJAHUECM.

Hp06a C TOJIOAAHHUCM ABJIACTCA 30JIOTBIM CTAHAAPTOM OJIA AUAIHOCTUKHU

BI'N.

IIpoaoIKUTENBHOCTS TOJIOJHOIO IMPOMEXKYTKA 3aBUCUT OT BO3pacTa U Beca
pebenka. B Hacrosnmii MOMEHT HE CYIIECTBYET CTaHJIapTU3UPOBAHHBIX
IIPOTOKOJIOB JAHHOTO JHMATHOCTUYECKOTO Tecra y Aerer. Hamu pexkomeHnoBaHO

WCITOJIB30BaTh CIICIYIONINE BPEMEHHBIC TIPOMEKYTKH:
* Hosopoxnaennsie co 3BYP — 2,5-3 gaca
* HoBopoxaeHHbIE ¢ HOpMAJIBHBIM BecoM — 3,5-4 gaca
 Jletu 1-3 mec - 6 yacoB
e Jletu 3-6 mecsiieB — 8 4acoB
* Jletu 6-12 mecsanes — 10-12 yacos
e Jletu 1-2 roga — 15-18 yacos
e Jletu 2-7 net — 20 yacoB
e Jletu crapuie 7 ner - 24 4daca

MOHUTOPUHT TJIMKEMHUH AOJKEH IPOBOJUTCS BCEM OOIBHBIM B XOJ€ MTPOOHI.
J171s1 HOBOPOXKICHHBIX JIETEH C BBICOKOM MOTPEOHOCTHIO BO B/B MH(Y3UU KOHTPOJIb
YPOBHsI caxapa KpoBU HeoOXoAauMm Kaxkaeie 15-20 MUHYT, AeTsM Oojee cTapiiero
BO3pacTa KOHTPOJh TJIMKEMHUU MOKHO BBIONHATH Kaxnblie 30-60 muu. IIpoGa

OCTaHaBJIMBAETCS B JIIOOOM MOMEHT IMIPpHU HACTYIVICHUH TUIIOTJIMKCMHU.
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Ha mepBom »srtame oOcnenoBanus 0Oa3zanbHO W Ha ¢GoHE JTabopaTOpPHOM
runoraukeMur (MeHee 3 MMOJIB/JT) HEOOXOIUMO MPOAHATU3UPOBATH CIICAYIOIINE

J'Ia60paTOpHI>IG ITOKa3aTCJIN.

e VYpoBeHb wuHCynaWHa, C-menTHga, KOPTH30Ja, TOPMOHA pOCTa B
CBIBOPOTKE KPOBH

e VYpoBeHb KETOHOBBIX TEJ B IJIa3Me KPOBH MJIH B MOYE

e VYpoBeHb CBOOOIHBIX KUPHBIX KHCIIOT

e YpoBeHb aMMOHHUS B CHIBOPOTKE KPOBHU

e AHaiM3 KPOBU Ha CHEKTP aMHHOKHCJIOT W aIlMUIKAPHUTHHOB (TOJBKO Ha
¢doHe ronogaHus).

e AHanu3 KpOBH Ha JIAKTAT

NB! Tlpo6a c ronoganueM J0JKHA TMPOBOAUTCS B YCIOBUSIX CTaIlMOHApa O]
HAOIOICHHEM KBaTU(UIIMPOBAHHOTO MEJI. TEpCOHANa, TOJBKO TPH HATUYHH
BEHO3HOT0 JocTyna. Eciu peGeHOK HaxXxOoAWTCs B MOMEHT OOCJEIOBaHMS Ha
WH(QY3UH TIIOKO30M, PE3KO OTMEHITh MH(DY3UIO HE PEKOMEHIYETCs, HEOOXO0IUMO
IJIABHOE CHIDKEHHWE CKOPOCTH TIOCTYMAIOMIETo pacTBopa. 3a0op KpOBU IS
TOPMOHAQJIBHOTO HCCJICIOBAHUS TPOBOJUTCS TMPU CHIDKCHHH YPOBHS TIMKEMHH

MeHee 3 MMOJIB/JI.

NB! Y noBopoxnennbix ¢ BI' runornmmkeMun MOTyT pa3BUTLCA CTPEMUTEIBHO U
HOCUTh MUHUMAJIbHBIE  KIMHAYECKHE  TIPOSBIICHUSA. YUYHWTHIBAas  JaHHOE
00CTOSITEILCTBO, TPH MPOBEACHUH MPoObI HEoOXoaumMo moAroToBUTH 10%
pPacTBOP TITIOKO3BI JJIs1 OOJFOCHOTO BBEJCHUS, 4 TAK)KE UMETh | JTIFOKaroH, BBEJICHUE

KOTOPOTO MOXKET ObITh HEOOXOAUMBIM MPH MOTEPE BEHO3HOTO JOCTYTIA.
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HNHuTepnperanus pe3yjabTaTOB MPOOLI ¢ I0J10JaHHeM

Tpu BI'U:

Mucynun B xpoBu OyneT MMETh OINpenaesieMble 3HaUeHHUs Ha (oHe
runormukemun (> 2 MkEgp/mi).  YpoBeHb MHCYyJIMHA — He
o0sizaTesbHO Oyner BbIcOKHUM!!!!! DopManbHO OH MOXKET He

BBIXOJIUTH 32 Mpejielibl peepeHCHbIX 3HAaUCHH.

C-nentua 6a3aibHO U B MOMEHT THIOTJIMKEMHUH OyIeT HOpMalbHBIM

HJIN ITIOBBIINICHHBIM.

KopTtuszon B MOMEHT THUNOINIMKEMUHM MOXET ObITh Huxke 500
HMOJIB/J, YTO HE CBUAETEIBCTBYET O HaJUuuu Yy peOeHKa

HAJIOYE€YHUKOBOU HEAOCTATOYHOCTH.

CTI' B MOMEHT THIIOTJIMKEMHUU 6y,Z[CT HUMCTDb HOpMaJII)HBIe/BBICOKI/IC

3Ha4YCHMUAI.

KeroHoBble Tejia U CBOOOJHBIE >KUPHbIE KHCJAOTHI Ha (¢oOHE
rojiofanvs OyayT HU3KHMH, HE OyJeT OTMeuaTbCsl aJIeKBaTHOTO
HapacTaHWsl TIPU TOJOJAHUU TO CPAaBHEHHIO C 0a3aJbHBIMU

IIoKa3aTcJIsIMU.

AMMOHUIT KPOBU MOXET OBITh HOPMAJIbHBIM WM 3HAYUTEIHHO

MOBBIIIEHHBIM (TIPU JTEHIMHYYBCTBUTEIBHON TMITOTJIMKEMUH ).

AMMHOKHCJIOTbI H AMWJIKAPHUTHHDBI JOJIDKHBI COXpaHATb

HOPMAJIbHBIC COOTHOIIICHMS.

JIakTaTr KpOBH — B IIpeIesIax HOPMBI.
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[Tpo0Oa ¢ rIroKaroHoM

MoxeT ObITh MCIOJIb30BaHA KaK JIOMOJHHUTEIbHBIN TOATBEPKIAIOIINN
METOJ JUArHOCTUKH W 3aBepiiaTh MpoOy c ronojaHueM. [lamueHTy B/M WM B/B
BBOAMTCS TmokaroH B no3e 0,3-0,5 mr/kr (He Oomnee 1 mr). YpoBeHb TTTUKEMUU
onenuBaetcs yepe3 5-10-15-30 munyT. IloabeM rJIMKeMHUM T0JI7KEH COCTABUTH

HE¢ MEHEC Y€M Ha 1,7 MMOJIb/JI OT HCXO0OAHOI'0O 3HAYCHUS.

CTI/IMVJ'I}IHI/IOHHI)IG HDO6I>II

B Hexkoropeix caydasx runormkemun npu BI'MM moryr HOcuTh
MOCTIPAHANATIBHBIM ~ XapakTep MW HE BBIABIATBCA TMPH JUATHOCTHYECKOM
roJioganuu. JIJisi TMarHOCTUKHU MOJIOOHBIX COCTOSHUI MCIOJIb3YIOTCS CIEIYIONINE

CTUMYJIAIIMOHHBIE TECTHI:
1. I[Ipoba c nazpysxoii beakom

[IpoOy >xenatenbHO MPOBOJIUTH MOCHE 3-6 4acOB TOJIOJHOTO MPOMEKYTKA
(ecni ecTh Takasi BO3MOKHOCTB). [IpoTemHOBasi cMech JlaeTcs MEepOpalbHO U3
pacdeta It Genka Ha KT Beca. [IpoGa mnmurcs B Teuenue 2 yacos. Ha 0-30-60-90-

120 mMuHyTaX MCCIEAYIOTCS YPOBHHU IIIIOKO3bI, MHCYJIUHA B KpoBU. IIpu pazeumuu

2unoziuKemuu_8_Jroou moukKe, I’lp06V c.fledvem ocmarnosumbs U _Kynupoeambs

CUNOZTIUKEMUIO.

NB! Mepbl mpenocTOpOKHOCTH Takue K€ KaKk M TMPU MPOBEICHUU TPOOBI C
rosioganueM. Jletn ¢ nporenHsaBucumbiM BI'M npu npoBeneHnM NaHHOTO TecTa
MOTYT pa3BUBaTh KpalHE TsDKEJble THUIOITIMKEMUHU, TpeOYIOLUe JITUTEbHOTO

MH(Y3MOHHOHN Tepanuu pacTBOPOM TIIFOKO3BI.

HNHuTepnperanusi pe3yJbTaToOB:

Hanuuue rUmornMkeMuum ¢ YUTAa€MbIM YpPOBHEM MHCYJIMHA Ha JHO0OM

MHHYTE T€CTAa TOBOPUT B IIOJIB3Y IIpoTenH3aBucumoro BI'N.
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2. I[Ipononeuposannwiti OI'TT

PactBop rmoko3sl U3 pacuera 1,75 r/kr nepopaibHO. AHAIH3bI KPOBU
Ha TUIIOKO3y W WHCYHIuH mpoBoastrcs B 0-30-60-90-120-150-180 munyrax. Ilpu

pazeumuu 2UunoiuKemuu 6 110001 mouke, np06v Cﬂedvem ocmanosumb U

Kynupoeéamnb CUNO2/iUKeMUuio.

3. Tecm ¢ ¢uzuuecxoii nacpy3xoti (MOXET ObITh UCIIOIB30BaH TIPU HATUIHH
AHAMHECTUYECKMX  JAHHBIX, TOBOPAIIMX B  MOJb3y  TUIOTJIUKEMUH,

WHIYLUPOBAHHBIX (PU3NYECKUMHU YIIPAKHEHUSIMHU ).

VYipaxHeHus: Ha BEJIOTpeHaxepe B TeueHue 10 MMH — 3a7ada JOCTUTHYTH
taxukapauu 200 ya B MuH. KOHTpOJIb rimukemMun U uHcynuHa Ha -10°-0°-10°-20°-

30°-40°-50°-60°. Ipu pazeumuu cuno2iuKemuu 6 1000 moukxe, npooy cieoyem

ocmanosunmb U Kynupoeanb Cuno2jiuKemuio.

HNHuTepnperanusi pe3yJbTAaTOB:

Hanuuue TUNOrIMKEMUM € YUTAa€MbIM YpPOBHEM MHCYJIMHA Ha JHO0OM

MHHYTE TECTA FOBOPHUT B 1063y BI'N.

C. I'eHeTnueckoe 00cJjIeI0BAHUE.

[Tocne maGopatopHoro noxarBepxkiaenus BI'M u uckitoueHus BapuaHTOB
Tpan3utopubix Gopm (3BYP, achukcus npu poxaenun), Bcem aetrsim ¢ BI'U
PEKOMEHIOBAHO TPOBEICHUE MOJICKYISIPHO-TCHETHYECKOTO HCCIICIOBAHMS TCHOB
KCNJ11 u ABCCS. TlonHOe cekBEeHWpOBAaHUE YKa3aHHBIX T'€HOB HEOOXOIMMO
MIPOBOJIUTH TAITUEHTY W, B CIIy4ac BBISBJICHHS MYyTalldid, 00a POIUTENS TOJDKHBI
OBITH OOCIIEIOBAaHBI Ha TMPEAMET HOCHUTEIBCTBA. MOJICKYISIPHO-TEHETUYECKOE
WCCJIEIOBAHNE ATUX T€HOB MPUHIIUIINAIBLHO, TaK KaK MO3BOJISIET C BHICOKOM JI0JIeH
BEPOSTHOCTU OMPEACTUTL MOP(OIOTrHYEcKyt0 hopmMy 3a00JIC€BaHUS.
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HNuTepnperanusi pe3yibTaToB

e Hanmuume roMoO3MrOTHBIX a TaKXe KOMIIAYHAHBIX TI'€TE€PO3HTIOTHDLIX
MYTaIlI/Iﬁ IMOATBCPKAACT HAJINYIHC 3a00IeBaHusT | CBUIACTCIILCTBYIOT B

nonb3y aug¢y3Hoi ¢popmsl 3a001€BaHUS.

e l'erepo3urorHble MyTAlWH, YHACJHEeJOBAHHbIE OT OTHa (B cCiyyae
OTCYTCTBUSI KJIMHMYEeCKOM kaptunbl BI'M y orTma) mnoarBepxaaror
renetnueckur auario3 BI'M m cBUIETENBCTBYIOT 0 HAIMYUU (POKAJTBLHOM

(hopmbI 320051€BaHUS.

e ['eTepo3urorHbie 1€HOBO MYTALUM, & TAK)KE YHACJIEIOBAHHBIE OT MaTepU
(B cimydae oTcyTcTBUA KiumHU4Yeckod kaptuHbsl BI'U y marepu) ¢ Bbicokoi
JIOJIEA BEPOSITHOCTH MOATBEPKIAIOT T'€HETUYECKU IUATHO3, OJHAKO MOTYT

HaOMoAaThCs Kak npu AU y3HbIX, TaK U MpU aTUUYHBIX hopmax BI'U.

e OtrcyrcTBMe MYTalMil B YKAa3aHHBIX I'€HaX HE MCKIIOYAET JUAarHo3 U He
UCKJIIIOYaeT Hainuuue (okambHOW (OpPMBI, OJHAKO BEPOSATHOCTH €€

BBISIBJICHUS B I[ElHHOﬁ CUTyallH 3HAYUTCIIbHO HHIKC.

Jletu ¢ runepaMMOHHUEMUEN U ITPOTENH3ABUCUMBIM XapaKTEPOM THUIIOTITMKEMUN

MOTYT OBITH 00CTIeIOBaHbI Ha IpeaMeT myTaruii B rene GLUDL.

Hetn ¢ nocrnpanguansHbiMu (oct OI'TT) runmornukemusiMu MOTYT OBITH

obcnenoBanbl Ha ipeaMeT myTanuid B reHe GCK.

[Tpu Hamuuuu  XapakTEPHBIX CTUTM AMCIMOPHOreHe3a, TOBOPSIINX B MOJb3Y
TOTO WJIM WHOTO CHUHApoMaibHOro Bapuanta BI'U, HeoOxomuma KOHCyNbTaIUs

TCHCTHUKA U MOJICKYJIAPHO-TCHCTHYCCKOC UCCIICAOBAHNUEC COOTBCTCTBYIOIICTO I'CHA.
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D. /uddepenuuanbHass IMATHOCTHKA  (QOKAJIBLHON U
au(pdysnon ¢popm.

[Tpoectn mudd nuarHoctuky Mopdororuueckorn ¢opmel BI'U, a Taxxe
BU3YaJIM3UPOBATh MATOJOTUYECKUM y4aCTOK MpU HAIMYUU (oKaibHOU (HOpMBI, B
HACTOSAIIMA MOMEHT BO3MOXHO JIMIIIb C MOMOIIBIO MO3UTPOHHO-IMUCCUOHHON
tomorpaduu ¢ BF-pmoopo-JI-muruapoxcupenmnananuaom (Bd-JOIA TIOT).
JleBoIOITA oOHapykuBaeTcsi B HEWPOIHIOKPUHHBIX KIETKaX U SBISETCA
MPEAIIECTBEHHUKOM KaTeXOoJaMUHOB. B OeTa-kieTkax MOMKEIyJOYHOU MKeJe3bl
JleBoIOITA  koHBepTHUpyeTcss B  JONMaMMH TpH  y4dacTuu  (epMeHTa
JOTIAkap6okcunasel. 3axpar uzorona 2d-J[OITA 6GeTa-KIETKAMU C BHICOKMM
YPOBHEM CEKPELIMM WHCYJIMHA BBIIIE, YEM KJIETKaMU C HOPMaJIbHOW aKTUBHOCTBIO.
Takum oOpazoMm, mnpu dokaaspHoM BI'M 3axBar wu3otoma B oOjacTu
MaTOJIOTUYECKOTO (POKyCa 3HAYUTEIBHO BBIIIE, UTO JAET BO3MOKHOCTh YCTAHOBUTH
ero Jjokanuzauuio. VccienoBaHusi, MPOBEACHHBIE B PA3JIMYHBIX MEIUIIMHCKHUX
LIEHTpax, MOATBEPAUIN JIOCTOBEPHOCTh JAHHOTO METOJA JUIsl BU3yalu3alluu
¢oxaneubix Gopm. 1o pasHBIM JAaHHBIM, YyBCTBHTENbHOCTh B®-JIOIIA TIDT
coctaBisieT oT 88 10 94%, a cnetuduanocts — 100%.

Bascno! Cmanoapmusie pymunnvie memoowst suzyaruzayuu (maxue kaxk MPT,
MCKT, aneuoepaghus) ne ungopmamushsvl 0151 OUACHOCMUKU (DOKANbHBIX hopMm
BI'. B nacmoswuii momenm uzomon BD-JJOIIA ne npoussooumcsa Ha
meppumopuu  P®, umo Oenaem  He803MOJMCHLIM — nposedeHue - OaAHHO20

uccneoosanus 6 Poccuu.
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6. Jleuenue 00abHBIX ¢ BI'N.

OcHoBHast 3amaua JedeHust BI'M 3akmrodaeTcs B JOCTHOKEHHH CTOMKOM
DYIIMKEeMuH, Ha (OHE HOPMAIBLHOTO peknma nuTaHus. CTOUT OTMETHUTh, UYTO
nogoOHoro 3¢ dexra ygaeTcs T0OUTbCS OTHIOAb HE BCErAa, M B TaKUX CIIydasx
BO3MOXXHBI  JIMETOJIOTMYECKHE MAHUIMYJSLHUKM, Takhue KaK HCIOJIb30BaHUE
0o0OramieHHbIX yTJIeBOJIAMH CMECEH, IPUCOEAMHEHUE K TMHIIE KYKypy3HOTO
Kpaxmajaa, a B HEKOTOPBIX CHUTyallUsiX M TacTPOCTOMMS JJIsi BO3MOXKHOCTH
HEMPEPHIBHOTO KOPMJICHHSI B HOUHBIE YaCHI.

YuutbiBas ocobeHHocth BI'M, mnpu KOTOpOM THMNOTJIIMKEMHH HOCSIT
TUIIOKETOTUYECKUN XapakTep, J00oe, Aaxe CyOKIMHUYECKOE YpPOBHS caxapa
KpPOBH B JETCKOM BO3pacTe, MOXET MPUBOJUTH K TSKEIbIM HEBPOJIOTUUYECKUM
ocnoxxkaenusM. [lpu Habmonenuun nereit ¢ BI'U, pekoMeH1oBaHO ToiepKUBaTh

YPOBEHb IITMKEMHH BbILIE 3,5-4 MMOJIb/J HE3ABUCUMO OT BPEMEHH MPUEMA MUILH.

A. HeotyoxHasgs 1noOMOmb TPH THINEPUHCYJINHEMHYECKON

THIIOIJINKEMHUHU

 Ecmu pebenox 6 co3HaHuu W MOXET TUTh U ecTh - «['umoctom»
(rmrokorens/20% pacTBOp TIIOKO3bI/TabNETKa TJIIOKO3bI) PEr 0S, 3arem

HAaKOPMUTH
* [lpu coxpanenuu eunoenuxemuu Uiy eciu pebeHok 6e3 CO3Hanus -

-1 HAJIMYUU BEHO3HOTO JIOCTYMa — B/B pacTBOP ritok03bl 10% 1 Mi/kr 00110CHO
(MemieHHO B TeueHHE 3 MHH), 3aTeM HanaauTh B/B uHpy3uio 10% pactBOopa

TJTFOKO3bI M3 pacyeTa 3 MII/Kr/4ac

-1 OTCYTCTBUU BEHO3HOIO JIOCTYIa — BBECTH ItoKaroH 0,1 mr/kr (Makcumym 1

MT) TI/K WK B/M (Modicem ommeuamubcsi pedayHo euno2nukemus)
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BAKHO! O6vem unghy3uonHot mepanuu pacmeopamu 210Ko3bl U KOHYeHmpayus
npenapamog onpeoensiemcs no yposHio enukemuu. Lleneevie noxazamenu enuxkemuu

npu BI'U > 4 mmonw/x.

B. Meankamenro3nas repanusa BI'!

CymiecTByeT HECKOIBKO MpenapaTroB, 00J1aJalouX WHCYJIUMHOCTATUYECKUM
nericteueM. OCHOBHBIE TpeNapaThl, UCHoNb3yeMble s eueHus: BI'M npuBeaeHsl
B Tabmune 4. Ilpemapatom BbeIOOpa B MepBYIO ouepednr sBiseTcs Jlma3zokcui,
OJIHAKO, YYUTHIBASI €TI0 CIIOCOOHOCTH BBI3BIBATH PETEHIIUIO )KUJIKOCTU B OPTaHU3ME,
JETAM, TOJy4arouuM Oo0ibIION 00beM HWH(Y3UHU TIIOKO30H, PEKOMEH]IOBAHO
HAa4YMHATH JIeYeHHe ¢ npenaparoB ComarocratuHa u [ mrokarona.

VYkazaHHbIE HIKE MpenapaTbl BO3MOXKHO MPUMEHSITh B KOMOMHAIINH.

Jlns oneHkU A(PEKTUBHOCTH MPOBOJUMOM TEparuM, JOKEH MPOBOIAUTCS
pEeryisipHbIi MOHUTOPUHT TJIHMKeMUU. CTOUT OTMETUTh, 4YTO dddexT ot
MIPOBOJIUMOTO JICYEHUSI MOXKET OBITh JOCTHUTHYT HE Cpa3y, TaK, Hampumep, JIs
Jna3zokcuaa, He0OXOAUMO BEDKIATH 3-4 JIH ITOCJIC Havajla JCUCHUS U JUIIb MOCIe
ATOTO OLIEHUBATH €T0 YPHEKTUBHOCTD.

Kputepuem s3ppekTHBHOCTH KOHCEPBATUBHOTO JICUEHUS SIBIISIETCS B MIEPBYIO
ouepeqlb BO3MOXXHOCTh JIOCTHXKEHUSI CTOMKOW syriaukemuu (>3,5-4 MMmouib/1) Ha
¢boHE OTMEHBI B/B BBEJICHUS TJIFOKO3bI U TIIOKaroHa. JlormoHUTEIbHBIM KpUTEPHUEM
ABJIAETCSI  CIIOCOOHOCTh pe0EHKAa  BBIACPKMBATH  MOJIOKEHHBIA  JJIA  €ro
BO3pacTa/Beca WM MUHUMAJIBHBIN 0€30MaCHBIN TOJOIHBIN MPOMEKYTOK.

B cnydae wimnHM4eckod 3¢P(EKTUBHOCTH TOTO WJIM HWHOTO JICUCHUS,
PEKOMEHJIOBAaHO TMPOBEACHUE KOHTPOJIBHOIO ToJiofaHusi Ha (oHe Tepamuu ¢
OIICHKOW YPOBHSI MHCYJIMHA U KETOHOBBIX Tel (B MJI€AIBHOM BapuUaHTE, B KOHIIE
npoObl, HE3aBUCUMO OT NPOJOJDKUTEIBHOCTH TOJIOAA, €CIM JIOCTUTHYTa
TUTIOTJIUKEMHUSI, MHCYJIMH JIOJKEH ObITh MEHee 2 €1/J1, a KETOHOBBIE TeJla JIOJKHBI

aJIeKBaTHO HApacTaTh).
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Taonuua 4. Ilpenapamot 014 neuenusn cuno2iukemuil npu BI'H.

[Ipenapar Cnoco6 Ho3a Mexanusm netictBus | [To6ounsie apdexrsr | [IpotuBonokazanus | KommenTapun
npuema.
Kommepueckoe
Ha3BaHHE KpaTtHocTh
npuema
@®opMa BhIITyCKa
Junazoxcun [Tepopanbuo. | 5-20 Aronuct AT®- Yacro: runeprpuxo3, | bonbmoit 00bem 1-as nuHus Tepanun
MT/KT/CyT 3aBuCHMBIX K'- 3aJIepKKa KUAKOCTH | MHQY3HOHHOU
(ITPOI'JIMKEM) 3-4 paza B He 3apeructpupoBas B
KaHAJIOB tepanuu (>200
CYTKU IIpu BI'U y Penko: /kr/eyT) PO
Cycnensus 50 MIVKI/CYT).
) MAIEHTOB THIIEPYPUKEMUS,
MITMIT co 3BYP — s03uHODHIITHS,
Karncysel 25 Mr u 3-5 JICHKOIICHHA,
100 M MI/KT/CYT TUIIOTOHHS
I'mapoxnopruasun | [lepopansno. | 7-10 Tuazuanbii ['unonarpuemus, ['unokanuemus, He s dextuBen B
(TUTTIOTHUA3U ) MI/KT/CyT JUYPETHUK TUIIOKaJIUEMUs, TUIIOHATPUEMHUS MOHOTEPAIIUU
2 pa3a B CyTKH
apTepuaibHas
IpUMEHSIETCS B AKTHBHpYET paboTy IUIOTOHHS,
KOMOHHAIINH C AT®-3aBucumerx K-
TOJTUYPHS
JuazoxkcuaomM KaHaJIoB.
ITorenuupyer
s dext Anazoxcuna
Hudunenun [Tepopamsro. | 0,25-2,5 Brokarop Ca®*- I'umoTtonus (peako) OrpaHUYeHHBIC JAHHBIC
MI/KT/CYT KaHaJoB 00 adexTuBHOCTH
TabNIETKH 3 pa3a B CyTKH
I''1okaron Kak 0,1 Mr/kr AKTHBHUpYET TomHoTa, pBOTA.
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PactBop miis HEOTJIOKHAs (MakcumyM | | rIIMKOTEHOIN3 U Penko:
uHbeknui (1 Mr/mi) | momop M) TJIFOKOHEOT €HE3 napagoKCalbHbINA
OJTHOKPATHO, MOJIbEM MHCYJINHA —
00JI0CHO, B/M pebdayHn
TUITOTJIMKEMMUSI
B Buze B/B 1-5 Paszpoaurcs B 5%
uHpy3Un MKT/KT/9ac PacTBOPE TITFOKO3BI,
Henp3s cmemmBats ¢
napeHTepalIbHbIM
HUTAHUEM,
Heob6xomum
JIOTIOJTHUTEIbHBIN
BEHO3HBII 10CTyI
AHaJIOTH IT/x 3-4 paza B | 5-30 AKTHBanusa AHopekcus, 3aboneBanus XXKT | [Ipu ucnosnp3zoBanuu
COMATOCTATHHA CYTKH; MKI/KI/CYT pEeLenTopoB K TOILIIHOTA, PBOTA, BBICOKHUX JI03 B TEUEHHE
COMAaTOCTaTHHY 5 METEOpU3M, Auapes, JUTUTEJIbHOTO BPEMEHU
(OxTpeoTnz) Hocrosmias TUIIA; UHTUOUPYET XOJIeTTUTHA3, BO3MOYHO TOJIaBJIEHUE
HOJIKOKHAs 2+
PacTBop st ' noctyrmienue Ca™ B | moJaBieHue CeKpeLuu
uHOY3Us;

nHbeKIni 100 MKT;
50 Mxr; 500 MKT

KJICTKY, CHUXKACT
AKTUBHOCTbH
AllCTHIIXOJIMNHOB

cexpenuu CTT, TTT,
AKTT, rorokarona,
3a7iepKKa pocTa

KOHTPUHCYJISIPHBIX
TOPMOHOB, YTO
yCyryOJisieT TeueHue
TUTIOTJTMKCMHH.

n/K — NOAKOXHO, B/B — BHYTpnBeHHO, CTI — cOMaToTPONHbIA ropmoH, TTI — TMpeoTponHbii ropmoH, AKTT — aipeHOKOPTUKOTPOMHbIA FOPMOH
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C. OnepatuBHoe geyenne BI'!
Iloka3anus:
a. (dokampHas ¢popma BI'U (Bceraa)

b. muddysusie bopmbl BI'U (mpu qoxa3zanHoi
(apMakope3uCTEHTHOCTH)

Buabi OIIEPATUBHOI'O JICUCHUSA

1. Ilpu poxanbHBIX (hopMax - YaCTHYHAS PE3EKIUS MOKETYJOUHOMN KEJE3bl C
yJlaJe€HUEM MaToJIOTHYecKOro Gokyca. Mcxoo onepayuu — noanoe
8b1300po6IeHue.

2. Ilpu quddy3Hbx popMax — cyoTOTaIbHAs TAHKpEATIKTOMUSA. M cxo0
onepayuu — 8 nepewvle 200bl NOCIe ONEPAMUBHO20 Nederus. Fyenuxemusi (50-
60%), eunoenuxemuu (30-40%), caxapuouii ouabem (10%-20%); npu
OMOANEHHbIX HADI0OeHUAX — caxapHblil duadem 00 95%. Ox3oxpurHas

HeooCmamoyuHoCms.

Breinmonnenue onepauﬂﬁ BO3MOXKHO KakK JAIIapOTOMHUYCCKHUM, TakK u

JJAIIapOCKOIINMYCCKHUM OOCTYIIOM.

D. lunamMmuueckoe Ha0JI10deHHue 32 manuenTamu ¢ BI'N

Hdetu ¢ BI'M pomxHBI peryiasipHO 00CIIeOBaThCA C 1EIbI0 OIEHKH
KOMIeHcauu 3a0oieBanusi U 3PPEKTUBHOCTA MPOBOJUMOTO JieueHuss. MHOTUMHU
HcclieIoBaTeNIIMu ObLII0 OTMEUEHO, 4To TeueHue ¢ BI'M ¢ Bo3pacToMm cTaHOBUTCS
OoJiee MATKUM, a B HEKOTOPBIX CIydasx, BO3MOXKHA JJaXkKe MOJTHAs peMuccus. ITo,
B MEPBYIO OUEPEIb KAacaeTcs AETeil C TPaH3UTOPHBIMU BapuaHTaMu (TIOCJIEICTBUS
3BYP, nepunaramehoit acukcuu). Takue NarUEHThl, KaK MPABUIO, MOTYT

MOJTHOCTHIO YUTH C TEPANIUU B TEUEHHUE NIEPBBIX 3-6 MECSIEB KU3HMU.
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1. Ilpomoxon ounamuueckozo HadaOeHU Oemell ¢ MPAH3IUMOPHBIMU
mazkumu popmamu BI'H (nocreocmeus 3BYP, nepunamanvhoii

acgukcuu):
e KpatHocts: 1 pa3 B 2-3 mec
o KoHCynbTaMs1/0CMOTP:
-9HOOKPUHONO2
-HeBpPOJI02
-neouamp
e JlaGopaTopHble 00CIEA0BAHUS:
-1 nuxemuueckuti npogune 1-3 OHs Ha ¢hone mepanuu.
-Konmponvnas npoba c conooanuem na ¢hone mepanuu.

IIpyr OTCYTCTBUM THUINOTIMKEMHUN M aJ€KBAaTHOW PEAKIMU HA TOJIOJ, MONBITKA
otMeHbl Jlmazokcuma. Tepanusi oTmeHseTca 3a 3 JHS 10 IUIAHUPYEMOU
rocnutanu3anuu. [lpu rocnurtanuzanuu  peOCHKY MPOBOAUTCS TMpoda ¢
rOJIOJAHUEM C OLIEHKOM MPOJOJKUTENBHOCTH BBIICPKUBAEMOIO TOJIOJJHOTO
MPOMEXYTKa U YPOBHS HHCYJIMHA U KETOHOBBIX TEJI HAa MOMEHT 3aBEpIICHUS
npoObl. [lpu OTCYTCTBUMM JaHHBIX 3a THUICPUHCYIHMHHU3M, HEOOXOAUMOCTH B

HaﬂbHeﬁmeM JICYCHHNHU TaKHMX ITallUCHTOB HCT.

2. Ilpomokon ounamuueckozo HaOIO0eHUA Oemell ¢ NEPCUCUPYIOUUMU

gapmaxouyecmeumenvuvimu popmamu BI'U:

e KpatHocTs: 1 pa3 B 3 Mec nepBblil roj] KU3HH, 3aTeM | pa3 B 6 mec 10

3-X JIeT, 3aTeM, B cllydae KOMIICHCAIuH, 1 pa3 B TOf

e OcmoTp:
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-aHTPOINOMETpHUsl (OCOOEHHO TMPHIIENIBHO, €CIM PEOCHOK TMOJy4YaeT TEeparuio

aHaJOraMy COMaTOCTaTHUHA)

-IICUX0-MOTOPHOE pa3BUTHE (HAOIIOIEHNE HEBPOJIOTa)
e JlaGopaTopHbie 00CIICI0BAHUS:

-1 nuxemuyeckutl npoghune 1-3 ous na ¢pone mepanuu.

-KoumponvHnas npoba c eonooanuem na ¢pone mepanuu.

-CIMUMYTIAYUOHHbIEe NpoObl Ha (hOoHe mepanuu (8 cliyyae HAIUYUSL Y NAYUEHMA

odoxasanHou cneyughuuecxoi hopmol BI'H)

Ba:kno! KOppGKI_[I/IH 403 TCpalluu JOJIKHA OBITH B IICPBYIO OUCPCAb OCHOBAHA Ha
IMOKa3aTCJIAX I''IMKEMHUH N PE3yJibTaTax O6CJ'I€I[OBaHI/IH, a He OBITh MCKIIFOUYHUTEIIHHO

pacueTHOM.

B ny0epTaTHOM meprojie MOKET OTMEUAThCs IEKOMIIEHcalus 3a00IeBaHus,
CHIDKEHHE KOMIUIAGHTHOCTH TIIpUeMa IpenaparoB, 4YTo TpelOyer Ooiee
BHMMATEJIbHOTO 00CJIEIOBaHUsI JETEe, a B HEKOTOPBIX CIy4asX MpPUBIICYEHUS

TICUXOJIOTHYECKOU MOAICPKKH.

3. IIpomokon ounamuueckozo HabdaWOeHUA Oemell nocie cyomomanbHoul

RAHKpeamiIKmomuu:

e KpartHocTs: 1 pa3 B 3 Mec nepBblii rof )KU3HHU, 3aTeM | pa3 B 6 Mec 110

3-X JIeT, 3aTeM, B CiIydae KOMIIEHcaIuu, 1 pa3 B roa

e JlaGopaTopHble OOCIEIOBAHUSI — KOMNJIEKCHOE 00Cn1e008anue Ha
npeomem pazeumust n3Ccjq (enuxemudecKuil npoghuins,

anuxuposanmwlil cemocnooun, OI'TT).

L Ha6JHOI[eHI/Ie OHAOKPHUHOJOI'OM, FaCTPOOIHTCPOJIOIOM, JUCTOJIOIOM
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E. O0yuyenue poaureJiei.

e Pomurenn/onexynsl Bcex mamueHToB ¢ BI'MI B o0s3aTenbHOM MOpsiaKe
JOJDKHBI  BJIAJETh  TEXHMKOW  aHalM3a  TJIMKEMUU  TNOPTAaTUBHBIM
rmrokoMeTpoM. HeoO0XxoauMo 1arh YeTKHME HWHCTPYKIMH I10 KPaTHOCTH

HU3MCPCHUSA I'NIMKCMHUHU 1 HCJICBBIX 3HAYCHUAX Caxapa KPOBHU.

L4 HGO6XOI[I/IMO pacCckazatb pPOJAUTCIEIM O  BO3MOJKHBIX  KIIMHHUYCCKUX

IMPOABJICHUAX THIIOTJIMKCMHUHU Y I[CTGﬁ pasHOro Bo3pacrta.

e (OO0s3aTeNbHO B I[OMEIIHHGIZ aIlITCYKC JOJIXKHBI XPaHUTBCA

THIICPIIIUKEMHUYCCKUC CPCACTBA AJIA SKCTPCHHOI'O ITPUMCHCHU A

1. PactBop rmmoko3bl (20-40%) BBeneHHE KOTOPOTO  BO3MOKHO
nepopaabHeIM ITyTeM. [IpuMeHsieTcs, ecinu y peOeHKa TUITOTIIUKEMUS
U OH B CO3HaHWMU. BakHO mpemocTepeub poAMTENed OT MOIMBITOK
CaMOCTOSITENIFHOTO MapeHTEPATbHOTO BBEJCHUS pacTBOpa TIIOKO3HI,
TaK KaKk B/M HMHBEKIIMM BBICOKO KOHIIEHTPHPOBAHHBIX PACTBOPOB

MOT'YT IPUBOJIUTH K Pa3BUTHUIO MECTHBIX OCJIO)KHEHUU.

2. I'moxorens WM TaOJETKM  TIIOKO3bI (ISl TEPOPaTLHOTO
npumeHeHus1). [Ipumensrcs, eciam y peOeHKa TUIIOTIUKEMHsS] U OH B

CO3HaHUH.

3. PacTBOp rirokarona jJist B/M UiU T/K BBeJIeHUS. MOXET MPUMEHSATHCS
MIPU TSOKENBIX THUITOTJIMKEMUSAX C ToTepel coszHanwms. HeoOxommmo

oOydeHre TeXHUKE pa3BeICHUS MpernapaTa U MpOoBeIeHUS WHBEKIIHA.

e [lpu mnocrymienun peOeHKa B JETCKUU caJl WIM IIKOJTY, HEO0OXOJIUMO
MH()OPMUPOBATH YUUTEIIS/BOCIIUTATENS/MET CECTPY O €ro 3a00JeBaHUU U

MyTAX KYIIHPOBAHUSA THIIOTTITMKCMHUYCCKUX COCTOSIHUH.

e Pomurenn nomxHBI ObITH HHGOPMHUPOBAHEI O TOM, YTO B CITydae pa3BUTHUSA

MHTEPKYPPEHTHBIX 3a00JIEBaHUM, COMPOBOXKIAIONTUXCS TUapeeii, pBOTON U
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OTKa30M OT €J1bl, TUIIOTJIMKEMUHN MOTYT yCYTYONIATbCSA U Pa3BUBATHCA JaxKe
Ha (hoHE MPOBOAMMOTO JieueHus. B ciydae pa3BuTHsA MOJOOHBIX COCTOSHUM,
netssMm ¢ BI'M moxeT ObITh peKOMEHJ0BaHA TOCHUTAIM3ALUSA C ILEJIbIO
MPOBEICHUS TOJJEpKUBAIOIIe WH(PY3MOHHON Tepamuu pacTBOPaMH

TJIFOKO3HEI.

Bcem manmentam ¢ BI'M pekomenayercs HomeHne OpacieTra ¢ yKazaHuEeM
MMEHA W PEKOMEHJAIMSMH MO OKA3aHUI0 OSKCTPEHHOW MEIUIIMHCKON

ITOMOIIIH, TCJIC(i)OHa JOBCPCHHOTO JIMIIA.
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