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CHucokKk COKpanmeHum

AJl — ayTOCOMHO-JOMUHAHTHBIHI

AP — ayTocoMHO-periecCUBHBIN

AT® — anenozunTpudocdar

AJI® — anenosunaudocdar

AKTT — anpeHOKOpTUKOTPOIHBIN TOPMOH

B/B — BHyTpUBEHHO

B/M-BHYTpUMBIIIEYHO

BI'U — BpOXA€HHBIM T'HIIEPUHCYIUHU3M

BIIC- Bpox1eHHBIN TTOPOK ceplia

['-1-® - rroko30-1-dpocdar

I'-6-® — rimrok030-6-pocdar

I'’IJI - riryramar-geruaporesasa

['CJ1 — recTaliiOHHBIN caxapHBIA TuadeT

['T® - ryanosunTpudocdar

JP —nra3okcua-pe3sucTeHTHBIN

JY — nna30KkcU-4yBCTBUTEIbHbBIN
KKT-xemy104HO-KUIIEYHBIN TPAKT
3BYP-3anepxka BHyTpuyTpoOHOTO pa3BUTHS
N®P-1 — uncynuHono100HbIN pakTop pocra
KT — xommnbroTepHast ToMmorpadust

JIAL - nakTaTaeruaporeHasa

MKTT1 - moHokapOokcuiat Tpancnoprep 1 Tumna
MPT - MarHuTHO-pe30HaHCHAasi ToMOoTrpadus
MODY (Maturity-Onset Diabetes of the Young) - nuabeT 3penoro Tuma y MOJIOABIX
HTT — HapyiieHHe TOJIEPaHTHOCTH K IIFOKO3€
[N — nanKkpeaTHyeCKUil HHIIEKC

[1/x- moaKo)KHO

[19T — mo3UTPOHHO-IMUCCUOHHAS TOMOTpadust
CJI — caxapHbrif tuader

C4 — cBOOOIHBIN TUPOKCUH

CTI' — coMaToTpONHbINA TOPMOH

TTI' — TUPEOTPONHBIN TOPMOH

V3U — ynbTpa3ByKOBOE UCCIIEI0BAHKE
2XO-KI'-DXO kapauorpadus

18F-JIODA - 18F-L-nurnapokcudeHunanaHuH



TepMuHLI M onIpeAeJICHUSA

J{Ma30KCHI-4YBCTBUTEIbHbIN BAPDHAHT BPOKICHHOI0 IMIIEPUHCYJIMHU3MA — 3TO BapHu-
aHT, KOI'/la Tepanus AUa30KCHUIOM NO3BOJISET JOCTUYb DYIVIMKEMUHN Y HallUeHTa

JIMa30KCUI-Pe3MCTEHTHBIH BAPHAHT BPOKIACHHOI0 T'MIIEPUHCYJIUHU3MA — BapUaHT, KO-
rja Tepanus 11a30KCUI0M B MaKCHMAJIbHBIX JO3UPOBKAX B TEUCHHE MEPUO/Ia HE MEeHee 6 JHEH He
MIO3BOJISIET JOCTUYD FYTIIMKEMHUH Y AllUEHTA

[Iporeun-uHaynupoBaHHas (popMa BPOKAEHHOI0 FHIEPUHCYJIMHHU3MA — 3TO Popma 3a-
0oJieBaHMsI, IPU KOTOPOU AMU30/IbI TUIIOTJIMKEMUH MPOBOLUPYIOTCS TPUEMOM OEJIKOBOM MUIIN

Du3n4ecKH-HHAYIHMPOBaHHASA ()OPMA BPOKIEHHOTO THNEPUHCYJIMHU3MA — 3TO dopma
3a00JieBaHus, IPU KOTOPOM SMTU30/1bI TUIIOTIIMKEMUU POBOLMPYIOTCS (PU3NUECKUMU HArpy3KaMu

®oxajbHasi GopMa BPOKIEHHOT0 THNEPUHCYJIHMHU3MA — 3TO TUCTONIOTHYeckas (hopma 3a-
OoJieBaHMsI, IPU KOTOPOM HEaJeKBaTHAs MOBBIIIICHHAS! CEKPEIUsl MHCYJIUHA OCYIIECTBIISIETCS 3 CUET
OTPAaHUYEHHOTO YYacTKa MOKEITYJOYHOM JKeJIe3bl, B TO BPEMS KaK OCTajlbHas 4acTh OpraHa coxpa-
HSIET HOPMAJIbHYIO (DYHKITHIO

Nuddy3nas popma Bpo:kIeHHOT0 THNEPUHCYIMHU3MA — 3TO THCTONIOrHYeckas popma 3a-
OoJieBaHMsI, TP KOTOPOU HeaJeKBaTHAs MOBBIIIICHHAS CEKPEIUsl MHCYIMHA OCYIIEeCTBIIAETCS OeTa-
KJIETKaMH BCEU TKAHU MMOJKETYTOYHOMN KEIE3bI

ATunnynasi popmMa BpOKI€HHOT0 THNEPUHCYJINHU3MA - 3TO HeOoKallbHas THCTOJIOTHYe-
ckasg Qopma 3a0oneBaHus, MPU KOTOPOW HeaJeKBaTHAs TMOBBIIICHHAS CEKpelHsl WHCYIMHA OCY-
HIECTBIISIETCS 32 CUET OETa-KJIETOK, PACIOJIOKEHHBIX XaO0TUYHO CPEeIU HOPMAJIbHBIX OeTa-KIIETOK
MOJKEITYIOYHOM KEIEe3bl

NMNpUHTHHT - TeHeTHYeCKUi (heHOMEH, MPH KOTOPOM JKCIPECCHUs ONpeNeIEHHBIX TeHOB

OCYHICCTBJIACTCA B 3aBUCHUMOCTHU OT TOTO, OT KaKOI'O pOAUTEIIAA YHACIICAOBAHBI aJIJICIIN.



1. Kparkas undopmanus no 3a001eBaHUI0 WIN COCTOSIHUIO (Tpymnie 3a00JieBa-

HUW WJIW COCTOSTHU)

1.1 Onupeaesenue 3a00JeBaAHNA WJIH COCTOAHNSA (TPYHNbI 3200J1€eBAHMIT UJIU COCTOSHUI).

Bpoxnaennsiii runepuncyanan3m (BI'M) — sto rpynmna 3aboneBanuii, mpu KOTOPBIX UMEET
MECTO HEa/IeKBaTHAs TUIIEPCEKPELUsl MHCYJIMHA OeTa-KIeTKaMu MOAKeIy104HOM XKeJe3bl, YTO Ipu-

BOJIUT K Pa3BUTHUIO TUMNOTIMKeMuUH [ 1].

1.2 DTHoj10rus M IATOreHe3 32001€BAHUS MJIM COCTOSTHUS (rpynmnbl 3a00J1€BaAHUI WJIH COCTO-

SIHMH).

Haubonee yacto npuunHoit BI'U sBis0TCS naToreHHble MyTalluy I€HOB, YUYaCTBYIOLIUX B
pEryJIsILIMK CEKpPELMN MHCYJINHA. B HacTosAmmii MOMEHT onucaHo Takux 14 renos. [lomumo 3toro,
CYIIECTBYIOT CUHAPOMAJIbHBIEC ITATOJIOTUH, B CUMIITOMOKOMIUIIEKC KOTOPBIX MOKET BXOJMUTH TUIIE-
PUHCYJIMHEMHYECKHE rUunoriukeMu. OTAeIbHYI0 TPYIIY COCTaBIISIIOT TPAH3UTOPHBIE TUIIEPUHCY-
JMHEMHUYECKHUE TUIIOTIMKEMUN HOBOPOXKIEHHBIX, PA3BUBAIOILMECS KAK OCIIO)KHEHHE IepUHATAlIb-
HOTO MePHO0/Ia WM KaK CIIEACTBUE 3aJIepXKKU BHYTpUYTpoOHOro pa3Butus [2]. Taxxe onucaHsl ru-
MEPUHCYJINHEMHYECKUE TUIIOTIMKEMHUH TOCIIE ONepalii Ha KeITyJ0YHO-KUIIEYHOM TPAKTe.

KoHkpeTHast reHeTndeckas MyTalus ONpeaessieT YHUKaIbHbIN myTh pazsutus BI'M. Huxe
YKa3aHbl OCHOBHBIE 3B€HbBS, IIPU NTOBPEKIEHUN KOTOPBIX aKTUBUPYETCS MPOLYKIUS WU JIEHCTBUE
WHCYJIMHA, YTO B JAJIbHEHIIEM NIPUBOANUT K TUIIOTJINKEMUH.

I'11'0K0303aBUCUMBIN MEXAHU3M CEKPELIMH MHCYJIWHA SBJISIETCS CIIOKHBIM MHOTOCTYIIEHYA-
THIM IPOLIECCOM, KOHTPOJIUPYEMBIM Pa3IMUHbIMU TOPMOHAJIbHBIMU U (DEPMEHTATUBHBIMU CHUCTE-
Mamu. B HOpMe rimroko3a myTeM ynpolieHHoH Tud¢y3un NpoHUKaeT B OeTa-KJIeTKH, TJie OHA IMOJI-
BepraeTcs MepBOMy 3TaIly IIIMKOJIN3a TP MOMOLIH (hepMeHTa IoKoKuHa3b! [3]. B pe3ynbraTe nep-
BO#1 peakiuu pochoprarpoBanus 00pa3yeTcsi akTHBHBIA METa0OUT TITFOKO3BI - TITFOK030-6-hocdar
(I'-6-D). JleitimH TakKe SBISIETCS OJHUM W3 CTUMYJISITOPOB CEKPEIIMU WHCYIHMHA. [ TII0K03a U JIei-
IIUH aKTUBUPYIOT BHYTPUKJIETOUHBIN 11K KpeOca, B pe3ynbraTe KOTOPOro CHHTE3UPYeTCs aeHO3-
unrpudochar (ATD). [Toseimenne ypoHs AT® u yBenmuuenue cootHomeHus ATd/aneHo3un-
audocdar (AJ[P) 3amyckaer Kackaj peakuuii: uHruoupyercs pabora AT®-3aBucumbix K'-kana-
JIOB, TIPOUCXOUT JEMONAPU3AIMsS MEMOPAHBI U OTKPBITHE BOJIbTaK3aBUCUMBIX Ca’'-KaHaJloB, IMo-
BBIIIaeTcs KoHIeHTpanust Ca’™ B KJIETKe, 94TO B CBOIO OYEPE/lb CTUMYJIUPYET SK30I[UTO3 HHCYITHHA
(pucyHok 1).

[Tpu cHMKEHMM ypOBHS IJIIOKO3bI B KPOBH €€ BHYTPUKJIETOUHBIH METa0OIM3M CTAaHOBUTCS

MEHEee WHTCHCHUBHBIM, MPUBOS K CHIKeHUI0 cooTHomeHuss AT®D/AJI®D. [Tocnennee onmocpeayer



otkpeitie AT®-3aBrcuMbIx K -KaHAIOB ¥ 3aKphITHE BOJbTaX3aBUCUMBIX Ca’ -KaHalloB, TeM ca-

MBIM OJIOKHPYSI CEKPELIUIO HHCYIINHA.
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Pucynok 1. Perynsanus cexkpenuu MHCyJIMHA

Haubonee uactoit npuunnoit BI'U sBnstoTcs nHakTuBHpYytomue myranuu B reHax KCNJ11
u ABCCS8, komupyronme AT®-3aBucumbie K -kananst [4,5]. Onucansl Kak ayTOCOMHO-PEIECCUB-
HbIE, TaK U AyTOCOMHO-JOMHUHAHTHbIE MYTallui YKa3aHHBIX T€HOB. TakuM o0pa3oM, Gpopmupyercs
CUTYyalMs, IPU KOTOPOH BhIIIIEyKa3aHHbIE KaHAJIbI OKa3bIBAIOTCS HEJIEECITOCOOHBIMU HE3aBUCUMO OT
ypoBHs riukemud. Kak cnencrsue, MemOpaHa OeTa-KJI€TKH HaXOAUTCS B IEMOISIPU30BaHHOM COCTO-
SHHH, YTO BJIEYET 3a COOOM n30bITOUHOE TocTyiieHre Ca’™ B KIIETKY ¥ THIIEPCEKPELMIO HHCYIIHHA.

Bropoii HaunGonee pacrnpoctpanéHHoi npuunHoil BI'U sBnsitoTcs akTHBUpYIOIIME ayTo-
COMHO-7IoMUHaHTHBIe MyTanuu reHa GLUDL. JlanHbIi TeH KOAUpPYET IIIyTaMaTAeruIporeHasy, Ko-
TOpasi HeoOXoMMa JIJIsl IpeBpalleHus IIyTaMara B ajdb(a-KeToriayrapaT 1 aMmMoHui. [loBbienne
anb(a-kKeroriryrapara npuBoAuT K yBennueHnio AT® u BeimeonucaHHOMY KacKaay peakiui. Y ma-
rueHToB ¢ MyTaruei B rene GLUD1 oTMewaroTcs THITOTTIMKEMUN KaK HATOINAK, TaK U MOCIIe TprueMa
6enkoBoit mumu. [locnenHee oObscHAETCA TeM, UTO B 11000 OEJIKOBOM MHUIlle €CTh AaMUHOKUCIIOTA
JEUIVH, aKTUBUPYIOIAs TIIyTaMaTAETUuIporeHasy [6].

Takxe onucanbl rpynnsl nanueHToB ¢ BI'Y, Kk BOBSHUKHOBEHHIO KOTOPOTO MPUBEIIM MyTallH1
B reHax GCK, HADH, HNF4A, HNF1A, SLC16Al1, UCP2, HK1, PGM1, PMM2, CACNALD,
FOXAZ2. BaxxHo oT™MeTHTbh, uTO Oosiee ueM B 30% ciaydaeB MOJIEKYJISIPHO-TEHETUYECKHI BapHaHT
BI'M ycranoButh He yaaercs [4,5]. I'enetnueckue Bapuantsl BI'YI 1 UX OCHOBHBIE KIIMHUYECKUE

XapaKTepUCTHKU MpUBEIEHBI B Tabmuie 1.



1.3 DnuaemMuoorus 3a00JeBAHUA WJIH COCTOSHUA (IPYHIbI 32001€BAHMI HJIH COCTO-

STHUI)

Yacrora Bcrpeuaemoctu BI'U coctasmsier 1:30000 - 1:50000 >kuBbIX HOBOPOKAEHHBIX B 00-

et momyssiuu ¥ 1:2500 B 3aKpBITHIX MOMYJISALNMAX ¢ BBICOKAM MPOIICHTOM OJU3KOPOICTBEHHBIX
opaxoB [19]. B Poccuiickoit Deaepanun 4acToTa BCTPEYAEMOCTH TAHHOTO 3a00JIEBaHMS TPUMEPHO

cootBerctByet 1:50000 [19].

1.4 Oco0eHHOCTH KOAMPOBAHUSA 3200J1€eBAHUSA HJIN COCTOAHNA (rPVNIbI 3200J1eBaHUM

HJIH cOCTOSIHMIT) 10 MeKIVHAPOIHON CTATHCTHYECKOH Kaaccudukanuu 0oJ1e3Hed 1 NpooJaeMm,

CBA3aHHBIX CO 310POBbLEM.

E15 — HeamaGeTtnyeckasi TUIIOTTTMKEMHYECKAst KOMa

E16.1 — JIpyrue ¢popmMbl TUIIOTIIMKEMUU

E16.2 — lN'unornukemusi HEyTOYHEHHAS

E16.8 — JIpyrue yrouHeHHble HapyLIEHHsI BHYTPEHHEN CEKPELUH MOKETyJOUHOM JKee3bl

E16.9 — Hapymenue BHyTpeHHEH CEKpPEeNH MOKEITYI0YHON KeJle3bl HEYyTOUHEHHOE

IIpumepsr:

E16.1 - BpoxxaeHHbII THIEpUHCYINHU3M, THa30KCHI-UyBCTBUTEIBHOE TEUEHHE.

E16.1 - BpoxieHHBI TUIIEPUHCYIMHU3M, THA30KCUI-PE3UCTEHTHOE TeueHue, nuddysnas hopma.
Cocrosinue nociue cyororanbHoi nmankpearskroMun (05.06.2017). OcnoxxHeHUs: 3aIep>KKa ICUXO-
MOTOPHOTO PAa3BUTHUS.

E16.1 - Cunagpom bekBura-BunemaHa: BpOKAECHHBIM TMIEPUHCYIMHU3M, oMQaolene, Makpo-

TJI0OCCH.



Tabmuma 1. I'eHeTuyeckne BapuaHnThl MOHOTeHHBIX (popm BI'M n ux KiIMHUYeCKHe XapaKTePUCTUKHI

Poan 0eaka/

MexaHu3m pa3BUTHSA TUII0-

Ten Jlokanu- Bes1ok/epMenT ¢depmenta CJIMKeMHH pU Hapymenun | 1411 Hacaeno- | TUNMYHBIC KJIMHAYECKHE XapaK-
3anus byHKuHn BaHMS TEePUCTHKH
JleOloT B HEOHaTalbHOM BO3pacTe
®opmuposanne  AT®-| Jledpekrupie ATD-3aBu- 48CTO MAKPOCOMHS TIDH D O)KI[CHI/II/I’
+_ +_ _ AP 4
11p15.1 3aBUCUMBIX K™ -kanaoB | cumbie K'-kaHanbl ocTta IMA30KCHI-DE3UCTEHTHOE  TEUCHHE
IOTCS B 3aKPBITOM COCTOSI- [7.8]
HUU WM HE NPEICTABICHbI ’
Kir6.2 Ha MEMOpaHe KIICTKH JleOr0T B HEOHATAJIBHOM BO3pacTe,
KCNJ11 ITS. AT 4aCTO MAaKpOCOMMsI IIPH POXKJIECHUH,
yaiie JIMa30KCU-UyBCTBUTEIBHOE
ABCCS8 SUR1 TCUCHHC [9]

dokanbHbIE (POPMBI, 1€0IOT B HEO-
rioummuar [FATATPHOM BO3pacTe, 4acTo Makpo-
p COMHS TIPH POXKIAEHUU, AUA30KCH]I-

pesuctenTHoe Teuenwue [10]
Karammsupyer peaxiuio| CHuXaeTcs MHTHOUpYIOIIee J1e6roT B mepBbIi TOJT AKU3HH, THUIIO-
npespameHuss riyramaral BausHue ['Td wa I'IJ1, o- CJIMKEMUU KaK HATOLIAK, TaK U [OCIIE
[yramar-aerus- | B anb(pa-KeTormyTapaT M| BBIIIAETCS BHYTPHKIETOYHAS OENKOBOM HArpy3KkH, MOXET OBbITh
GLUD1 10q23.3 [porenasa aMMOHUU koHueHTpauus AT 3a AJl [MOBBIIIEH YPOBEHb AMMHAKa KPOBH,

CUCT y4acCTus O~ KETOrjyra-
parta B LIUKIIE
Kpebca

IMa30KCH-YYBCTBUTEIILHOE — Teue-
Hie. MoxeT OBITh TeHepaTu30BaH-
Hast srserncust [11]




Karanusupyer peakuuro
dbochoprMpoBaHUs TITFO-
KO3BI B TJIFOK030-6- (oc-

dar

CHuxeHue rnopora rimke-
MUHM IS TJII0OKO303aBUCH-
MOT0 ITYTH CEKpELUU UHCY-
JMHA

Knnnuka BapuabenbHa: OT aCUMII-
TOMATHUYCCKOMN THITOTIMKEMHUH C
JY TedeHneM 10 TAKEIbIX THUIIO-
ravkemuii ¢ JIP TeueHueM.

GCK 7p13  [FmokokuHa3a All Y psilla MalMeHToB OTMEYAETCS CO-
XPaHHOCTb HEPBHOH CHUCTEMBI, He-
CMOTpS Ha TSXKECTh TMITOTIIMKEMUN
[11]
Karanuzupyer peakuuto | CHUKaeTcs HHTHOUpYoLiee J1eGI0T B MepBBIH I0J1 )KU3HHU, IIPO-
npeobpasoBanust 3-rug- | iusiHue Ha /1] TEKaeT C KETO30M (TIOBBIIIEHO CO-
3-rupokcH- poken- aHI/IIéﬂf:A B 3- nepkanue 3-THIPOKCHOyTHpara B
- - | kero-aunnKoA B npo-
HADH 4925 |AuntKoA-nerun 1 P AP KPOBH M B MOYE), TUTIOTJINKEMUHT
porenasa recce -okuciae-Hus Xup- .
HBIX KHCIIOT MOTYT pa3BUBATbCS B OTBET HA Oe€lI-
KoByto nuiy, J{Y teuenue [11]
Jlo xoHIa He u3y4eH J1e610T B HEOHATATBLHOM MEPHOJIE,
DakToOp TPAHCKPHUIILINH,
TPaH3UTOPHBIE TUTIOTJINKEMUH B
HEe0OXOaUM Ha dTamnax
HEOHATaJIbHOM BO3PAaCTE U MOJHBIM
AMOpPHO-HAJIBLHOTO Pa3BU-
. pa3perIeHneM K IIKOJIEHOMY BO3-
HyxeapHblii THUS] BHYTPEHHHX OPTaHOB,
pacty, 14 Teuenue. Taxxe B03-
HNF4A | 20913.12 (bakTop renarony-| MIpaeT poib B TpaHC- ALl

TOB 4 anbga

MOPTE TIFOKO3bI, TITHKO-
JN3€ U MUTO-XOHApUATTb-
HOM MeTa0oImn3Me

MO>KHBI MAKpOCOMUSL TIPU POXKIE-
HUU, HapylIeHNe QYHKINY TTeYeHH
U TIOYEK. Y B3POCIbIX MAlMEHTOB
mMoryT ormeuatbest ['CJl, HTT u
CJl Tuma MODY [12]
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Hyxneapnsrii gax-

@akTop TPAHCKPHUIILINH,
HE00X0/IUM Ha FTarnax
IMOPHOHAILHOTO PA3BH-

/1o KOHIIa HE U3y4EH

J1eO10T B HEOHATAILHOM TIEpH-
0/1€, BO3MOKHO pa3pelieHne
BI'M k mikonpHOMY BO3pacry,

HNF1A | 12924.31 [rop renatouutoB 1| yg MOJIKETYTI0YHOMN ALl J[Y Teuenue. Y B3pOCIbIX Malu-
anbda JKEIIe3bl U [ICYCHU eHToB MOryT otmMeuarbesa ['C/L,
HTT u CJ] Tumta MODY [12]
[Tpu runepskcnpeccuu Jak-
Perynupyer Tpancropr | Taraernuporenasst u MKTI [MHOrIMKeMuH 1ocie Gpu3nde-
MoHoxkapOoKcuIat o . .
JIJaKTaTa 4 nupyBara 4e- BO BpCMsA @HE}I/HGCKOH CKOHU aHa3p06H01/1 HarpyskKu, OoT-
SLCI6Al 1p13.2  rpancnoptep I Harpy3Ku MOBBIIIAETCS MH- ARl
ma pe3 MmemOpany OeTa- rpy CYTCTBHUE THITOTJIMKEMHH Ha
KJIETKH, y9acTByromux Bl PYBAT, MPUBOUIIIIAN K yBC- ¢oHe rononaHus
ke Kpebea nuyeHuto npoaykuuu ATO
Tpaucnoptupyert npo- | H30bitounoe docopumpo-
TOHBI U docdar yepes BaHUE TIIOKO3bI U TUIIEP-
JleOroT B miepBBIC 6 MECSIICB
MUTOXOHJIPH-aJIbH MPOJYKIIHS BHYTPUKIIETOU-
. P yio pv YK yip YKU3HH, TUTIOTJIUKEMHES Ha (OoHE
HecpszanHbIi MeMOpaHy B oOMeH Ha | Hoil AT®
UCP2 11q13.4 ALl rOJIOZIaHUSA U IIOCTIE ITpHeMa
MPOTEUH 2 TUMA oKcajaT ¥ MaJiatT, YeM
[JIFOKO3BI, onKucaHo kak JIY, Tak
OTpaHUYUBAET OKHUCIIE-
P u JIP Teuenue [13]
HUE TJIFOKO3bI B TIOJIB3Y
JKUPHBIX KHCIIOT
B HOpMme He skcnipeccu- | CHUXKEHUE TTopora IIThKe-
pyeTcs B HOJKENYI04- | MHUU JJIs [JIFOKO303aBUCH- Jle6ioT HA EPBOM T 5
o T Ha TICPBOM T'OJTy JKH3HH
HK1 10922.1 [FekcokuHaza 1 HOM xenese, pocopu- | MOTO MyTH CEKPEIUU UHCY- Al P y ’

JHUPYET TI0K03y B I'-6-
)

JIMHa

JI4 teuenue [14]
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Karanusupyer ooparu-
MYIO PEaKIIHMIO MePexo/ial
['-6-® B I'-1-®, npenot-
Bparas rimkoiau3 (pac-

YBennuuBaercs BHyTPUKIIE-
TOYHAsI KOHLIEHTPALM
KaJIBLIUS U CHUXKAETCS 110-
pOr A1 TIIFOK030-3aBUCH-

KeroTnueckas THIIOTIIMKEMMUS
HaTOIIAaK, TUMITIOKECTOTUYCCKaA
TUIIOITIMKEMHUA B OTBET Ha

N30depmenT doc-
PGM1 1p31.3 o (bep b aJ IIIFOKO3BI € BBIEE-| MOTrO CUHTE3a UHCYJIMHA. AP HATPY3KY TIIOKO30M, OIUCAHEI
OTJIFOKOMY-Ta3bl
Y Huem AT®) OTtHocuTes U K 00J1€3HAM pacienHbl Heba, HU3KO-POC-
HaKoIJIeHus riaukoreHa (14 0CTh, HapylIeHne YHKIIHH Te-
THIT) ¥ K HAPYLICHUAM TJTH- yeHU, Muonarus [15]
KO3UJIMPOBaHUs
O6GecneynBaeT mpo- Hapymenne rimko3unupo- JleOroT runoryimkemun Ha 1
1I€CChI TJIMKO3WINPOBA- | BaHMS OEIKOB roxay xu3Hu, /I4 teuenue.
HUs Coueraercs ¢ MOJIUKUCTO30M
dochomaHHO-MY-
PMM2 16p13.2 5 AP [oyek U neyeHu. Hekoropeie
Tasza
MyTalll{ BBI3bIBAIOT BPOXKIEH-
HOE HapyLIEHHE MNINKO3WINPO-
BaHus la Tuma [16]
Amsdpa-1 cyGbemm Perymsauus ypoBHs VYBennuuBaercs BHyTPUKIIE- J1eO0T B HEOHATAJILHOM IEpU-
BHYTPHUKJIETOYHOI'O TOYHAs] KOHIEHTPALMS one, 1Y Teuenne. Bo3moxHO
HUIA BOJIbTaX-3a-
CACNA ++ KaJIbIIAS KaJIbIIHS HaJU4Ke TTOPOKOB Cep/lia, Je-
3p21.1 |pucumoro Ca™" - ALl .
1D TOYHOM TUIIEPTEH-3HH, CIIe-
kaHana L- Tuna
[OTHI, [IEPBUYHOTO TMIIEPAIBIO-
crepornsma [17]
@®akTop TPaHCKPHII- /1o KOHIIa HE U3y4YEeH
. MU, HeOOXOUM Ha dTa-
HyxneapHsiii dak- 5 CoueTtaHue C TUIIONUTYUTAPU3-
nax 3MOpPHOHAIBHOTO
FOXA2 | 20p11.21 [rop renaTolUTOB p AJl MOM, CTUTMaM# THUCIMOpPHO-Te-

3p

pa3BUTHSI BHYTPEHHUX
OpraHoB

Hesza. JIU teuenne [18]
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1.5 Knaccupuxamus 3a6o/ieBaHNsI HIH COCTOSIHUSA (TPyniibI 3a001eBaHMii)

BI'N sBnsercs rereporeHHbIM 3a00J1€BaHUEM KaK THOJIOTMYECKH, TaK U C TOYKH 3PEHUS
KJIMHUYECKOTO TEYSHHS U Pa3HO00pa3usi MOP(POIOTHYECKHX HOPM.
Kaaccupukanusi BpoxkIeHHOro runepuncyianausma [1,4, 15, 20].
1. ITo pauTeJbLHOCTH 3200J1€BAHUA:
- Tpanszuropusiii BI'
- Ilepcuctupyrommii BI''I
2. JTHOJIOTHYECKHE BAPHAHTHI:

- MoHoreHHsle ()OpMBI: MyTallUU T'€HOB, YYacCTBYIOUIMX B PEryJIsiLlUU CEKPELUU HWHCYJIMHA!
KCNJ11, ABCC8, GCK, GLUD1, HADH, HNF4A, HNF1A, SLC16A1, UCP2, HK1, PGM1, PMMZ2,
CACNAILD, FOXA2.

- CunapoMaibHble (POPMBI:

e cuHapoM bekButa-Bunemana

e cungpom Cortoca

e cunapoM Kabyku

e cunzapoM lllepemesckoro- Teprepa

®  BpOXJEHHbIE Ie(EKThI TTTUKO3MIUPOBAHUS U IPYTHE.

- Bropuunsiit BI' BcnencTBue ocinokHEHUs! BHYTPUYTPOOHOTO U MEPUHATAIIBHOTO MEPHOI0B
pa3BuTHs (achuKcus NpH pOXKJIEHUH, TuabeTndeckas (eromnatus, Majblii BEC K CPOKY recTalui,
BHYTPUYTPOOHBII cerncuc).

3. Ilo npoBOKATOPY I'MIOTINKEMHH:

- [Iporenn-unayuuposanHas Gpopma BI'1

- ®dusnuecku-uHAyIUpoBanHas popma BI'1
4. 1o oTBeTy Ha Tepanuio THA30KCUAOM:
- lna3zokcua-uyyBCTBUTEIBHOE TEUEHHE

- Jlna30KCUA-pe3uCTEHTHOE TEUEeHUE

5. ITo rucroioruyeckoi gpopme:

- Muddyznas popma BI''

- ®oxkanbHas popma BI'U

- Atunmunas ¢popma BI'U
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1.6 Kaunnueckasi KapTHHa 3200/1€BAaHUS WM COCTOSIHUA (TPYNNbI 3200/1eBAaHUI HJIH COCTOSI-

HHUi)

Kak npasuno, BI' manudectupyet B nepBbie THU WK HEJIEIH KU3HU U MPOSIBISIETCS TSDKE-
JIBIMHU, TEPCUCTUPYIOIIMMH TUIOTIIMKEMUSIMHU, Ui KYMUPOBaHUS KOTOPBIX TpeOyeTcsi BHYTPUBEH-
Has (B/B) MH(Y3Us pacTBOpA IEKCTPO3bI™** B KpaiftHe BBICOKHX J03ax. OHaK0, BCTPEYaoTCs U Oojee
nerkue GOopMbI C TIO3THUM JIEOFOTOM (BILIOTH JI0 TPEXJIETHErO BO3pacTa) M MITKUM TedeHueM. Kak
npasuiio, npu BI'U runoriankemun HaOr01al0TCA HATOIIAK, XOTS MIPU HEKOTOPBIX (hopMax THIep-
CEKpelHsl UHCYJIMHA MOXET ObITh MHAYIMpOoBaHa npueMoM nuiu. HoBopoxxnenusie ¢ BI'U 3aya-
CTYIO POXIAIOTCA KPYITHBIMU ISl CBOETO recTalluoHHOro Bo3pacra [10, 21, 22].

Knuanyeckue nposiBIeHUS TUTIOTIIMKEMUH HECTICIU(UYHBI U JEIISATCS Ha aipeHepruuecKue
WM HelpornukoneHndyeckue. K nepBsIM OTHOCUTCS TUIAKCUBOCTD, Pa3ApakKUTEIbHOCTh, TOBBIILIECH-
Has MOTJIMBOCTh. HelpornukoneHn4eckue CUMMOTOMBI MPOSIBISIIOTCS CHM)KEHHEM KOHLEHTpaluu
BHUMaHHUS, c1a00CTHI0, OTKA30M OT €]Ibl, COHJIMBOCTHIO, HAPYIIEHUEM Co3HaHus. boiee uem B moso-
BUHE clly4daeB B jieOrore 3aboneBanust BI'U mposiBiisieTcst cyioporamu y JeTei, TakKe Y HOBOPOXK-
JIEHHBIX JETel 0TMEYaeTCsl HapyLIEHUE AbIXaHus BIUIOTh A0 anHo3. CTOUT OTMETUTh, YTO y MalHU-
€HTOB TaKXXe MOXKET OTMEYaThCs XOpOolIee CAaMOYyBCTBUE U HOpMallbHAsl aKTUBHOCTh Ha (poHe ru-
norfaukeMuu. JlaHHbIN (heHOMEH CBSA3BIBAIOT C ajamnTalield opraHu3Ma K NepCUCTHPYIOIEH THIIO0-
[JINKEMHH.

XapakTepHble UepThl JIULa U COIYTCTBYIOLIHME 3a00JI€BaHHsI OTMEUYAIOTCS Y MAI[UEHTOB C CUH-
JIpOMabHBIMU (hopMaMu 3a00JIeBaHUS.
Cunapom bexkBura-Bunemana: MakpocoMus, Te€MUTHIEpIIa3us, MAaKpOIJIOCCHUS, IyIOYHas
rpbDKa, oMmdaonene, «HaceuKn» Ha MOYKaX yIIeH, pa3BUTHE SMOPHOHATBHBIX omyxouiei [23,67].
Cunapom Kabykm: nucmopdus nuua no tuny Mmacku KaOGyku, CHU)KEHHE UHTEIJIEKTa, CKEJIEeTHbIE
AHOMAJINH, IOPOKH CEPJIEYHO-COCYAUCTOMN cucTeMsl [24,25].
Cunapom Cortoca: aHoMalbHbIE YePThI TUIA (JUITMHHOE BBITSIHYTOE JIUIO0, O0IBIION 100, MaJIeHbKHHA
3a0CTPEHHBIN MOAOOPOAOK), YCKOpPEHHE pocTa (TMraHTH3M), HapylieHUs] GOpMUPOBAHUS CKelleTa,
YMCTBEHHAs OTCTaJIOCTh [26].
Cunapom LlepemeBckoro TepHepa C koJb1eBo#i X-XpOMOCOMOIi: HU3KOPOCIOCTh, TUIIEPTOHA-
JOTPOIIHBII TMIIOTOHAIN3M, TOPOKU CEPAEYHO-COCYIUCTON cucTeMsl [27].
Bposkaennblie nedeKThl INIMKO3UIMPOBAHUSA: TOJMOPraHHbIE HapyIIEHUs, TepepacrpeaeneHue
MOJIKOYKHO-KUPOBOM KJIETYATKH C KUPOBBIMH OTJIOKEHUSIMH B 00JIaCTH JIafioHed U cton [28].

[Tepcuctupyiomiyie TUIOTTUKEMUHN MPUBOIAT K HEOOPATUMBIM MOBPEXKICHHUSIM KJIETOK TO-
JIOBHOT'O MO3Ta. Y MAalMeHTOB MOT'YT HaOII01aThCsl CIEAYIOIINE OCIOKHEHUS: 3a/Iep>KKa ICUXOMO-
TOPHOTO U PEYEBOTO PA3BUTHS, SIUICTICHUS, HAPYIICHHS 3peHus1, hopmupoBanue cuuaapoma JIIII,

HapylleHus riotanus [4,29].
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2. JluarHocTuka 3a00JieBaHUsl WIN COCTOSIHUS (TPYINNbl 32001€BAHUIA WIN _CO-

CTOSIHMII), MEIMIIMHCKHE NTOKA3aHUsI U MPOTHUBONMOKA3AHNSA K NPUMMEHEHUIO Me-

TOJ0B IMAarHOCTHKH

CBoeBpeMeHHas IMAarHOCTHKA 3a00JIeBaHUS MO3BOJISIET CHU3UTh PUCKH PA3BUTHUS HEBPOJIO-
rudeckux ocnoxHeHnit BI'M. OcHOBHBIM KpuTepueM ocTaHoBkH auarHo3a BI'M sBnseTcs Hanuuue
HE3a/IaBJICHHOT'O YPOBHS MHCYJIWHA (MHCYJIUH B KpoBH Oojee 1,25 mkME/min, C-nienitun 6onee 0,5
HT/MJT) Ha (OHE THIMOKETOTUYECKOU (3-TUIPOKCHOYTHUpAT B KPOBH MeHee 1,8 MMOJIb/JT) TUITOTJIHKe-
MuH (TIH0KO03a B KpoBH MeHee 2,8 Mmmob/) [30-32]. YacTeiMu 3aTpyTHEHUSIMU B IIOCTAHOBKE JIHa-
THO3a SIBJISIOTCS HECTIENU(PUIHOCTD KIIMHUYECKON KapTHHBI TUITOTJIMKEMUH, TIEPBUYHAS TOCTAHOBKA
JUarHo3a SMuierncuu Ha GoHe cyopor 6e3 KOHTPOJIS IIIHKEMHUH, a TaKkKe HEOOXOAUMOCTh OILICHKU
YPOBHSI MHCYJIMHA UCKIIFOUYUTENIBHO Ha (DOHE TMMOrINKeMUuu U 0e3 yueTta pedepeHCHBIX 3HAYCHUN

nabopaTopuu.
2.1 Kanxo0bl 1 aHamMHe3

e Pexomenayercsi: cOop aHaMHE3a Y MAIIMEHTOB C KIIMHWUYECKUMHU ITPOSIBJICHUSIMU TUTTOTIIUKEMHUH
[19,30,32]
XapakTtepHsble xanoos! mpu BI'U:
*  CyIOpOXKHBIN CHHAPOM ((hOKaTbHBIE/TEHEPATIM30BAHHBIE CYI0POTH);
*  MbIIIEYHAs TUIIOTOHUS (B HEOHATATHHOM MEPUOJE);
* TOTEps CO3HAHUS, yTHETEHUE CO3HAHUSI, JIETaprus;
* HapyIIEHUS JIBIXaHU: alTHOd, OPAIUITHOA (XapaKTEePHO JIJIsi HEOHATAIIHHOTO IMEPHOA)
*  TIOBBIIICHHBIN AMIETUT, TPOTPECCUPYIOIIEE YBEIMUYCHUE MACCHI TEIA,

cYy HeTeﬁ CTapmIero Bo3pacTa BO3SMOKHEBI ITIPUCTYIIBI arp€CCUH U HCAJCKBATHOT'O ITOBEACHUA IIPU

TOJIOAaAHUU.

[Tpu c6ope anHamHE3a HEOOXOAUMO YTOUHUTH!
* [epHHATAIbHBIA aHaMHe3 (Hamuuue achukcuu, BHYTpUYTpoOHOI nHpeKun);
* 0COOEHHOCTH TeUeHHs] OEpeMEHHOCTH (Haluuue y MaTepu auadera OepeMeHHbIX );
* AHTPONOMETPUYECKHE TIOKA3ATEIH MIPUA POKICHUH
* Hajnuuue OJIM3KUX POJCTBEHHUKOB, CTPAJAIOIINX TUIIOTJIMKEMUYECKUM CHHIPOMOM, JTaHHbIE
O paHHEN MJIAJICHYECKON CMEPTHOCTH B POJY;
*  HaIn4yue OJIU3KOPOACTBEHHOIO Opaka;
*  BO3DPACT NMPOSBIEHUS NIEPBBIX CUMIITOMOB I'MIIOTIIUKEMUU.

YpoBenb yoenuteabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — D)
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e Pexomenayercsi: mojcueT NOTPEOHOCTH B TITIFOKO3¢ (KOMIUIEKC MCCIICOBAHUI IPU MTPOBEICHUH
TpaHc(hy3MOHHO-UH(Y3HOHHON Tepanuy) y MalUeHTOB ¢ KIMHUYECKUMH IPOSBICHUSMU THIIO-
TJIMKEMUU Ha OHE MH(Y3MOHHOHN Tepaliy pacTBOpamMH TITroKo3bI [19,30-34]

OpaHUM U3 TOTIOJIHUTENBHBIX KpUTepueB AuarHocTuki BI'U siBnsieTcst BRICOKAst CKOPOCTh YTHIIU-
3aIMX TIFOKO36I (> 8 MI/KI/MUH) A7 TO/IEPKaHUSI HOPMAJIbHOTO YPOBHS TIIIOKO3bI KPOBH (> 3,5
MMOJIB/T).

Jlist moicueTa NCOIb3yI0TCSl CTaHAAPTHBIE (POPMYIIBIL:

I'mroko3a (Mr/kr/mMuH) B/B = (% pacTBopa MIFOKO36I X Mi/Kr/cyr)/144

HnIIn

[nroko3a (Mr/kr/mun) B/B = (% pacTBopa rimroko3sl X Mur/u)/6,0 X kr

YpoBeHb yoenuresbHocTH pekomMenaanuii C (ypoBeHb J10CTOBEPHOCTH 0KA3aTeIbCTB — 5)

2.2 dOusukajbHoOe 00cJaeJ0BaHue

e Pekomenayercsi: IpOBOJAUTH (PU3UKAILHOE OOCIEIOBAaHHE BCEM IMAlMEHTaM C KIMHUYECKUMHU
HposIBIICHUAME Turorimkemuu [19,30-34]
[Tpu ocMoTpe HEOOX0AUMO OOPATUTh BHUMAHUE HA:
* CTUI'MBI IUCOMOpUOTeHe3a (XapaKTepHbl A1 CHHApOoManbHBIX ¢hopm BI'N);
* JIaHHBIE QaHTPOIIOMETPUHU (MOXKET BBIABIATHCS MAaKPOCOMUS, MUKpoOLedaus);
* TICUXOMOTOpPHOE pa3BUTHE peOeHKa (BO3MOXKHA 3aJIepKKa);
*  COCTOSIHHE CE€TYATKH U AMCKa 3pUTEIbHOT0 HEpBa (CJIernoTa SABJISETCS OTHUM U3 OCTIOKHEHUI
TSKEJIOM HEOHATaIbHOM TUITOTJIMKEMUN );
* HaJIWYHME BPOXKJIEHHBIX IIOPOKOB CEP/ilia, TOPOKOB MOYEK (XapaKTEPHO JUIsl CHHIPOMAaIbHBIX
¢dopm BI'N)

YpoBeHnb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb J10CTOBEPHOCTH 10KA3aTEJIbCTB — 5)

2.3 JlaGopaTopHble TUATHOCTHYECKHE HCCIeJOBAHUS
e PexomeHayercsi: IPOBEAEHUE PETYIISPHBIX UCCIEIOBAHUI YPOBHS TITIOKO3bI B KPOBH KaXK]IbIE 2-
3 gaca nmepen e101 y MalMeHTOB ¢ KIMHMYECKUMH MTpU3HaKamMu runoriaukemud [ 19, 30-34]

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 5)

e PexoMeHAYIOTCSI: PETYIISIPHBIE UCCIIEOBAHNS YPOBHS INIFOKO3bI B KPOBH, KOTOPBIE MOT'YT IIpO-
BOJUTHCA C UCIOIB30BAaHUEM ITOPTATUBHOTO IIIFIOKOMETPA WJIM METOJOM HEIPEPHIBHOIO MOHHUTO-
pupoBanusi. O1leHHBaTh TAKUM 00pa30M IITMKEMHUYECKHH MPO(UiIs peKOMEHyeTCs B TeUeHUE KaK

MuHEMYM 1—3 cyTok [66].
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YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeIbLCTB — D)

KommenTapumn: /lpu monumopunee ypogus nioko3vl 8AxiCHO BbIACHUMb, KO20A U KAK 4acmo ) na-
Yuenma pazeuearomcs 2UNO2AUKEMUU. NPOUCXOOUM T IO HAMOWAK UTU NOCTe eObl, YMOYHUMDb
nocie Kakou nuwyu 3mo nPoucxooum yawe, uepes Kakoe 8pems nocjie eovl, ecms U 3a8UCUMOCD
Mmedxncoy eunoenukemuamu u guzuveckou Haepysxou [33,34]. Ilpumenenue cucmem Henpepvl8HO2O
MOHUMOPUH2A 2TIOKO3bl UMEION C80U OZPAHUYEHUS] 8 NePEble MEeCAYbL HCUSHU U MO2ym Oblmb UC-

NOIb308AHbL MOALKO 8 KA4ecmeae 00NOHUMENbHO20 KOHmMPpOJIAl, HO He OUACHOCMUKLL.

e Pexomenayercsi: MOATBEPXKIACHUE TUArHO3a BPOXKIACHHOTO THIIEPHHCYJIMHH3MA TOJIBKO IO
71a00paTOPHBIM KPUTEPHUSIM (HE paHee 3 CYTOK KU3HHU, 3TO MUHUMH3HPYET JIOKHBIC PE3YJIbTATHI,
KOTOPBIC MOT'YT OBITh CBSI3aHBI C IEPUOIOM aanTaiuu). Jjist TuarHocTUKy 00s3aTeIbHO HATHYHE
OCHOBHOT'O KpuTepus (ypoBEeHb MHCY/IMHA, YpOBeHb C-TIENTHIa U YPOBEHD IJIFOKO3bI) M OJJHOTO
i 6osee u3 4 TOMOJIHUTENBHBIX KpuTepues [19,31-35].

YpoBeHb yoenuTeabHoCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

Kpurtepuu nocranoBKH AMarto3a (O eHUBAIOTCS He paHee 3 CYTOK *KM3HH)

OcHo6noli Kpumepuii OUa2HOCMUKU

(Ha doHe runoraMKkeMun MeHee 2,8 MMOJIb/1)

YpoBeHb HHCYIHHA 6onee 1,25 MxEn/mMn
VYposens C-nientuna 6oxee 0,5 ur/mi (= 6onee 0,17 HMouB/1)

ﬂOl’lOJlHumeﬂbele Kpumepuu

1. Keronossle Tena (3-rugpokcudyru- |menee 1,8 MMoib/i
par) Ha (OHE THIIOTIIMKEMUN (MeHee
2,8 MMOTIB/M)

2. CKOpOCTh YTHUJIM3AIUH TITFOKO3bI JITIs Oosee 8 MI/KI/MUH /111 HOBOPOXKICHHBIX

HOAACPKaHUA SYTJIMKEMHUHI Oonee 3 Mr/kr/MuH s Aeteu crapuie 1 roga

3. Peaxnus Ha BBeneHue #rimokarona**
(B no3e 0,05 mr/kr, HO He Gonee 1 mr- MOABEM TITUKEMHUH Ha > 1,7 MMOJIB/JTI OT UCXO/I-
BHYTPHBEHHO, BHYTPHMBIIICYHO, MO/ |oro ypoBHSI

KOXKHO,
\

. Menee 1,7 MMOJIB/TT
4. CHI>KEHHBIH ypoBEHb CBOOOIHBIX

PKUPHBIX KUCJIOT IJIa3MbI KPOBHU
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PexoMeHayeTcsi: IPOBEICHNE MMPOBOKAIIMOHHBIX P00 €CIT MCCIICIOBAaHUS HE OBUTH MTPOBEICHBI
Ha (one crionTaHHO# runoraukemun [30-34]

YpoBeHnb yoenutenasHocTn pekoMenanuii C (ypoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

IIpoBokanmnoHHbIE NPOOHLI

PeKOMeHHyeTCH: IIPOBCACHUEC HHaFHOCTH‘ICCKOﬁ HDO6BI C I'OJIOAaHHNECM (I/ICCJ'IG,Z[OBaHI/Ie TJIFOKO3bI

KpPOBH, UCCIIEJOBaHNE UHCYJIMHA KPOBH, UccienoBanne C-nenTuaa KpoBU, UCCIEI0BAHUE KETOHOB
B KPOBHU MJIM B MOYE€ B KOHIIE T'OJIOJIHOTO IPOMEKYTKA WM MO JTOCTH)KEHUU I'MIIOTIIMKEMHUU W/UIIH
keronemuu 6oiee 1,8 mmons/m) [30-35].

[Tpo6a ¢ ronogaHueM SIBISIETCS «30JI0TBIM CTaHAAPTOM» JUIsl iuarHoctuku BI'U.

IIpo10JKUTENBHOCTD TOJIOIHOTO IMPOMEXKYTKA 3aBUCUT OT BO3pacTa U Beca peOeHka. B

HACTOALIUN MOMEHT HE CYIIECTBYET CTaHIAPTU3UPOBAHHBIX MPOTOKOJIOB JAHHOTO AMATHOCTHUYE-
CKOTo TecTa y fieTeil. PekoMeH10BaHO UCTIOIB30BaTh CIEAYIONINE BPEMEHHbIE IPOMEXKYTKHU:

- et B Bo3pacte oT 3 aHel a0 30 aHei ¢ Becom MeHee 3 Kr: 2,5 - 3 yaca,

- et B Bo3pacte oT 3 mHel 10 30 aueii ¢ Becom Oonee 3 kxr: 3,5 - 4 yaca,

- Jetd B Bo3pacte 1 - 3 mec.: 6 4acos,

- getH B Bo3pacte 3 - 12 mec.: 8 yacos;

- netu B Bo3pacte 1 -2 net: 12 yacos,;

- JIETH B BO3pacTe OT 2 JIeT U cTapie: 18 Jacos.
B xo/1e mpoObl 1015KeH MPOBOIUTHCS MOHUTOPUHT CAMOUYBCTBHUS U YPOBHSI TJIFOKO3bI B KPOBU BCEM
MarueHTaMm, TaKXKe )KelaTelleH KOHTPOJIb KETOHEMUU. Y HOBOPOXKJIEHHBIX C MOTPEOHOCTHIO BO BHYT-
PUBEHHON NH(DY3UHU 1EKTPO3BI™* KOHTPOJIb YPOBHS IIIMKEMUU HE0OX0AUM Kaxable 30 MuH, y nereit
OoJiee cTapiiero Bo3pacta ypoBeHb TIIFOKO3bI MOXKHO U3MeEPsTh Kaxbie 60 MmuHyT. KOHTpOJIb KETO-
HEMUH CIeAyeT MPOBOJIUTh HE PEXKE OJJHOTO pa3a B 6 4acoB.

Hpo6a OpeKpamacTcAa:

- Tpu riukemMun Mexee 3,0 MMOJIB/ I, 1160

- KeroHeMuu Ooiee 1,5 MMOJIB/1, 11bO

- BBIPQXCHHOM YXYJIIICHHH COCTOSTHUU peOeHKa.
YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 5)
KommenTtapuu: /lpoba c 2onooanuem 004cHa npo8ooUmsbCsi MOAbKO 8 YCA08USX CIMAYUOHApa, noo
HabnooeHuemM KeanupuyuposanHo2o MeOUyuHCKO20 NepcoHad, MmoabKo NpU HATUYUU 8EHO3HO20
oocmyna. Eciu pebenox nonyuaem ungysuro oekcmposwvl**, pesko npexpawams ee e pekomeHOy-
emcsl: HeoOX00UMO NIABHOE CHUMCEHUe CKOPOCMU NOCMYnarowe2o pacmeopa (Ha 2-5 mi/y kaxcovle
15 mun). ¥V nosopoowcoennvix ¢ BI'U cunoznuxemus modicem pazeumovcs CMpemMumensHo, ¢ MUHuU-

MAJIbHbLIMU KTUHUYECKUMU NPOAGIIEHUAMU, YHUNMbLEAS OO0 neped npoeedenuejw I’lp06bl Heobx00UMOo
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noozomosums 10% pacmeop dexcmpo3sol** ona bontocHo20 66edenus, a makaice #enokazon™*, gge-

oeHue KOmopoz2o Moxicem Oblmb HeOOXOOUMBIM NPU NOMeEPe 8EHO3HO20 OOCMYNA.

PexoMeHayeTcsi: mpoBeieHHE IPOOKI ¢ #riarokaroHoM™** (uccieoBaHre TIF0KO3bI KPOBH TTOCIIC BBE-

JCHUS #rTFoKarona™*) kak JOMOJHUTEIIBHBIN TOITBEPIKIAFOIIMA METOI TMArHOCTUKH B KOHIIC TIPOOBI
¢ rojonanreM. [TaleHTy MOJKOXKHO WJIM BHYTPMBEHHO BBOJIUTCS #rimokaron** B moze 0,05 mr/kr
(1e 6onee 1 mr). MccnenoBanue riitoko3bl B KpoBH orieHuBaercs uepes 5, 10, 15 u 30 mun. [ToBbire-

HUE YPOBHS MIIMKeMUH Oojiee ueM Ha 1,7 MMOJIb/JI CBHIETEILCTBYET B 10Jb3y AuarHoza BI'M [30-35].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTEJILCTB — 5)
KommenTapuu: Ilocie npobwi ¢ #anokazonom™* uepesz 60-90 munym y nayueHmos modicem omme-
yamuvca pedbayno-eunonukemust. B ciyuae svipasicennoco napacmanus KemoHo8blx mei Ha ¢hoHe eu-

noenuxKemuu, 86edenue #enrokazona** neyenecoobpasmo.

PeKOMeHIIyeTCH: IMPOBCACHUC HDO6BI C Harpy3kou 0eJIKOM (I/ICCJ'IG,ZLOBB.HI/IG TJIFOKO3bI KPOBH, HC-

clleZIOBaHME MHCYJIMHA KPOBH, HccaenoBaHue C-menTuaa KpoBH Mocie npruemMa 0elKOBON MHILH)
HAlMCHTaM C T0I03PCHUEM Ha MOCTIPAHANAIBHYIO THIIOTTMKEMHIO 10 TaHHBbIM aHamue3a [19,30-
34].
[IpoBenenue mpoOkI KeTATENHHO MOcae 3—6 YacoB TOJIOTHOTO MPOMEXKYTKA (€CIH €CTh TaKas BO3-
MOXHOCTh). PacueT 6enkoBoit cmecu | r Oenka Ha 1 Kr Beca, JaeTcsi mepopaibHO. YPOBEHb KaluJ-
JSIPHOW TNIMKEMHUH MCClIeayeTcs 10 Hadyasa npoOsl, a 3aTeM yepe3 30, 60, 90 u 120 mun. B aTux *xe
TOYKaX NMPOBOJIUTCS 3a00p BEHO3HON KpPOBH Ui ONpENENeHUs] YpoBHEW MHCynuHa, C-mentujaa u
TJIFOKO3BI.
[Tpoba ocranaBnuBaeTcs Npu runoriaukeMun Mmesee 3,0 MMob/i1 unu yepe3 120 MUHYT.
YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTEIbCTB — 5)
Kommenrapum: Mepor npedocmopodicnocmu maxkue dice, Kak u npu npogedeHuu npoobwl ¢ 20100aHUEM.

Y 0emerti ¢ npomeunzasucumovivm BI'U npu nposedenuu 0anHo2co mecma mMocym passueamuvcsi Kpalite

msaxpcenvle 2UnociuKemMuu, mpebyrowue HenpepvleHO20 GHYMPUBEHHO20 B68e0eHUsl OeKCmpOo3bl™™

[19,30-34].

PexomeHnayercsi: mpoBeeHUE MPOOBI C HATPY3KOM TIIFOK0301 (MCCIeJOBaHUE TIIOKO3bI KPOBH T10-
CcJie TIpueMa pacTBOpa IEKCTPO3bI™ *) marmeHTaM C MoJ03peHNUEM Ha TOCTIPAHINATbHYIO THITOTJIH-
KEMHIO 110 JaHHbIM aHamHue3a [30-35].

[TpoBeneHme MPOOKI JKeTATENBHO MOCIe 3—6 YacOB TOJIOHOTO MTPOMEXKYTKA (€CII eCTh TaKasi BO3-

MOXHOCTB). PacueT pactBopa aekctpo3br** npousBoaurcs no ¢popmyse 1,75 r Ha 1 kr Beca, naetcs
NepopaibHO. YPOBEHb IIIMKEMUU MCCIEAYIOT B HAUAJIbHBIM MOMEHT, a 3aTeM uepe3 30, 60, 90, 120,

150 1 180 muH.
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[IpoGa ocTanaBIMBaETCs MPHU TUMIOTIIMKEMUN MeHee 3,0 MMoiib/1 win uyepe3 180 MuHyT, ociie 4ero
HUCCICAYIOT YPOBHHU I'NTIMKCMUHW U UHCYJIMHA B BEHO3HOU KpOBH.

YpoBeHb yoenuTelbHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 5)
KommenTtapuu: Mepwi npedocmopoosxcnocmu maxue e, Kak u npu nposedeHuu npoovl ¢ 2010-

Oanuem.

Pexomennyeres: mis nuddepennunansroii quarnoctuku BI'U u qpyrux cocTostHUN, CONTPOBOXKAA-

IOIINXCSl TUTIOTJIMKEMUSIMA ~ MCCIIEIOBAaHUE JIONOJHUTENBHBIX mapametpos [19, 30-32]:

Marepuaa nis

ITapamerp
Hcc1e10BaHUA

* HccnenoBanue ypoBHs Kajiusi B KPOBH, UCCIIEAOBAaHUE YPOBHS
BeHno3Hast KPOBb

HATPUST KPOBU
* HccnenoBanue ypoBHs aJJlaHUHAMHUHOTpaHC(epasbl, aciapTaTaMHUHO-
TpaHcdepasbl, X0JIeCTEepUHA, 0011Iero 0eaKa B KpOBH

¢ MHccnenoBanue ypoBHs KOPTH301a, COMaTPOIIHOTO FOPMOHA, UHCY-

JIMHOMOT00HOTO pocToBOoro dakropa-1, TTI', cBOOOIHOrO THPOKCHHA B

KpOBHU
Kanunnspuas * HccnenoBanue ypoBHsI MOJIOUHOM KHUCIIOTHI B KPOBH (JIaKTaTa)
KPOBb
* HccnenoBanue amMmmuaka B KpoBU™
*  KommnnekcHoe OMMpCACIICHUC KOHICHTPAaIUU HAa aMUHOKHCJIIOTBI U
AIMUJIKAPHUTUHBI B KPOBU METOAOM TaHHeMHOﬁ MacCC-CIICKTPOMETPUHA *
Moua * KommiekcHoe onpezaeneHne coaep kaHusi OpraHMUeCKUX KUCIOT B

MOY€ METOJIOM TaHJEMHON Macc-CIIEKTPOMETPUU

* - aHaNM3 MOXKET OBITH B3ST KaK U3 BEHO3HOM, TaK U U3 KaMWUISIPHONH KPOBU

YpoBeHb yoenuTebHOCTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB —5 )
Kommenrapum: B nopme y pebenka na ¢pone cHudicenus enuxkemuu uncyaun u C-nenmuo He 00AHCHbL
onpeoensamuvcs 6 Kposu, d KeMoHO8ble meld O0IHCHbL A0EKBAMHO HAPACMAMb, Yo Ompaxicaenm Hop-
MansHyio huzuonozuio cucmem eniokoHeo2enesa u enukozenoausa. Ipu BI'H na ¢pone eunoznuxemuu
UHCYIUH uMeem onpeodessiemvle sHavenus (m.e. bonee 1,25 mxEo/mn), kax u C-nenmuo (6onee 0.5
He/MTL), XOmsl (hOPMANLHO MOHCem He Npesvbluams pedhepeHcHble 3Havenus aabopamopuu. Ilapan-
JenbHoe ucciedosanue yposus C-nenmuda HeobdXo0UMO 0151 UCKTIOUEHUSl AMPOSEHHOU SUNO2NIUKe-
muu. B cayuae pesko noswiuiennozo ypoeHs uncyiuma u Heomnpeoensiemozo ypogus C-nenmuoa
MOJHCHO NPEONONONHCUMY AMPO2EHHOE 88e0eHUe UHCYIURA, A UCCIe008aHUE YPOBHS IeKAPCMBEHHbIX

npenapamos 8 Kpogu MemoooM MaHOeMHOL MAcc-cCneKkmpomempuu (onpeoenerue cyoCcmaHyuil 2u-
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NO2IUKEMUYECKUX NPENapamos) nomMo2aem UCKIOYams nPpUMeHeHue NepoPalbHblX CaxapoCHUNCA-
rowux npenapamos. Iloxazamenu xopmuzona y nayuenmos ¢ BI'U uacmo moeym Ovimb omHocu-
menvbHO HegblcOKUMU (MeHee 250 HMOnb/1), umo He OONIHCHO PACYEHUBAMbCA KAK HAONOYEYHUKOBASL
Hedocmamounocms [19].

s uckaroueHust Opyeux 603MONCHbIX NPULUH SUNOSTIUKEMULL (8 MOM YUC/ie HapyuleHue 0OMeHa 2iu-
KO2€eHa) NOJIe3HO UCCe008aHue c80000H020 U C8A3AHHO20 DUIUPYOUHA 8 KPO8U, wellouHol ghoca-

mas3ssl.

Pexomenayercsi: MpoBeACHUE MOJIEKYJISIPHO-TEHETUYECKOTO HCCIIEOBaHMUS BCEM MAllUeHTaM C
BI'U, 3a uckiroueHneM JeTeil ¢ SBHBIMU KIIMHUYECKUMH MTPU3HAKaMU TPAH3UTOPHOTO TEUEHUs 3a-
OoneBaHus (MabIi BEC K CPOKY recTaruu, achUKCHs B pojIax u Ap). PekoMeH10BaHO HCcieI0BaHUE
reHoB oTBeTCTBeHHBIX 3a passurue BI'M (KCNJ11, ABCC8, GLUD1 u ap.), kpome 3TOro, BO3-
MOKHO ucnoib3oBaHue cnenuduueckux NGS-naHeneld reHOB, OTBETCTBEHHBIX 3a pa3Butue BI'U
W/WJY TIOJIHOE CEKBEHUPOBaHKE 3k30Ma) [19,34].

YpoBeHb yoenuTeabHocTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
KommenTapuu: Boioop memoouxu cenemuyecko2o ucciedo8anusi 3a8Ucum onm 603MOXCHOCmel 1a-
bopamopuu. nmepnpemayus pe3yiomamos 2eHemuiecko20 06c1e008anus 00IHCHA NPOBOOUNCSL
8PAUOM-2EHEMUKOM U/UNU 8PAYUOM - OeMCKUM IHOOKPUHONIO20M C YYemoM 6cex 0cobeHHocmell 3a-
bonesanus (mun HAC1e008aAHUS, KIUHUYECKAs KAPMUHA, 4y8CMEUmelbHoCmy K mepanuu u op). Xa-
paxkmep nacnredosanus mymayuii 8 ceHax ATD-3a6ucumvlx Kaiuesvlx KaHauI08 onpeoeniem mopgo-
Jno2uyeckyto ghopmy 3abonesanus. Llenecoobpaszno nposooums 0OHOMOMEHMHBIU 3A00p KPOBU KAK Y
pebenka, mak u oboux pooumeneti 01 oanvheluel gepugpuxkayuu. Omcymemeue Mymayuii e uc-
katouaem ouaernosa BI'U [1,4]. Ilpu nanuuuu xapakmepHolx cmuem OUcIMopuozeHesa, 2080pauux 8
NONb3Y MO20 UNU UHO20 CUHOPOMANbHO20 éapuanma BI'H, neobxooumvl koncynbmayus ceHemura u

MOJIEKYNAPHO-2eHemuuecKkoe ucciedosanue coomseemcemaeyowezo 2euna [1,4,28,34].

2.4 UHCTpyMeHTAJIbHbIE TUATHOCTHYECKHE HCCJIeI0BAHUS

PexomMeHnayeTcst IpoBeICHHE HHCTPYMEHTAIBHBIX METO/IOB MCCIIEIOBaHUS i AuddepeHInaib-
HOM nuarHocTuku ¢okanbHo u quddysHoi dopm BI'U. [TozutpoHHo-3MuccuoHHAs ToMOrpadus
¢ 18F-L droprunpokcudenmnaranuaoM (18F-JTODA) sBnsieTcs: e IMHCTBEHHBIM METOIOM JIHATHO-
CTHIKH, O3BOJISIFOIINM BU3YaTM3UPOBATH OYar TUIIEPCEKPELINU MHCYIHHA Y JIETeH ¢ TTOATBEPKICH-
ueiM BI'U [34,36-40]. /lanHOE MCClie0BaHKE IPOBOIAT Y MAIIMEHTOB C THA30KCH/I-PE3UCTCHTHBIM
teueHueM 3aboneBanus. [Ipumenenne [I19T ¢ 18F-JIODA Bo3MOKHO TONBKO 11s ArddhepeHIn-

aJIbHOM AMAarHOCTUKH (hokabHON U quddy3Hoi hopm (qyBcTBUTENBHOCTH [19T ¢ 18F-JJODA co-
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crasisieT ot 88 mo 94%, a cnenuduunocts — 100%) [34,36-40]. B cinyuae noarsepxaeHus ¢o-
KajabHOHU (opmbl BI'M BO3MOXHO IIpoBeieHNE PE3eKIINH YIacTKa THIIEPCEKPELIMU HHCYINHA C CO-
XpaHEHHEM HOPMAJIbHO (PYHKIIMOHUPYIOIIEH TKaHU MOKETyHo4YHOH xkene3bl. [Ipu nuddys3Hoi
¢dopme 3a00seBaHUs peIIaeTcsi BOIPOC MO0 O MPOIODKEHHH METUKaMEHTO3HO! Teparuy mperma-
paTtamu BTOPOU M TpeThel JMHUH, JTHOO0 0 HEOOXOAMMOCTH IPOBEACHUS CYOTOTAILHON PE3eKIUH

MOJKEITYIOYHOM KeNe3bl ¢ yaanenuem 1o 95-98% tkanu [34,36-40].

YpoBeHb yoenuTelbHOCTH pekoMeHaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbLCTB — 4)

KommenTapuii 1: Ilpu noocomoske nayuenmos k ucciedosanuio ciedyem OmMmeHums mepanuro
UHCYTUHOCIAMUYecKUMU npenapamamu (Ouazokcuo, #okmpeomuo**, anokazon**) xax munumym
3a 48 uacos 00 13T c 18F-JJODA. [1o0depocanue 3y2nukemu OCyujeCmesiemcs ¢ HOMOWbIO 6HY M-
puseHHou uH@ysuu pacmeopa dekcmpo3svl**. Hccnedosanue nposooumcs noo meouKameHmo3Hou
ceoayuetl. Pecucmpayus dannvix [19T nposodumcs Ha cepuu 8pemenHblx unmepseanos. /s oovex-
MUBHOU OYEeHKU UCNOIb3YIOM NoKazameib naukpeamuyeckozo unoexca (I1H), ymo npeocmasnsiem
co60ll omHouleHue CmaHoapmusupo8anHusvix ypoeuetl Haxonienus 18F-JJODPA 6 pasnvix omoenax
NOO0JHCENYOOUHOU dHcene3bl, d MAKHce 8U3YATbHYI0 OYEHKY, NOTYYEeHHYIO 8 pexcume 3D-pekoHcmpyk-

yuu.

Humepnpemayus pezyriemamos: 6 ciyuae IIH menee 1,3 u uzyanvno pagnomeprnom saxeame 18F-

HODA 60onee seposmuo nanuyue oughghysnoii hopmui 3aboneeanus; npu I[IU d6onee 1,5 u usyanonom
JnoxanvHom nosviuenuu 3axeama 18F-JJODPA 6onee seposimuo nanuuue ghoxanvrou gopmor BI'U.
Ipu I1H 6 ouanazone 1,3 — 1,5 3axeam 18F-/[ODA cnedyem pacyenusams, Kak cOOmeemcmayouull
He (hoKaNbHOU, 8eposmHO, amMUnuyHou gopme.

3axeam usomona 18F-JJOPA bema-knemxamu npu ouggysnoti hopme BI'H 6yoem npaxkmuuecku
uoeHmu4eH maKo8omy y 300p06020 pebeHKa.

KommenTapmii 2: Coenacrno cmamowe 13, n.5.6 @edepanvroco 3akona Ne61-DP3 om 12.04.2010 «O6
0Opawenuu 1eKapcmeeHHbIX CPeoCcmey 20CY0apCmeeHHOlU pecucCmpayuu He nooaexcam paouogap-
MayeemuyecKue J1eKapCcmeeHHvle npenapamsl, U320mosieHHble HenoCPeOCmMEeHHO 8 MEOUYUHCKUX
opeanuzayuax 6 nopsoke, YCMAHOBNEHHOM YNOIHOMOYEHHbIM (hedepanbHbiM Op2aHOM UCHOTHU-

meibHOU 61acmu.

He pexoMeHayeTcst TpoOBECHUE TAKUX METOA0B ucciaenoBanus kak Y3, MPT, KT ¢ konTpactu-
poBanuem, [19T ¢ #daynezokcuriroko3oii [18F], Tak kak oHM He MO3BOJIAIOT TpoBecTH audde-
PCHIMATBHYIO JUarHOCTHKY MeX Iy auddy3Hoi u GokanpHO# hopmamu 3aboeBanus [32, 36-40].

YpoBeHb yoenuTeJbHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 4)
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2.5 Huble AHATHOCTHYECCKHEC HCCJICA0BAHUSA

e PexoMeHayeTCsl: BHIIIOJHEHHE CPOUYHOTO MHTPAOINEPAIIMIOHHOTO MaTOJIOr0aHATOMUYECKOTO HC-
CJIeTOBaHMS TKAHU MOIXKETYA0YHOM KeJle3bl BCeM MallueHTaM ¢ noATrsepxaeHHbM BI'U B cinydae
MIPOBE/ICHUS ONEPATHBHOIO BMEIIATEIHCTBA.

WNutepnperanus pe3yabTaTtoB: quddy3Has popMa yCTaHABIMBAETCS IPHU HATMYUU OTHOCUTEIIBHO
PaBHOMEPHOTO pacIpeieNieHUs] OCTPOBKOB Jlanrepranca, Hamuuuu ruranTckux saep B 10% Oera-
KJIETOK SHJIOKPHUHHBIX OCTPOBKOB U YBEJIMYEHHOT0 00beMa IUTOIIa3Mbl OeTa-kieTok [41]. do-
KaJbHas opma 3a00JIeBaHMS yCTAHABIUBACTCS MPU HAIMYHUU OYara CIUsSHUS OCTPOBKOB JlaHTep-
ranca ¢ HeOOJIBIIUM KOJMYECTBOM O€Ta-KJIETOK C THTaHTCKUMH SPaMH M OTHOCHTEIBHO HOP-
MaJbHON MOP(HOIIOTHYECKOM KapTUHOM TKaHU MOKEITYI0YHOH skelne3bl BHe okyca [42,43].
YpoBeHb yoenuTeabHOCTH pexkoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTeIbCTB — 4)
KommenTapuii 1: Memoouka nposedenusi cpouno2o unmpaonepayuoHHo20 namono20anamomuyie-
CKO20 UCCTIE008AHUA: MKAHb NOOHCELYOOUHOU JHCeNe3bl, 83AMYI0 U3 NOOO3PUMENbHBIX 8 OMHOULEHUU
namono2uu OKyco8 u Ha SpaHuyax pe3eyupyemuvix Yuacmikos, OKpauuearon 2emMamokCUIuHoOM U
903UHOM U OYEeHUBAm ee Mopgonozuyeckue xapaxmepucmuku. B 3asucumocmu om nonyuenmvix

Pe3VIbmMamos 00vem pe3eKyuu MONcem paculupsimscs, ¢ NO8MopeHuem 3a00pa NoSPaAHUdHbIX C pe-

3eyupyemvimu 00pazyos mKanu, 00 00CMUNCEHUSL SPAHUYbBL 300POBOU MKAHU NOOMCENYO0UHOU Jice-

J1e3wl.

Kommenrapuii 2: /lannoe uccredosanue mxanu nooiceny00yHou dtcenezvl 00AHCHO NPOBOOUMbCSL

ONnbIMHBIM CnNeYyualucniom.

e PexomeHayeTcsl: BBIMOJHEHWE THUCTOJIOTHYECKOTO MCCIENOBaHUS OHMOICHIHOTO MaTepuasa
TKaHH TMOJKETYI0YHOM KeJe3bl BCEM MalMeHTaM ¢ oATBepKAeHHbIM BI'1 B ciiydae npoBeneHus
orepaTuBHOrO BMelaTenbeTBa [19, 41-43].

YpoBensb yoenuteabHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH T0KA3aTEJbCTB — 4)

NuTtepnperanus pe3yibTaTOB THCTOJIOTHYECKOro uccienoanus: Audgysnas popma ycraHapiu-
BaeTCs NPU HATMYUH OTHOCUTEIILHO PAaBHOMEPHOTO PACIIPENEIEHHS OCTPOBKOB JlaHrepranca, HaJlu-
YUY TUTAHTCKUX siiep B 10% GeTa-KIeToK 3HIOKPUHHBIX OCTPOBKOB U YBEIMYEHHOTO 00beMa IIUTO-
11a3Mbl 6eTa-kieTok [41]. dokajbHast popMa 3a00€BaHUS YCTAaHABIUBAETCA IPU HAIUYUH O4ara
CJIMSIHUS OCTPOBKOB JIaHTrepranca ¢ HeOOJIBIINM KOJUYECTBOM O€Ta-KJIETOK C TUTAHTCKUMHU ApaMu
U OTHOCHUTEIIbHO HOPMaJbHON MOP(OIOrHYecKor KapTHUHOM TKaHU IMOJKETYJOYHOM KeJe3bl BHE
¢okyca [42,43]. B ciryuae HECOOTBETCTBHSI THCTOJIOTMUECKON KApTHUHBI ABYM BBIIICHA3BAaHHBIM (Op-

MaM JIMarHOCTUpYeTCs aTunn4YHas gopma.
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KommenTapuii 1: Memoouka nposedenus cucmonocuueckoeo ucciedo8anus OUONCUiHo20 mame-
puana mramu nOOHCeNYOOUHOU Hcene3bl: MKAHb NOONHCENYOOUHOU Jicele3bl OKPAUUBAOm 2e-
MAMOKCUTUHOM U D03UHOM, d MAKIHCe NPOBOOAM UMMYHOLUCHOXUMUYECKOE UCCTIe008aAHUE NO
Kpauineti mepe ¢ 1 uz creoyrowux anmumen: uncyaut, Isll, Nkx2.2, xpomoeparnun A unu dogpamuro-
svie peyenmopwl 120 muna. Ilpu amom eucmonocuyeckomy ucciedo8aHur0 no08ep2aiom ecio pe-
3eyUpOBAHHYIO MKAHb NOOIHCETYOOUHOU JHcene3bl, d UMMYHOLUCTOXUMUYECKOM) — MOIbKO
Y4acmKu, no003puUmenbHvle 8 OMHOUWEHUU HATUYUS NATNOJI02UYECKUX U3MEHEHU].

KommenTapuii 2: [ ucmonoeuueckoe ucciedo8anuss OUONCUUHO20 MAmMepuala mKauu noOicery-
004HOI dHcene3vl O0JIIHCHO NPOBOOUMCS ONbIMHBIM cneyuarucmom. Ilpu omcymemeuu namonozude-
CKUX U3MEHEHUU 8 Pe3eyUpOBaAHHOU MKAHU NOOHCENYOOYHOUL HCele3bl 8 COUEMAHUU C PEYUOUBOM Y
00NbHO20 CUMNMOMOB BPOIHCOEHHO20 SUNEPUHCYIUHUBMA NOKA3AHO nposedenue nosmoprot 119T-
KT ¢ 18F- JJODA ona ucknoyenus Hanudus oxycos pO#COeHHO20 SUNEPUHCYIUHUBMA, KOMOPble

He ObLIU YOaieHbl 80 8peMs XUpYypeUuieckoll onepayuu.

i JleueHne, BKJIKYAsd MEIUKAMEHTO3HYIO H HEMEINKAMEHTO3HYI0 TepaNuu, IU-

eToTEepPaNnmio, 00€300/1MBaHHEe, METUIMHCKHE MOKA3aHUS M IPOTHBONOKA3AHUS K

INPUMCECHCHHUIO ME€TOAO0B JICUCHUHA

OcHoBHas 3amaya neuenuss BI'U 3akmtouaeTcst B TOCTHXKEHUU CTONKOM 2yrmukeMuu Ha QoHe
HOPMAJIBHOTO pexkuMa MUTaHust. CTOUT OTMETHUTD, YTO MOJO0OHOTO 3 deKTa ynaercs TOOUThCS OT-
HIOJb HE BCErJa, U B TAKUX CIY4YasX BO3MOXKHBI JUETOJIOTMYECKUE MAHUITYJISIUM, TAKHUE KaK HC-
MOJIb30BaHKE 0OOTAIIEHHBIX YIIIEBOJAMU CMECe, TPUCOEIMHEHUE K MUIIE KYKYPY3HOTO Kpaxmara,
a B HEKOTOPBIX CUTYalUSIX U FaCTPOCTOMUS AJIs1 BO3MOKHOCTH HEMPEPHIBHOI'O KOPMIICHHS B HOUHbIE
yacel [15,19,22,30,32,33,35].

VYuursiBas ocobenHocTh BI'U, npu KOTOpOM THNOTIMKEMUN HOCST TMIIOKETOTHYECKHI Xapak-
Tep, M0boe, Jake 0eCCUMIITOMHOE CHMKEHHE YPOBHS caxapa KPOBHU B JETCKOM BO3PAcTe, MOXKET
MPUBOJIUTH K TSKEIBIM HEBPOJIOTHUECKUM OcliokHeHusM [ 19,29]. Tlpu nabmonenun aereit ¢ BI'U,
PEKOMEHIOBAHO TOJIEP)KUBATH YPOBEHb TTIMKEMHUH B Auaria3oHe 3,9-5,6 MMOIb/1 HE3aBUCHMO OT

BpEMEeHH Npuema nuu [34].
3.1 HeoTJ/10:kHasi MOMOIIb MPH TMNEPUHCYTHHEMUYECKOH THNOTIIMKEMHHT

e PekomMenayercsi: C IeTbI0 HEOTJIIOXKHOM IMOMOIIH B CITydae TUTIEPUHCYTHHEMUYECKOMN TUTIOTIIN-
KEMUHU:
- Ecnu pebeHoK B CO3HAHUK U MOKET MHUTh U ecTh — 10% #pacTBop mekcTpo3sr** (5-15 mi) 3a-
TEM HaKOPMHUTh, HaJdaauTh Apoonoe muranue [30, 32, 66].

YpoBeHb yoenutenasHocTn pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)
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- Ilpu coxpaHeHNM TUMOTIMKEMHUH WU €ClTu peOeHOK 0e3 CO3HaHUS:

e PexomeHayercsi: TIpyU HAJIWMYUMA BEHO3HOTO JOCTYNa BHYTPHUBEHHOE BBEJCHHE pacTBOpa JCKC-
Tpo3bl** 10% 1 Mur/kr 60IFOCHO (MEIUICHHO B TEYCHHE 3 MHH), 3aT€M HAJIaIUTh BHYTPUBEHHOE
KaIreJabHOE BBEJCHHE pacTBopa ACKCTpo3b** 10% u3 pacuera 3 mur/Kr/dac, yBeIMYUBATH CKO-
POCTh M/WJIM KOHIICHTPALIMIO PaCTBOPA IIIFOKO36I 110 YpoBHIO Tirkemun [30- 34, 66].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTEJILCTB — 5)

e PexoMeHayeTcsi: TPy OTCYTCTBUU BEHO3HOTO JIOCTYTA - BBeJAEHHUE rimrokarona™* 0,1 mr/kr
(MakcuMyM | MT) MOIKOKHO Wik BHyTpuMbItiedHo [30- 34, 66].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

KommenTapuu: npu eésedenuu enoxazona™** moocem ommevamvcs pebayno-eunoziukemus. Kax

npasuio oHa passusaemcs yepes 60-120 mun nocie unvekyuu. Heobxooum yuaujennulii KOHmMpOb

enuKemuy nocie 6gedenus eniokazona™* [19,30-34].
3.2. Nu¢y3uonnas Tepanus pacTBOPOM AeKCTPO3bI**

e PexoMeHayeTCs: IIPU HATUYHH [TEPCUCTUPYIONICH THITIOTIMKEMHUN HaYaTh HETIPEPHIBHOE BHYT-
PYBEHHOE BBEJIEHUE IEKCTPO3bI**. B Hauane pekoMeH0BaHO MPUMEHSTh IeKCTpo3y*™ 10% u
BBOJIUTH €€ CO CKOPOCTHIO 3 Mi1/Kr/dac. Koppekiiusi CKopoCTH ¥ KOHIIEHTPAIIMK BBOJUMOTO pac-
TBOpPA JOJDKHA MPOBOAMUTCS MO YPOBHIO TUKeMHUU. KOHTPOJIb TTMKEeMHUH HEOOXOIUMO MTPOBO-
TUTH HE pexe, 4eM Kaxabple 3 Jaca (mepen kopmiieHussMu). LleneBrie 3HaueHus raukemMuu 3,9-
5,6 mmouw/i [32].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

Kommenrapumu: ciedyem yuumvieams, umo npu BI'U ckopocme ymunuzayuu enoko3sl Modicem 00-
cmueamo Kpaiine 8blcokux sHavenutl (15-20 me/xe/mum), 0ns 0ocmudiceHus 3yeniuKemMun Moxcem no-
HA00OUMBCSL BbICOKOKOHYEHMPUPOBAHHBIL pacmeop Oekcmposwvl** (20% u bonee). B ciyuae ecau
KOHYenmpayus pacmeopa cocmasisiem oonee 12,5 % - pekomenoo8ana noCmMano8Ka YeHmpaibHO2O
senoznozo kamemepa. BAXKHO! O6vem unghyzuonnoit mepanuu pacmeopamu oexcmpo3svl ** u kon-
yenmpayus npenapamos onpeoensiemcs UCKIIoUUmenbHo no yposHio aaukemuu. Llenesvle noxasa-

menu enuxkemuu npu BI'U 3,9-5,6 mmonwv/n [32,44].

3.3. MeaunkamenTo3Hnasi Tepanust BI'"
e Pexomenayercs: UCIIONB30BATH MPENAPATOM NIEPBOM JIMHUM - AUA30KCUI. [leTsaM, monyya-
I0IUM 00JIBIION 00beM HHDY3UU aeKcTpo3b** (6onee 200 MI/Kr/CyT), HAUMHATH JICYCHUE CIIe-
IyeT ¢ TmpemapaToB #okTpeoTuma**B craproBoii mo3e 5-10 Mkr/kr/cyt, makcumanbHo 20

MKT/KT/CyT, pa3leliB CyTOYHYIO N103y Ha 4 TOAKOXHBIX BBEICHUS W/WIU C TIIIOKaroHa™**

[30,32,35,45].
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YpoBenb yoenuteabHOCTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJbCTB — 5)

OcHOBHBIE TIpemnapaThl, UCHoIb3yeMble [yt JeueHust BI'U npusenenst B Tabmuie 2 [IpunosxxeHus
A3. Bo3MOXHO KCITI0JIb30BAaHUE KOMOMHALIMM [TPENapaToB IPU OTCYTCTBUU ITPOTUBOIIOKa3aHUI.
KputepueMm 3¢ppeKkTHBHOCTH KOHCEPBATUBHOTO JICUECHUS SIBIISIETCS BO3MOKHOCTD JOCTUKEHUSI CTOM-
KOU 3yriukemMuu (>3,5-4 MMoJIb/71) Ha (hOHE OTMEHBI BHYTPUBEHHOTO BBEJICHUS IEKCTPO3BI™ * U TIIIO-
KaroHa**. JOMONHUTENBbHBIM KPUTEPUEM SBISIETCS CIIOCOOHOCTh peOeHKa BBIACPKUBATH ITOJI0XKEH-

HBI JJI1 €r0 BO3pacTa/Beca MHUHMMAJBHBIA OC30MACHBIM TOJOJHBIA MPOMEXKYTOK. MIPOBEICHUE *

o Pexomenayercsi: mpoBeeHIE KOHTPOIBHOM MPOOKI C TOJI0JaHUEM (UCCIIEIOBAHHUE TIIOKO3bI
KpOBH, MCCIIEJOBAHUE UHCYJMHA KPOBH, UcciaeaoBanue C-nentuja KpoBU MO JOCTUKEHUH HOpMa-
TUBHOTO TOJIOAHOTO TPOMEKYTKA WIIH ITPH PA3BUTHH TMIIOTIIMKEMHH) Ha GoHe Tepanuu. [1pu Hamm-
YUU MEIUKAMEHTO3HOW KOMIICHCAIIMY OTMEYAeTCsl a/IEKBaTHOE HapacTaHUE YPOBHS KETOHOBBIX Tl
U MOJaBJICHUE CEKPELMU HHCYIIMHA Ha (DOHE MPOJIIEHHOT 0 TOJIOAHOTO poMekyTka [4,19,30,32,35].

YpoBeHb yoenuTeqabHOCTH pekoMeHaanuii C (YpoBeHb I0CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

3.3.1 KoHcepBaTHBHAsI Tepanus nepBoM JUHUM JIMA30KCH]IL.

e PexoMeHayeTcsl UCIOIL30BaTh IMpeMapaT MUA30KCH KaK IperapaTr NMEepBON JIMHUM TEParuu
BpOXKICHHOTO runepuHcynnHm3Ma [30-34]. CraproBas 103a cOCTaBIsAET S MI/KI/CYT IS IeTeH ¢
HOPMaJTBbHOW WJIM KPYITHON MacCO¥ TeJia Py POXKICHUU U 3 MI/KT/CYT JIJIsl MIIAJICHIICB C SIBIICHH-
MU 33JIEP>)KKU BHYTPUYTPOOHOTO pazBuTus. [Ipumensiercs nepopanbHo 2-4 pa3a B CYyTKU B paB-
HBIX J103aX. J[Ma3okcua umeer KyMmysITUBHBIN 3 dexT. OuennBats 3pPeKTUBHOCTH Mpernapara
CTOWT HE paHee ueM 4epe3 3 JHs OT Havaya ero npuema. B ciydae orcyrcrBus adpdekra, q03a
MOXET OBITh IMOCTENEHHO MOBBIIIEHa, MakcuMalbHO A0 20 mr/kr/cyr. KoHcratupoBarh pe3u-
CTEHTHOCTH K JTMA30KCUIY MOXKHO B cllydae OTCYTCTBHS dPQeKTa 0T MaKCUMaIbHBIX TepaNeBTH-
YeCcKHUX JI03 M HE paHee ueM uepe3 6 JHel oT Hauana jiedeHus. DpQexTuBHas TepaneBTUIECKas
71032 TIOI0MPaETCsl HHANBUAYATLHO M B CPEHEM COCTaBIsAeT 6-10 MI/Kr/CyT B TEUEHHE MEPBHIX 3
JIeT XKU3HU. Y jaeTelt Oosee cTapiiero Bo3pacTa 103a He 3aBUCUT OT BEca U COCTABIISIET B CPETHEM
100-150 mr/cyT.

OCHOBHBIMHU MTO0OYHBIMH I (PeKTaMM 0T TepaANuM JUA30KCH/IA SABJISIIOTCS:

> 3aJiepKKa )KHUJIKOCTH B OPTaHU3ME, B CBSI3U C 3TUM BCEM TAIIMCHTAM ITOKa3aHO MPEBEHTUBHOE
Ha3HauYeHHUe ANYPETUKOB. B ciayyae 6ombimx 00beMoB uHdy3uu (6onee 200 Mi/Kr/cyT), 11e-
Jecoo0pa3Ho 10 Havayia Teparnuy JUA30KCHIOM, 100aBUTh B MH(PY3UIO TIIFOKAroH**, 4rto
MO3BOJIUT CHU3UTHh 00BEM BBOAMMOTO PacTBOpa ACKCTPO3bI** U N30€kKaTh OTEKOB.

> Jlucnericusi, aHOPEKCHsl, CPBITUBaHMSA, pBOTHI. JlaHHBIE T0O0YHBIE 3PPEKTHI HOCAT 10303aBH-

CUMBIN XapaKkTep U B HEKOTOPBIX CIIy4asix ObIBAIOT TPAH3UTOPHBIMU. B cirydae BbIpasKeHHOM
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nucdaruy U oTkasza oT e1bl, 11eJIecoo00pa3Ho HHULIMUPOBATh 30H0BOE KOPMIICHHE.

» Ocrtpas JeroyHasi TMIIEPTEH3Us - PEAKOE U 'PO3HOE OCIOKHEHHE. Yalle ONnucaHo y naiueH-
toB ¢ HamuueMm BIIC u 3BYP. Ilokazano nposeaenue 9XO-KI' BceM aeTsiM 10 Havasia
TEpanuu 1 uepe3 3-5 1Hel 1ociie MHULMAUY jJeueHus. B ciiydae siBieHni 0cTpoi JerouHoi
THIEPTEH3UHU JIUA30KCU/T JODKEH OBITh OTMEHEH.

> I'uneptpuxo3. Jlanupiit 10004HBIN 3G(HEKT peanu3yeTcs B TCUSHHUE EPBIX 6-12 Mecs1eB oT
Hayaia Tepanuu. FiMeeT 10303aBUCUMBIN U 00paTHMBIH XapakTep. [lna3okcua He BIHsIET Ha
CEKpEeLHIO aHAPOTE€HOB, IOTOMY SIBJIEHUS TUIIEPTPUX032a HE TPEOYIOT AOMOIHUTEIBHOTO FOp-
MOHaNIbHOTO oOcnenoBanus. [Ipu npumenennn y nereit (0COOEHHO JIE€BOYEK) MOIPOCTKO-
BOT'O BO3pacTa, SIBJICHUS THIEPTPUX03a MOTYT BbI3bIBATh MCUXOJIOTMYECKHE TPYIHOCTU U

MIPUBOJIUTH K CHIYKCHHUIO KOMITJIACHTHOCTH.

» l'unepypukemus. Yaie BcTpeyaeTcs y MalMEeHTOB CTapIIEro Bo3pacta. B HEKOTOPBIX ciy-
Yasgx MOXET MOTPeOOBaTh OTMEHBI TEPAIINH.

> TpomboruTonennyeckas myprypa. Berpedaercs kpaiine peakxo. TpeOyeT oTMeHBI mpemna-
para. Ilociie HOpManTU3auu YpOBHS TPOMOOILIMTOB, MOXKET OBITH PACCMOTPEH BOIPOC O TIO-
BTOPHOM MOMBITKE TePANK TUA30KCUIOM CO CMEHOM MPOU3BOIUTENSL.

> Jleiikonenus. Berpedaercs penxo. Hocut cybxnmuanueckuit xapakrep. He tpebyet crenu-
(budeckoro HabIIOJCHHUS.

» T'uneprioukemus u Keroanuao3. Moryt ormeuarbest Ipu nepeno3upoBke. Kpome toro, naH-
HBbI€ SIBJIEHUSI MOT'YT ObITh cripoBoliipoBanbl OPBU win nHoi nHdexuuei y naieHTos, no-
JTyYarolInX aJIeKBaTHYIO 103y aua3zokcuna. [lersm ¢ BI'M nokaszan 6omee 4acThlii KOHTPOJIb
TJIIOKO3BI M KETOHOB B KpoBH/MOYe Ha (oHe MHPEKIINOHHBIX 3a0oneBanuil. B cnyuae siBne-
HU 3HaYMMOU runepriukemun (Oonee 8 Haromak u Oonee 10 mocne eapl) W/HIK KET03a,
JMa30KCH]I CIeIyeT OTMEHHTD Ha reproa nHdekun. [19,32,35,45-50]

YpoBeHb yoenuteqabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH /I0KA3aTEIbCTB — 4)
Kommenrapum: [Ipooondcumenvrocms neuenus 3agucum om ¢opmul 3aboneeanus. B ciyyae, ecau
ecmv OCHOBAHUA NPeonoazams MpaH3umopHoe mederue (Rayuenmsl ¢ MaiblM 6€COM K CPOKY 2e-
cmayuu, cunopom bexeuma-Budemana u op), uepes 3-6-12 mecsiyes 603M0OHCHA NPOOHAsL OMMEHA
Jeuenust (em. pazoen «/Junamuueckoe nabooenuey).

B kauecmee ouypemuka 6 ciyuae 3a0epiHcKu H#HUOKOCMU NPEOnoYmumensHo npuMeHerue npenapa-
mog #eudpoxnopmuaszuda, oxazvieaoue2o nomeHyupyrowee oeticmeaue Ha OUA30KCUo,

Ha nepuoo uH@y3UOHHOU mepanuu U 8 cydae Haruyus CUHOPOMA 3A0ePIAHCKU HCUOKOCMU Y NaAYUeH-

moe 6e3 uH@Y3UoHHOU mepanuu.
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3.3.2 KoHcepBaTuBHasi Tepanusi BTopoii JuHUU. COMATOCTATHH U €r0 aHAJIOTH

e Pexkomennyercs: Tepanus npenapatamu #oxkTpeotuaa** B ciydae orcyrcrBus 3ddexra oT am-
a30KCHJIa WK ero HerepeHnocuMoctu. #OkTpeotun** y manuentos ¢ BI'U na3nauaercs B crap-
TOBOM J103€ 3 MKI/KI/CYT. B BHJE IPOOHBIX IOJKOKHBIX HHBEKIUHI KaXKable 6 4acOB WIIM B BUE
HETIPEPHIBHOM MOJKOXHOW MH(DY3UN (C NPUMEHEHHEM WHCYJIUHOBOW momisl). [Ipu oTrcyTcTBHM
s¢dexra 103a MOXKET OBITH IOCTEIIEHHO yBEIU4YeHA. MakcuMaibHas TepalneBTHUecKas 103a COo-
crasisier 20 mkr/kr/cyt. [19,30,32,51].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbLCTB — D)

e PexoMeHayercsl: Npy NPUMEHEHUU HOKTPEOTHIA™™ ero HermpepbIBHOE MOJKO0XKHOE BBEACHHUE,
YTO M03BOJIAET 1OOUTHCSI CTOMKOIM KOHIEHTpalMY IpenapaTa B KPOBM U MUHUMU3HUPOBATh Bapu-
a0eJIbHOCTh MIIMKEeMUH B TeueHue aus [19,32,56].

YpoBeHb yoenuTebHOCTH pekoMenaanuii C (YpoBeHb J10CTOBEPHOCTH 10KA3aTeJIbLCTB — 4)

o PexoMmenayercsi: y nanueHToB ¢ auddys3noi ¢opmoil u Hanuuuu xopouiero 3gpdexra ot #ok-
TpeoTuaa** nepeson Ha Tepanuio comatoctaTuHoM (I'pynma ATX CoMaTocTaTHH M €ro aHaJIoTH
HO1CB) nponoHrupoBanHoro AeUCTBUS (B TOM yucie npenapartsl #Jlanpeotun** B cTapToBOii
no3e 30-35 mr 1 pa3 B 28 AHEH 4YTO CYIIECTBEHHO IOBBIMIAET KAYeCTBO KU3HU OOJBHBIX
[19,32,52,57].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 4)

Cpenu 1o604HBIX 3 ekToB HanboJiee 4acTo BCTPEYAKOTCS:

» Jlucnericusi, tuapesi, creatopes, KOJUKH.

e PexoMeHayeTcsl: Ha3HaUCHHUE Tepanuy (pepMEHTHBIMU IIperapaTaMy B BO3PACTHBIX J103UPOB-

Kax JeTsM crapiue 3 et no nHerpykuuu [19,32,58].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — D)

» XKemuekamenHast 0one3Hb. bonee XxapakTepHo A MAIMEHTOB CTapIIero Bo3pacra. Penko
BCTpeyaeTcs y AeTel MepBoro rojia »KM3HU.
e PexoMenayercsi: MpoBe/ieHNE KOHTPOJIBHBIX YIBTPA3BYKOBBIX UCCIIEIOBAHUI OPraHOB OpIOIII-
HoU nostocTH (komruiekcHoe) 1 pa3 B 12 mecsies [19,32,54].
YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB — 3)

» OcCTpbIil HEKPOTUUYECKUH FIHTEPOKOIUT. Penkoe u hatanpHOE ocnokHeHne. OMrUcaHo TOIBKO
y JIeTel MepBBIX THEH U HEAENb KU3HA #OKTpeoTH 1™  * MPOTUBOMOKA3aH IETAM C SIBICHHUEM

Hekpotuyeckuii suTepokosut (HOK) B anamuese [53,55].

» CHmXeHue TeMIoB pocTa, nogasneHue cekpeunu CTT.
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e Pekomenayercsi: peryisipHoe H3MEPEHHE POCTa, ONPEAEICHNE WHCYIMHONOA00HOTO (hakTopa

pocTa | B KpOBHM IIPH JUTUTEILHOM IPpUMEHEHUHU #OKTpeoTtuaa™* [54].
YpoBeHb yoenuTelbHOCTH pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 3)

> FI/IHOTI/IpOKCI/IHeMI/IH. B PEAKHUX ClIydasdX MOXKET OTMCUATHCA TP IPUMCHCHHUHU BBICOKHX 103

(15-20 mkr/kr) #okTpeoTuma** [19,32,54].

e Pekomenayercsi: MpoOBeJCHUE KOHTPOJIBHOTO OIPEICIICHUS YPOBHS THPEOTPOITHOTO TOPMOHA
(TTT) B xpoBuU U onpeaesieHue ypoBHs cB000HOTO TUpOoKcHHA (CT4) B CHIBOPOTKE KPOBH B M-
namuke [19, 52, 54, 56, 57].

YpoBeHb yoenuteabHocTn pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 4)
KommenTapmii: o #oxkmpeomuoa™* xapaxmepna maxughunaxcus. B bonrvuuncmee ciyyaes 8
cmapme mepanuu Ommeuaemcst NOBbIULEHUE YPOBHsL 2IuKeMul, 00HAaKo, 8 mevenue 1-3 ouell no-

mMpeoHOCMb 8 UHYIUOHHOU Mepanuu Moxdcen 80300H08UMbCAL.

3.2. Xupypruueckoe jeuenue BI'"

PexoMenayercsi: mpoBeieHNE XUPYPIUUYECKOTO JIedeHUs IpU (oKabHBIX (hopMax B oObeme da-
CTUYHOM Pe3eKIHs MTOKENTYJOYHOM JKeJIe3bl ¢ yIalleHHeM maTtosornyeckoro ¢gokyca [19,32,58-
60].

YpoBeHb yoenuTebHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEeIbLCTB — 4)

KommenTapmii: 6 ucxooe onepayuu- noanas pemuccus BI'U.

Pexomenayercsi: mpoBecHIE XUPYPTUUECKOTO JieueHUs pu AU Py3HbIX hapMaKope3nCTEHTHBIX
(popmax B 00beMe cyoToTanbHOM nankpeaTdskromun (95-98%) Ilpu nuddy3HbIX hopmax BO3MOKHO
npoBeqeHne YacTuaHoi pesekiuu (70-80%), koTopast He MO3BOJISIET JOOUTHCS TTOTHOTO BBI3I0POB-
JICHUSI, OJTHAKO, B MTOCJICONEPALIMOHHOM MEPHOJIE MOXKET OBITH KOHTPOJIUpPYEMa MpernaparaMu, CHU-
KAIOMIMMH CEKPELHI0 MHCYIMHA (AMa30KCH, #OKTPEeOoTHA™™® B M03aX YyKa3aHHBIX IPHU Tepanuu
BPOXKJICHHOTO TUIIEPUHCYIMHU3MA (CM. BbIlie)). OObeM OMEepaTHBHOTO BMEIIATENILCTBA MPH U~
dby3Hoit popme T0IKeH 00CYKAAaThCs KOJUIETHALHO B KaXI0M KOHKpeTHOM citydae [19,32,58-60].
YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEeIbLCTB — 4)

KommenTapmii 1: Mcxoo onepayuu — 6 nepgvie 200l nociie onepamusHo2o ieyenus syeauxemus (30-
60%), eunoanuxemuu (30-40%), caxapuwiii ouadbem (10%-20%), npu omoanennvix HabaOOeHUX 60-

nee 10 nem — caxapuulii duabem 00 95%, sx30kpunnas nedocmamournocms [32,58-60.]

KommenTapmii 2: Boinonnenue onepayuil 603MONMCHO KAK 1ANAPOMOMUYECKUM, MAaK U 1anapocKko-
nuyeckum oocmynom [61]. Onepayus 00124CHA NPOBOOUMCSL ONBIMHBIM XUpypeom. B xode onepayuu

noKaszaHo npoeec)eHue CPOYHO2CO0 UHRmMpaonepayuoOHHO20 namolo2oanamomudeckKkozo Uccie008anus
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07151 OONOIHUMENLHOU 8epudurayuu MopGonocueckol Gopmul u OYeHKU pAOUKATbHOCMU XUPYDPU-

YyecKoeo Jiedenus npu oxanbHou gopme.

i MeaMnuHCKAs peadMJuTalUs U CAHATOPHO-KYPOPTHOE JieueHne, MeIUIH-

CKHE NOKA3AHHUS ¥ NIPOTHBONOKA3aHHU K NPUMEHEHHI0O METOJA0B MeIUIIMHCKOM

peadMJIUTAIIMM, B TOM YHCJ€ OCHOBAHHBLIX HA MCIO0JIb30BAHMM NPHUPOIHBIX Jie-

YyeOHbIX dakrTopoB

. Pexomennyercsi: HaOI0ieHUE Bpaya-HEBPOJIOTa, Bpauya-o(TaabMOJIOTa U MEAUIIMHCKOIO
noromnena BceM aetsaM ¢ BI'U (yuutbiBas BbICOKME PUCKH HEBPOJIOIMUECKUX OCJIOKHEHUH Y Malu-
CHTOB C HEOHATAJIBHOW THIIEPUHCYIMHEMUUECKOH runornukemueii). O0beM U MpOoJ0KUTEIBHOCTD
peadMIINTAlIMOHHBIX MEPONPUATUN ONPENENIAIOTCS CTENEHbIO TUIOTTIMKEMUYECKOrO MOBPEXKICHHS
HC u onpepnenstoress Bpayom-HeBposorom [19,32,62,63].

YpoBeHb yoenuteabHocTH pekoMenanuii C (YpoBeHb 1I0CTOBEPHOCTH /I0KA3aTEIbCTB — 5)

i IlpoduiaakTuka M AUCHaHCepHOEe HAOJI0JeHHe, MEIUMIMHCKNE NOKA3aHUA U

NMPOTHBONMOKA3AHNS K IPMMEHEHHI0O METOA0B NPOMPUIAKTHKH

e Pexkomennyercsi: peryisipHoe oocnenoBanue aereil ¢ BI'M ¢ nienbio oleHKy KoMneHcaum 3a00-
aeBaHus U 3()p(PEKTHUBHOCTH MPOBOAUMOrO JieueHUsi. MHOIMMHU HCClIe0BaTeNsIMU OBLIO OTMe-
4yeHo, uto TeueHue BI'M ¢ Bo3pacTom craHOBUTCS O0Jiee MATKHM, @ B HEKOTOPBIX CIIy4asiX, BO3-
MOJKHA JJaKe MOJIHasi peMuccus. D10, B IEPBYIO OUepe/lb KacaeTcs JIeTel ¢ TPaH3UTOPHBIMU Ba-
puaHTamMH (IIOCIIEeICTBUS MepHUHATANbHON achukcuu, cunapomaibabie popmbel BI'W). Takum na-
[[eHTaM BO3MOKHA OTMEHA TePaITiK B TCUCHHE MEPBbIX 3-12 mecsies xu3uu [2,19,30,64].

YpoBenb yoeauTebHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbLCTB — 5)

JlncnancepHoe HAOJIOIeHH e AeTel ¢ TPAH3ZUTOPHLIMY MATKUMH hopmamu BI'U

(nocaencreus 3BYP, nepunarajibHoii achukcuu, cuHapoMajibHbie GOpMBI):

L4 PeKOMeH)lyeTCSI MMPOBCACHUC CICAYIOIIUX MCpOHpHﬂTI/IﬁI

1. OcMOTP-KOHCYILTAIMS Bpauyeh CICIHUAINCTOB HE PEXKE, YEM.

- [Ipuem (ocMOTp-KOHCYIBTAIUS ) Bpaya - JIETCKOTO dHAOKpHUHOJOTa -1 pa3 B 3 MecsIia.
- [Ipuem (ocmoTp-KOHCYNIbTaLIMA) Bpaya-HeBposiora - 1 pa3 B 3 Mmecsua.
- [Ipuem (ocmoTp-KOHCYNIbTaLKA) Bpaua-nienuarpa - 1 pa3 B 3 mecsua.

-IIpuem (ocMOTp-KOHCY/IbTALMS) Bpada-oranbmosiora -1 pa3 B 6 Mecsies.
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2. JJabopaTopHble 00CIeIOBAHUS:

- MccrepoBanme TIIIOKO3bI KPOBH KaKzble 3 yaca B TeueHue 2-3 auel Ha oHe Tepanuu - 1 pa3 B
3 mecsa.

- IIpoBenenue npoOsl ¢ rojJogaHueM (McciaeI0BaHUE TIIIOKO3bl KPOBH, UCCIIEOBAHUE UHCYINHA
KpOBH, uccienoBanue C-nentuga KpoBH, UCCie0BaHue 3-THAPOKCU OyTHpaTa B KPOBH, IIPH JOCTHU-
KEHUH HOPMATHUBHOT'O TOJIOAHOTO MTPOMEKYTKA HITM Ha (DOHE TUTIOTJIMKEMUH ) Ha (DOHE Teparuu - He

pexe uem 1 pas B 6 mec. [19,30,32,65].

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — D)

o Pexomenayercs mpoOHast OTMEHA TePATUK TUA30KCHUIOM IPU CTOWKOM OTCYTCTBHH THUIIOTIIHKE-
MU 1 MUHUMAJIBHOM TepaneBTHUECKON J03¢ npenapaTa (MeHee 3 MI/Kr/cyTr).
UYepes 3-4 aHst IOCIIE MOHOM OTMEHBI peOCHKY MPOBOUTCS Mpoba ¢ rojoganueM (MCciieI0BaHue
TJTFOKO3bI KPOBH, UCCIICJIOBAHUE UHCYJUHA KPOBH, UccienoBanue C-menTumaa KpoBH, UCCIIeI0Ba-
HUE YPOBHS KETOHOBBIX TeJl B KPOBU NP JOCTHIKCHHH TOJIOJHOTO MPOMEXKYTKA 110 BO3PACTY pe-
OeHka WM Ha (POHE THUITOTTIMKEMHH).
[Tpu OTCYTCTBUM TaHHBIX 3a TUIICPUHCYIMHU3M, HEOOXOIMMOCTH B JAJIbHEHIIIEM JICUCHUHN TaKHX
nmanueHToB Het [19,30,32,64].

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH JI0KA3aTEIbCTB — 5)

JlucnmaHcepHoe HaﬁJIIO}IeHI/Ie JieTel ¢ NEPCUCTHPYIOINNMHI (DapMaKO-UYYBCTBUTEIbHbIMH

dopmamu BI'U:

o PexoMeHnayeTcsi KOMIUIEKCHOE 00ClieZIOBaHNE ¢ KPAaTHOCTBIO HE pexe ueM | pa3 B 3 Mecslia Ha
MIEPBOM IOy KH3HHU, 3aT€M He pexke ueM 1 pa3 B 6 mecsies 10 3-X JIeT, 3aTeM (B cirydae KOMIIEH-
caluu) — He pexe, yeM 1 pa3 B rox B cieaytomieM oobeme [19,32, 65]:

1. OcMOTP-KOHCYJIBTAIMSI Bpauch CHCL[I/IaJ'II/ICTOB):

- [Ipuem (ocMOTp-KOHCYNIbTAlIMA) Bpaya - JETCKOTO 3HOKPUHOJIOTA;

- [Ipuem (ocMOTp-KOHCYNIbTALIMS) Bpaua-HEBPOJIOra,

- [Ipuem (ocMOTp-KOHCYNIbTaLKA) Bpada-NeInuaTpa;

- [Ipuem (ocMOTp-KOHCYNIbTAIMS ) Bpaya-opTaabMoiora ¢ ohTarbMOCKOUeEH;

- [Ipuem (ocMOTP-KOHCYIBTAIMS) MEAUITUHCKOTO JIOTOTIEA.

2. JJaboparopHble 00CIeI0BAHNS U1 NAMEHTOB, IIOJVYAOIIMX AUA30KCHUL:

- MccnienoBanue riitoKo3bl KpOBH KaKple 3 yaca B TeueHue 2-3 aHel Ha hoHe Tepanmui.

- KouTponsHas npo0Oa ¢ ronoganueM (MccieaoBaHUe TIIIOKO3bI KPOBH, UCCIIEIOBaHNE UHCYIIMHA
KpoBH, uccienoBanre C-nentuja KpoBU NpU JOCTHKEHUH HOPMATUBHOIO TOJIOAHOTO MPOMEXKYTKA

WK Ha (pOHE TMIOTIMKEMHH, UCCIIEI0OBAaHNE YPOBHS KETOHOBBIX TEJl B KPOBH) HA ()OHE TEPAIHH.
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- OOt (KITMHAYECKHI) aHAIN3 KPOBH Pa3BEPHYTHIM.
- Ornpenenennie ypoBHEH Kallvs, HATPUSL, MOUYEBOM KUCJIOTHI B KPOBH.

2.1. Ha60paT0prle O6CJI€I[OBaHI/ISI JJIA TAMCHTOB, TOJIYYAOIMKWX TCPAIUIO ITpciapaTaMu U3

rpyunsl Comarocratud ¥ ero agasord (I'pynma ATX Comarocratud u ero a"aigord HO1CB)

- MccnenoBanue TIIFOKO3bl KpOBU KaKIble 3 yaca B TeueHue 2-3 nHei Ha oHe Tepanuu.

- KonTposnpHas npoba ¢ rosiofanuem (Mcciae1oBaHue TI0KO03bl KPOBU, UCCIIEI0OBAHNE UHCYINHA
KpOBH, HccaenoBanue C-nenTuia KpoBH NPU TOCTHKEHUU HOPMATUBHOTO FOJIOJHOTO IPOMe-
KYTKa WU Ha (POHE TUITOTIIMKEMUH, UCCIIEIOBaHUE YPOBHS KETOHOBBIX TEJl B KPOBHM) Ha (OHE Te-

panuu.
- OO0mmii (KTMHUYECKHIA) aHAIN3 KPOBU Pa3BEPHYTHIN.

- OmnpeneneHue ypoBHEW allaHMHAMUHOTpaHC(Epasbl, acrmapraraMUHOCTpaHC(eEpas3bl, OOIIEro

OmnnpyOunHa, 1eso4Hol docdarassl B KPOBH.

- HccnenoBanue THPEOTPOIMHA B KPOBH, UCCIICAOBAHNE CBOOOIHOTO THPOKCHHA B KPOBH, UCCIIC-
JI0BaHUE YPOBHSI HHCYJIMHOMOJ00HOTO (hakTopa pocta 1 B KPOBH.

YpoBeHb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 5)
Kommenrapun: Koppexyus 003 npenapamog 001scua bvims 8 nepgyio ouepedb 0CHO8AHA HA NO-
KazameJsix eIuKemMuu U pe3yibmamax 00cie008anus, a He OblmMb UCKIIOYUMENbHO PACYEeMHOLL.

B nybepmammnom nepuode modxcem ommeuamucsi 0eKOMnencayus 3a001e6anust, CHUNCEHUE KOM-
NIAEeHMHOCMU NPUeMa npenapamos, umo mpedyem 6oee BHUMaAMenbHO20 00C1e006anus demetl,
@ 8 HEKOMOPBIX CIYYAAX NPUBTEUEHUSI NCUXOTIOSUYECKOU NOOOEPIAHCKU.

3.MucTpyMeHTANIBHBIE 00CIEIOBAHUS:

- YIBTPa3BYKOBOE HCCIIEIOBAHUE OPTaHOB OPIOIIHON TMOJOCTH (KOMIUIEKCHOE) (IJIsi TAI[MeHTOB,
MOJTy4YaIoLUX Tepamnuo mpenaparamu u3 rpymmnbsl Comatoctatud u ero ananoru (I'pynma ATX Co-
maToctaTuH u ero aHanoru HOICB.)

- MPT ronoBHoro mMosra (o peKOMeHIallii HEBPOJIoTa U/Mii 0(hTaibMOI0ra)

- Dxokapauorpadus (ManueHTaMm, Moay4JaronuM Tepanuio T1a30KCHI0M, He pexke | pa3a B rox)

- DnextposHIedanorpadus (0 peKOMEHJAIUN HEBPOJIOTA).

YpoBeHb yoenutelbHOCTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

JlucnancepHoe HaOJIOACHME JAeTell mocjae cy0ToTaabHol naukpeardkromuu [32, 68.69]:

o PexoMmenayercsi: 00ceOBaHNE ¢ KPAaTHOCTBIO HE peke ueM | pa3 B 3 MecsIiia Ha MepBOM Oy
KU3HH, 3aT€M HE peke ueM | pa3 B 6 mecsIeB 10 3-X JIeT, 3aTeM (B ciiydae KOMIICHCAIINH) — HE

peke ueM 1 pas B roj1, B ClIeAyIOIIeM 00beMe:

1. OcMOTP-KOHCYJILTAIUSA BPAdYeH CIIEIHAINCTOB

- [Ipuem (ocMOTp-KOHCYNIbTalKA) Bpaya - JETCKOTO 3HIOKPUHOJIOTa
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- [Ipuem (ocMOTp-KOHCYNIBTAIHS ) Bpadya-racTpOdIHTEPOIIOTa
- [Ipuem (ocMOTp-KOHCYNIbTallKA) Bpada-neauarpa

2. JlaGopaTopHbIe 00CIeIOBaHMS — KOMILJIEKCHOE 00CIeIOBaHUE HA TMPEAMET Pa3BUTHUS HHCY-

JMH3aBHCHMOIO caxapHoro nuadera (MCcie0BaHUE YPOBHS INIIOKO3bl B KPOBH, UCCIIEOBAaHUE
YPOBHSI TJIMKUPOBAHHOTO T€MOIJIOONHA B KPOBH, TJIFOKO30TOJIEPAHTHBIN TECT) U OLEHKHU IK30-
KPHMHHOI (YHKINY ITOKEITYTIOYHON KeJe3bl (KOMPOJIOrHYecKoe UCCieI0BaHNe, ONPEACTICHIE
AKTHBHOCTH MaHKPEATHYECKOi dacra3bl-1 B Kaie).

YpoBenb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeNbCTB — 4)

g Opranu3zanmus oKa3aHusi MeAMIMHCKON MOMOIIHU

[Hoka3anus AJM rOCIMTAIU3ANNHA B MEIUIIUHCKYI0 OPTraHU3alHI0:
1) BrepBbIC BBIABJICHHAS TMIIOTJIMKEMHs y peOCHKA C LENbIO MPOBEACHHS O00CICIOBaHUS U
YTOUHEHHUSI IUarHo3a
2) runoriukemus y mamuentoB ¢ BI'U, compoBoxaaromasics CyaoporaMu/morepeil co3Hanus
JUTSL KyTTMPOBAHUS OCTPOTO COCTOSIHHSI U TTOI00Ppa/KOPPEKIIUU TEPATTAN
3) mpoBeneHue XUpypruueckoro geueHust BI'1
4) mIaHOBas rocrMTaNn3alus maiuenToB ¢ BI'U mis mpoBeaeHust KOHTPOJIBHBIX MPOO C HENTBI0

KOppCKIOUU MMTPOBOAUMOTO JICUCHU A

IToxa3anus K BbINHMCKE MallMEHTAa U3 MeTUIIMHCKO OpraHmsanuu
1) HaJIM4Yuc KJ'II/IHI/IKO'J'I360paTOpHOI71 MEIUKaMEHTO3HOM KOMIEHCALIMH 110 pe3yibTaTaM oOcite-

JOBaHUs

2) Haluuue KIMHUKO-Ta00paToOpHOI PEMHUCCHH 3a00JICBaHUs IO Pe3yNIbTaTaM 00CIIeI0BaHHS.
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/. JlonojgHureabHas uHGopmanus (B TOM yncjie PakTopbl, BJAUSIONINE HA UCXO]

3200/1eBaHUs MJIH COCTOSIHHS)

JononuurensHas uHPOpMAIHSI OTCYTCTBYET.

Kputepun oieHKN KauyecTBa MeJIUIMHCKON MOMOILHU

Ne
Kputepun xauectBa OueHka BbINIOJIHE-
Hus (1a/HeT)
1. Ha/aer

IIpoBeneHO MOHUTOPHUPOBAHUE TTIMKEMUHU B TEUYEHHUE CYTOK Yy Ia-
LIIEHTOB C IIOJI03PEHUEM Ha BPOKICHHBIN TMIIEPUHCYIUHU3M.

2. Ha/aer
[IpoBesena nmpobda ¢ royioganueM (MCCiae0BaHKUe TITFOKO3bI KPOBH,

HCCJIICAJOBAHUC NHCYJIMHA KPOBH, HCCIICAOBAHNC C-HCHTI/II[EI KpOBH,
HCCIICAOBAHUEC KCTOHOB B KPOBU HJIM B MOYC B KOHIIC I'OJIOAHOI'O

NPOMEXYTKA WM 110 TOCTHKCHUN TUTIOTJIMKEMUH W/WIH KEeTOHe-
mun Oosee 1,8 MMOJIB/IT) TIpH MTOTO3PEHUH Ha BPOKIACHHBIN THITE-
PUHCYIUHU3M.

3. Jla/HeT
[TpoBeneHna MHQY3UOHHAs Tepamus PacTBOPOM JEKCTPO3bI** 10

AOCTMIKCHUSA DYTJIMKEMHUHN IMAllUCHTaAM C BICPBBIC BBIABJICHHBIM
BPOXKACHHBIM T'MIICPUHCYIIMHU3MOM.

4. | Haznauena cnenuguyeckass HHCYJIMHOCTaTHUECKas Tepanus (au- Ha/uer
a30KCHJ W/Miu mpenapartbl U3 rpynnsl CoMaToCTaTHH U €ro aHa-
JIOTY W/WITU TJIFOKAroH**) marreHTaMm ¢ Mo ATBePKACHHBIM THarHo-

30M BPOXKXACHHOI'O TUIICPUHCYJIMHU3MA.
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IIpunoxenne Al. CocraB padoueil rpynmbl mo paspadoTke M IepecMOTPY

KINHNYCCKHUX peKOMeHIIaHI/Iﬁ

PYKOBOJAUTEJIN
IlerepkoBa BatenTHa AnekcanapoBHa — akagemuk PAH, npodeccop, TOKTOp MeTUIMH-

CKMX HayK, Hay4HbId pykoBoaurenb Muctutyra nerckoi snnoxkpunonoruu @PI'byY «HMUL] s110-
KpuHosoruu uM. akagemuka M.W. JlenoBa» MunsnpaBa Poccuu, 3aBeayromas kadeapoit neTckoit
9HIOKPUHOJIOTUU-TUA0ETONOTUN MHCTUTYTa BBICHIETO U JOMOJHUTEIHHOTO MPO(EeCcCHOHATBLHOTO
obpazoBanus PI'BY «tHMMUILI sunokpuHomorun uM. akagemuka WU.M. JlenoBa» Munsnpasa Poccun,
IJ1aBHBIA BHEIITATHBINA ETCKUM CIIEIMATIUCT SHI0KprHOJIOr Mun3apasa Poccun

Bbe3nenkuna Oabra bBopucoBHa — JOKTOp MEIUIIMHCKUX HAyK, Mpodeccop, 3aMeCTUTEND
nupekropa Llentpa - qupexrop MHcTuTyTa nerckou 3uaokpunonorun OI'bY «HMMUL] snnokpuno-
norum uM. akagemuka .M. JlenoBa» Munsnpasa Poccun, nmpodeccop kadeapsl 1eTCKOM SHAOKPH-
HOJIOTHUHU-11a0eToIoruu HCTUTYTA BBICIIETO U IOTIOJIHUTEIIBHOTO MPO¢eCcCHOHAIBHOTO 00pa3oBa-
Hust ®I'BY «HMMUL] snnokpunonorun uM. akaaemuka U.U. Ilenosa» Mun3zapasa Poccun.

ABTOPBI TEKCTA:

bosmacoBa AHHa BUKTOpPOBHA — KaHIUJAT MEAUIUHCKUX HAYK, CTApIIMU HAay4HBIH CO-
TPYIHUK OTJICJICHUSI HACJICICTBCHHBIX 3a00JIEBaHUI M SHIOKPUHOMATHI paHHero Bo3pacta ®I'BY
«HMMUL] snpoxkpunonoruu uM. akaaemuka U.U. JlenoBa» Mun3zapasa Poccun.

SAnap Jna AjbnepoBHa- KaHAWIAT MEIULMHCKUX HAyK, HAYYHBIH COTPYIHHUK OTAEICHUS
HacJIe/ICTBEHHBIX 3a00J1eBaHUI 1 SHJOKpUHONATHH paHHero Bo3pacta PI'BY «HMUL] suaokpuHo-
soruu uM. akaaemuka U.N. Jlenosa» Munsapasa Poccun.

Huxuruna Upuna JleopoBHa — TOKTOp MEIMLIMHCKUX Hayk, 3aBenyromuin HWUJI nerckon
SH/IOKPUHOJIOTUH, HaY4YHbIH PYKOBOAWUTEIb OTAENeHUs neauatpuu Ne2, 3aBenyromuil xadeapoit
nerckux Oonesneit MHctutyra MenuuuHckoro oOpasosanus LlenTpa AnmaszoBa, uieH NpopuiIbHON
KOMHCCHH T10 JE€TCKOM 3HAOKpHUHONIorun Munsnpasa Poccun.

KosionkuHa AHHa AjleKCaHAPOBHA - KaHIUAAT MEIUIIMHCKUX HAayK, 3aBEYIOLIasl OTAEIIe-
HHUEM HacJeJICTBEHHbIX 3a00JI€BaHUI 1 S)HJOKPUHONIATHI paHHEro Bo3pacTta MIHCTUTYTa 1eTCKOU 9H-
nokpunonorun OPI'bY «HMMUL] sunoxkpunonorun um. akagemuka M.M. Jlenosa» Munsapasa Poc-
CHUU.

Muxaiuna Copbsi MuxaiijioBHa — Bpad JETCKUN SHIOKPUHOJIOT OTIEIECHHUEM Hacliel-
CTBEHHBIX 3a00JIeBaHUI U YHJAOKPUHONATUI paHHEro Bo3pacTa MIHCTUTYTa A€TCKOM 3HIOKPHUHOIIO-
ruu ®I'BY «HMUII sunokpunonorun um. akagemuka .M. Jlenosa» Munszapasa Poccun.

IKCIIEPTBI:

AsnmmoBa Upuna JleoHu10BHA - TOKTOP MEIUITMHCKUX HAYK, Mpodeccop, 3aBeayrommas Ka-
denpoil rocnutanpHoOM neguaTpun ¢ kypcoM HeoHatoxoruu 1O ®T'BOY BO «Cmonenckuii roc-
YAAPCTBEHHBIN MEAULMHCKUN YHUBEpCUTET» MuH3paBa Poccuu, riaBHbIM BHEIITATHBINA JETCKUMI
CHEIHUANIMCT YHIOKPHHOIOT CMOJICHCKOM 00J1acTH.

bamnuna Enena bopucoBHa - TOKTOp MEJUIIMHCKUX HaYK, Tpodeccop Kadeapsl SHAOKPH-
Hosiorun umenu akajgemuka B.I'. bapanosa ®I'OYBO «CeBepo-3ananHblii rocyaapCTBEHHBIN Me-
JULIMHCKUN yHUBepcuteT uMeHn M.M. MeuHukoBay, TJIaBHbIN BHEIITATHBINA CHEUHAIUCT ACTCKHI
sHnokpuHosior CeBepo-3anaaHoro @O.
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BoJsioroBa Huna BukTopoBHa - TOKTOp MEAMITMHCKHUX HAyK, mpodeccop Kadeapsl mporie-
JIEBTUKU JETCKUX OO0JIe3HEH, NeTcKoi sHnokpuHonorun u nquaberonoruu ®I'BOY BO «Caparos-
CKMI rOCyapCTBEHHBIN MeAUMIMHCKNM yHUBepcuTeT uM. B.M. PasymoBckoro» Munsnpasa Poccuun

l'anxkuna IN'annHa AJleKCaHAPOBHA - JIOKTOP MEAMIIMHCKUX HAYK, 3aBEAYIOIIAs JIETCKUM
sHA0KpuHHBIM oTaenenneM HUM axymepcrsa u neguatpun ®I'bBOY BO "PocroBckuii rocynap-
CTBEHHBIH MEAUIMUHCKUN yHUBepcuTeT" Mun3apaBa Poccuu, riaBHbIM BHEIITATHBIA CHEIUATIUCT
JETCKHH SHIOKPUHOJIOT POCTOBCKOW 001acTH, ITaBHBIM BHEIITATHBIA CIICIUATUCT ACTCKUN DHIO-
kpunouior FOxxnoro @O.

JlutkoBckas JIniausa BUKTOpOBHA — KaHAMIAT MEIULIMHCKUX HAyK, JOLIEHT, JIOLEHT Ka-
denpsl nerckux 6onesneit um. [podeccopa 1.M.Bopoumora @I u [AI10, Bpau neTckuii SHAOKPH-
Hojor kimHuKd @PI'BOY BO «Cankr-IlerepOyprckuii rocyiapcTBeHHBIN HeIUaTPUIECKUN MeIu-
LIMHCKUH yHHUBepcuTeT» Munsnpasa Poccun.

KusieB Ajiexceii BacuiibeBHY - JOKTOp MEAMIIMHCKUX HayK, mpodeccop Kadeapsl rocmu-
tanpHON nenuarpun @I'BOY BO "Vpanbckuili rocyaapcTBEHHbIM MEIMLIMHCKUN YHUBEpcUTET"
Munsapasa Poccun, pykoBoautens Llentpa aerckoit sannokpunonoruu 'AY3 CO «ObnactHas net-
CKas KIIMHUYeckasi O0JIbHUIIAY, TJIaBHBIN BHEIITATHBIN CIIEUATUCT AETCKUI SHI0KpruHONIOT CBEp/I-
JIOBCKOM 00JIACTH, TJIaBHBII BHEIITATHBINA CHEIUATUCT AETCKUN dHAOKpUHOJIOT Y panbckoro DO.

KoBasienko TaTbsina BUKTOPOBHA - TOKTOp METUIIUHCKUX HAYK, IIPOQPECcCcOop, 3aBEyrOIIast
kadenpoii nmequatpun u Heonarosorun GI'BOY BO «keBckas rocyaapcTBEHHAs MEAUIIMHCKAS
akagemus» Munznpasa Poccuu, riaBHbIM BHEIUITATHBIA JIETCKUANM CHEUUAIMCT SHIOKPHHOJIOT pec-
nyonuku Y IMypTus.

KocTpoBa Upuna bopucoBHa - 3aBenyromias OTAEICHUEM AETCKOM 3HA0OKpUHOIoruu ['bY
"Jlerckast pecnyOauKaHCKas kinHU4eckas OonpHula uM. H. M. Kypaesa", rinaBHbIi BHEIITaTHBIN
CHEIHNANIMCT AETCKUIA SHAOKPUHONOT pecnyOnuku JlarecTaH, TIaBHBIM BHEIITATHBIA CIEIIMATUCT
netckuil sHokpuHonor Cesepo- KaBkazckoro ©O.

ManueBckuii Ojier ApTYpoBHY - JOKTOP MEIUIIMHCKUX HayK, mpodeccop kadenpst roc-
nutanbHol neauarpun ®I'bBOY BO «bamkupckuii rocy1apcTBEHHbIN METUIIUHCKUN YHUBEPCUTET»
Mun3znpaBa Poccum, riaBHbIM BHEIITATHBIN CHELMATUCT JIETCKUN SHIOKPUHOJIOT [IpuBOIKCKOrO
®denepaabHOrO OKpyra.

Haraesa Enena ButanbeBHa - JOKTOP MEIMIIMHCKUX HAyK, 3aBEAYIOIIAs OT/ICJICHUEM TH-
PEOUI0JI0TUH, HAPYIIEHU COMaTHYECKOr0 U PENpOayKTUBHOTO pa3BuTHs HCTUTYTa JE€TCKOM 3H-
nokpunonoruu PI'bY «HMMUL] sHpokpunonorun uM. akagemuka M.M. Jlenosa» Munsapasa Poc-
CHHU.

Ierpsaiikuna Enena E¢pumMoBHA - TOKTOp MEIULIMHCKUX HAYK, IMPEKTOp Poccuiickon ner-
ckoil kimmHn4Yeckor 00pHUIIEI PI'TAOY BO «Poccuiickuii HallMoHaJIbHBIN UCCIIENI0BATEILCKUNA MeE-
qunuHckui yHuBepcuteT uMeHn H.M.IIuporosa» Munsapasa Poccuu, riiaBHbIA BHEIITATHBIN CIIe-
HUATACT JETCKUM SHAOKPUHOJIOT I'. MOCKBBI, TJIaBHBIN BHEIITATHBINA CIENUAIIACT JETCKUN SHI0KPH-
Houtor LlenTpansroro @O.

CgetruioBa I'anmuna HukosaeBHa — KaHIUIaT MEAUIIMHCKUAX HAYK, 3aMECTUTENb ITIABHOTO
Bpaua OI'bY «HMMUL] snnokpunonorun um. akagemuka M.1. Jlenosa» Munznpasa Poccuu, Bpau
JIETCKUI dHJIOKPUHOJIOT.

Tapanymenko TaTbsina EBrenbeBHa - JOKTOp MEIULIMHCKUX HAyK, 3aBeAylomias Kadea-
PO menuaTpuu WHCTUTYTA mociaeauruioMuoro oopaszosanus 'bOY BO "KpacHosipckuii rocyaap-
CTBEHHBIN MEIUITMHCKHI YHUBEpcUTET uMeHu rpodeccopa B.D. BoiiHo-SceneBckoro" Mun3npasa
Poccun, riiaBHbIN BHEIITATHBINA CIENUATIACT AETCKUIM SHIOKPUHOJIOT KpacHOsIpCKOro Kpas, riaBHbIN
BHEIIITATHBIN CIEIUAIKCT NEeTCKUi 3HI0KpruHOIOT Crbupckoro @O.
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XpamoBa Ejena BopucoBHa - TOKTOp MEIUIIMHCKUX HayK, mpodeccop, 3aBemyromnias Ka-
denpoit merckux Oomnesned memmarpudeckoro gakyinsreta PI'BOY BO «Tromenckuit rocynap-
CTBEHHBIN MEIMIIMHCKUNA YHUBepcUTeT» MuH3apaBa Poccuu, riiaBHbIN BHEITATHBIA AETCKUH CIIe-
UAJTUCT SHAO0KpUHOJIOT JenapTamenTa 3a1paBooxpanenus: TroMeHCKOM o0acTu.

Yyrynos Urops CepreeBud - KaHAMJAT MEIULUHCKUX HAYK, 3aBEAYIOLIUHN IETCKUM OT/IE-
JICHUEM OITyX0JIe 3HAOKpUHHOM cuctembl MHCTUTYTa neTckoi sHaokpuHoiorun OI'bY «HMMUIL]
SHJIOKpHHOJIOTUU UM. akagemuka N.U. JlenoBa» Munznpasa Poccuu.

KoH(MJINKT HHTEPecoB: aBTOPbI KIMHUYECKUX PEKOMEHAALMHI IEKIApUPYIOT OTCYTCTBHE

KOH(JINKTA HHTEPECOB.
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Ipuiaoxenne A2. MeToa0J10rusl pa3padoTKu KINHNYECKHX PEKOMEeHIAINN

MeTOIlbI, HUCII0JIb3yE€MbI€C JJIsA cﬁopa/cenelculm A0KA3aTeJILCTB. IIOMCK B 3JICKTPOHHBIX 0azax

JaHHBIX.

Onucanue METOA0B, HCITIOJB30BaAHHbBIX IJIfd MCHIOJbB30BaHHbBIX IJIfA cﬁopa/ce.nelclmn J0oKa3a-

TeJbCTB: JOKAa3aTeIbHOM 0a30i U1 peKOMEHAANi SBISUTUCH MyOauKanuy, Bomenmmue B Koxpeii-

HOBCKYIO OnOimoreky, 6a3sl qanabix EMBASE, MEDLINE u PubMed. I'my6una mowcka - 15 jer.

MeTOIIbI, HCIOJBb30BaAHHBIC IJIs1 OHCHKHU Ka4YeCTBa M CUJIbI J0Ka3aTeJILCTB: KOHCCHCYC OKCIIEp-

TOB. OLICHKA 3HAYUMOCTH B COOTBCTCTBHU C peﬁTHHFOBOﬁ CXEMOM.

MeTOIIbI, HCIIOJIb30BaHHbIC AJIfl aHAJIN3Aa J10Ka3aTe/IbCTB: O630pLI OHY6J'II/IKOB3.HHBIX KIIMHHU4YC-

CKHX HCCJICIOBAHUI M CUCTEMAaTHYE€CKUX 0030POB.

I_Ie.]'IeBaﬂ AYJAUTOPpUSA JAHHBIX KIIMHHYCCKHUX peROMeHHaHHﬁ:

1. Bpauu — neTckue 3HJA0KPUHOJIOTH;
2. Bpaum — nenuatpsr;

3. Bpauum — HEOHATOJIOTH.

Ta6sauua 1. [llkana onieHkH ypoBHE# 10cToBepHOCTH oKka3zaTenseTs (Y /1) 1t MeTonoB nuarso-

CTUKH (IMarHOCTUYECKUX BMEIIATEIHCTB)

YA Pacuu¢poska

1 |Cucrematnyeckue 00630pbl UCCIEOBAHUMN C KOHTPOJIEM pedepEeHCHBIM METOJIOM HIIU CH-
CTEeMaTHYECKUH 0030p PaHIOMHU3UPOBAHHBIX KIMHUYECKUX HCCIEIOBAHUN C TIPUMEHE-
HUEM MeTa-aHalln3a

2 |OTzmenbHBIC HCCIENIOBAHUS C KOHTPOJEM pe(epEeHCHBIM METOJOM WIIM OTJIENIbHBIC PaH-
TOMU3HMPOBaHHbIE KJIMHUYECKUE UCCIIEOBAHMSI U CUCTEMAaTHUECKUE 0030pbI UCCIIEI0Ba-
HUI1 TF000T0 AM3aiiHa, 32 ICKIIFOUYSHHEM PaHIOMH3HPOBAHHBIX KIIMHHYECKUX HCCIIEI0BA-
HUI, C IPUMEHEHUEM MeTa-aHaIn3a

3  [HccnemoBanus 6e3 MOCIIEAOBATEIFHOTO KOHTPOJS peepeHCHBIM METOJIOM WIIA MCCIIe-
TOBaHUS C peepEeHCHBIM METO/IOM, HE SIBJISIOIIUMCS HE3aBHCUMBIM OT HMCCIIETyeMOro
METO/1a UM HEepaHIOMHU3MPOBAHHBIE CPABHUTEIIbHBIE UCCIIEAOBAHUS, B TOM YHCIE KO-
TOPTHBIEC UCCIIEIOBAHUS

4 [HecpaBHHUTEIbHBIE UCCIIEOBAHUS, ONIMCAHUE KIMHUYECKOTO CITydast

5 |Mmeetcs nuiib 000CHOBaHNE MEXaHU3Ma JICHCTBUS MIIM MHEHUE SKCIIEPTOB
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Ta6auna 2. [llkana oneHku ypoBHEH 1ocToBepHOCTH A0Ka3atenseTB (Y 1) mis metonoB npodu-
JAKTHKH, JTCYCHUS, METUIIMTHCKON peaObnInTaIliy, B TOM YUCIIe OCHOBAHHBIX HA UCIIOJIb30BAaHUH
MPUPOJHBIX JeUEOHBIX (PaKTOPOB (MPODYUIAKTUYECKHX, JICUEOHBIX, PEa0MINTALIMOHHBIX BMEIlIa-

TEJILCTB)

Y1 PacumdgpoBka
1 |Cucremaruueckwuii 0630p PKH ¢ npuMeHeHneM MeTa-aHaim3a
2 |Otnenpabie PKU 1 cucteMatnueckre 0030pbl HCCIIEOBAaHUH JTFO00TO AM3aiiHa, 32 HCKITIO-

uenueM PKU. ¢ npuMeHEeHHEM METa-aHaIn3a

3
HepaH[[OMI/I?;I/IpOBaHHBIC CPaBHHUTCJIbHBIC UCCIICAOBAHN, B T.4. KOTOPTHBIC UCCIICAOBAHUA

4 HeCpaBHI/ITCJ'IBHbIe HCCJICAO0BAHUs, OIMMCAHUC KIIMHHUYCCKOIO Cliydas WM CEpUU CIIYy4acs,
M CCICIOBAHUA ((CJIy‘I&fI-KOHTpOJIB»

5 MMmeercs aumnbs 000CHOBaHHE MEeXaHU3Ma I[CﬁCTBHSI BMCIIATCIIBCTBA (I[OKJII/IHI/I‘IGCKI/IC nuc-

CIICIOBAaHU ) WM MHEHHUE DKCIIEPTOB

Taoauua 3. [llkana ouenku ypoBHe# yoenuteabHoCTH pekomeraanuit (YYP) mist metonoB mpo-
(bWIAKTUKH, TUATHOCTUKY, JICYCHUS, MEJIUIIMHCKON pPeaOMINTAIlMK, B TOM YHCIIE OCHOBAaHHBIX Ha
HCITOJIb30BAHUHU ITPUPOIHBIX JI€YeOHBIX PaKkTOPOB (MPOPUIAKTUUECKHX, JICUSOHBIX, peaOduInTaIIN-
OHHBIX BMEIIATEJIHCTB)

YYP Pacmmgposka
A

CunpHasi pekoMeHaalus (Bce paccMaTpUBaeMble KpUTEpUU 3PPEKTUBHOCTU (HC-
XOJIbl) SIBJISIFOTCS] BAXKHBIMH, BCE MCCIIEI0BAaHUS UIMEIOT BHICOKOE WJIN YJIOBJIETBOPHU-
TEIbHOE METO/I0JIOIMYECKOe KaueCTBO, MX BBIBOJIbI IO MHTEPECYIOIIUM HCXO0/1aM
SBJIIFOTCS COTJIACOBAHHBIMM)

B
YcioBHas pekoMeHJalus (He BCe paccMaTpuBaeMble Kputepuu 3((eKTUBHOCTH
(McX0/1bl) ABJSIIOTCS BAXKHBIMH, HE BCE CCIIEI0BAHUS UMEIOT BHICOKOE HIIN YOBJIE-
TBOPUTENIEHOE METO/10JIOTHYECKOE KaUueCTBO M/UIIU UX BBIBOJIBI [0 MHTEPECYIOLIUM
MCX0/1aM HE SIBJISIFOTCSI COTJIACOBAHHBIMMU)

C

Cnabast pekoMeH1anus (OTCYTCTBHE JTOKA3aTEbCTB HaJJIS)KAIIero KadyecTBa (Bce
paccMaTpuBaeMble KpUTEepUH 3(PPEKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAXKHBIMU,
BCE HCCIIEOBAHUS UMEIOT HU3KOE METOO0JOTHYECKOe Ka4eCTBO M UX BBIBOJIBI 11O
WHTEPECYIOIINM HCXO0JIaM He SIBIISTFOTCS COTJIACOBAHHBIMHU )

IHopsiaok 00HOB/IEHHS KIMHUYECKHUX PEKOMEH/ A,
MexaHn3M OOHOBIIEHUS KIMHUYECKUX PEKOMEHJALU MpeaycMaTpUBaeT X cUCTeMaTHye-

CKYIO aKTyallu3allhi0 — He PeKe YeM OJIMH pa3 B TPH TOfia, a TAK)Ke MPH MOSBICHUH HOBBIX JTAHHBIX
C TIO3MIINH JTIOKA3aTeIbHON MEJIUIIMHEI IO BOIPOCAM TUATHOCTUKH, JICUSHHS], MPO(HUIAKTUKH U pea-
OMJIMTAIIMN KOHKPETHBIX 3a00JIeBaHMiA, HATMYNH 0OOCHOBAHHBIX JOIOJIHEHUI/3aMEeUaHi K paHee
yrBepxkaAEHHBIM KP, HO He vamie 1 pa3a B 6 mecsiies.

Pemenue 06 o6HOBNIeHNHN npuHUMaeT MuH3paB Poccun Ha OCHOBE MpeIOKEHUM, TIpe-
CTaBJICHHBIX MEIULHUHCKUMU HEKOMMEPUYECKUMHU MpodecCHoHaIbHbIMU opranu3anusMu. Chopmu-
POBaHHBIE MPEUIOKEHHS! TOJDKHBI YUUTHIBATh Pe3yIbTaThl KOMIUIEKCHON OLIEHKH JIEKAPCTBEHHBIX
MpenapaToB, MEAUIIMHCKUX U3IEIHM, a TaKXKe Pe3yabTaThl KIMHUYECKOH arpodariii.
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Ilpuao:xenue A3. CHDaBO‘{HLIe MAaTepHaJibl, BKJIKOYAsA COOTBETCTBHE MOKA3aHUHM K NIPHMMEHEHHUI0 M IPOTHBONOKA3AHUM, crnoco0oB

INPUMCECHCHHUSA M /103 JICKAPCTBCHHBIX NPENapaToB, HHCTPYKIMHU 110 IPMMECHCHHIO JICKAPCTBCHHOI'O IIpenmapara

1. AkryasbHBICE MHCTPYKIMU K JIGKAPCTBEHHBIM IIperapaTaM, YIOMHHAEMbIM B KIMHUYECKAX PEKOMEHIALMSAX HaxoIsaTcs Ha cadte http://grls.ros-

minzdrav.ru

2. Ilpuka3z MunucrepcTsa 3apaBooxpanerus Poccuiickoit @enepanun ot 29 oktsa6ps 2024 r. Ne 583n "O06 yrBepxkacHuu [lopsiaka okazaHus MEIUIIMHCKON
MIOMOIIH 110 TpouITIo "AeTCKAast YHTOKPUHOIOTHS".

Tabauia 2.
[Ipenapar,
Crnoco0 npuema, N
¢dopma BeIITycKa Ho3za MexaHu3m nei- [Mo6ounbIe 3pPeKTH [IpoTuBonokazanus Kommenrapuu
KPaTHOCTb CTBUS
uazoxkcun™*  [[IepopaibHO 5-20 Aronuct AT®- [YacTo: runepTpuxos, 3afepxKa xxkua- (bosibiioi o0bem uH- |1 IMHUA Tepanuu
Kancynsl 25 mr, [3-4 paza B CyTKH  MI/KT/CyT 3aBuCHMBIX K'-  [KocTH (OTEKH), TUCIIENICUSI, aHOPEKCUs [(Dy3HOHHOMN Teparin

100 mr KaHaJI0B Penko: runepypukemust, 303uH0GmHsL,(>200 MII/KT/CyT), UH-
y MTAIIHEHTOB TICHKOTICHHSI, TUIIOTOHHMS, KETOAIMI03, |TNBH-IyaTbHas HETIe-
co 3BYP - 3- TPOMOOLIUTONIEHUYECKas MypIypa, [PEHOCHMOCTD
5 mr/kr/cyT ocTpas JIeToYHas TUTIEPTEeH3Hs (Jale y

miaseriieB co 3BYP u BIIC)
0,1 Mmr/kr  |AKTUBUpPYET UYacro: TOIIHOTA, pBOTA, pebayHa-TH-
Kak HeoTiokHas
(MakCUMyM [[JIMKOTEHOJNU3 U [[TOTJIUKEMUS
1OMOLLLL OHO- 1 mr) [JIIOKOHEOT€HES
%%

[ 1r0Karon KPATHO, B/M WITH

Jlnodummsar ms|; /k

[IPUTOTOBIICHUS

B Bune B/B ungy-| 1-5 UacTo: TomIHOTa, pBOTA.
pacTBopa JUId by b PazBoaurcs B 5% pac-
BUH MKT/Kr/4ac Penko: Murpupyrorias spuremMa

nHBeKIUH (1 Mr)
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http://grls.rosminzdrav.ru/
http://grls.rosminzdrav.ru/

Henp3s cmemmBars ¢ ma-
PEHTEPAIIbHBIM MUTA-
HueM. HeoOxomum no-
MMOJTHUTEIbHBINM BEHO3HBIN
TOCTYTI

['pynma ATX
ComaTocTaTuH
1 €ro aHAJIOTH
HO1C
H#OKTpeoTHa**
PactBop miist
BHYTPHUBEHHOTO
U [TOJIKOKHOTO
BBeaeHus 100
MK/ MU,

50 MKI/MIT;

500 MKr/ma

[1/x 3-4 paza B
CyTKU (Kaxibie 6-
8 gacos);

[locTostHHAs noA-
KO>KHast HH)Y3us

CrapToBas
no3a 5-10
MKI/KT/CYT,
MaKCHMaJIHO
o 20
MKI/KT/CyT

AKTHUBaLIUS pe-
[IENTOPOB K CO-
MAaTOCTATUHY S5
THUIIa; UHTMOH-
pyeT mocTyIuie-
nue Ca’* B
KIICTKY, CHUKACT
AKTUBHOCTH arie-
TUJIXOJINHOB

KaroHa, 3aICP>KKa pocCTa.

¢ napexkumsamu JKKT)

AHOpEKCHUsI, TOIITHOTA, PBOTA, METEO-
pU3M, Mapesi, XoJeJIuTruas, mojjaBie-
Hue cekpeunun CTT, TTI', AKTT, rimro-

OuyeHb pesIKo — OCTPBIl HEKPOTHYE-
CKUI SHTEPOKOJIUT (Y HOBOPOXKIEHHBIX

3a0oieBaHus KeIy-
JOYHO-KHUIIICYHOT'O
TpaKTa

[Ipu UCIOJIB30BAHUY BbI-
COKHX JI03 B TEUEHUE
JTUTEIILHOTO BPEMEHH
BO3MOXHO MTOJABJICHUE
CEKpELIMU KOHTPUHCYJIISP-
HbIX TOPMOHOB, YTO yCY-
ry0JiseT TeUeHue TUIo-
rMKeMud. BHyTpuBeH-
HOE BBEJCHHUE aHAJIOIOB
comaroctaruna (I'pynna
ATX ComarocTaTuH 1
ero ananmoru HO1C) ne
PEKOMEHIOBAHO B CBS3U C
BBHICOKHMH PUCKAMH
OCJIO)KHEHU U

Ccputku Ha UCTOUHUKH: [19,32,45-57]
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IIpuaoskenue b. AJIropuTm aeiicTBUi Bpa4da

AJIFOpI/ITM JICYCHHUSA MAINUCHTOB ¢ BPOKICHHBIM 'HIIEPUHCYJIUHU3IMOM C YIE€TOM KIMHUYECCKHUX U TCHCTUHICCKHUX oco0eHHoOCTeH

[nasokeuma-vyBCTBUTENBHOE
TevYeHue

v

TpaHauTopHoe
TevyeHne

BI'M, obycnoBneHHbI NepvHaTankbHbIM
cTpeccom

CvHppomaneHele hopmel BI'U

Her.

ABCC8 u KCNJ11 (2zemepo3uz20mHbIil

sapuaum), GCK,HK1,INSR
CuxdpomanbHbie hopMbi

v

MepcucTupytollee
Te4dyeHne

MpoBouWpytoLKi
dakTop?

MpoBa c puasokcuaom
5-15 mr/kr/cyT
He MeHee 7 OHen

A

[nasokeua-pe3ncTeHTHoe
Te4eHne

Mposepexve 18F-JODA

dokansHas dopma

ABCC8 u KCNJ11

(reTepo3uroTHLIN BApUaHT)

Pesekuns dokyca
Noaxenyao4Hon
Keneabl

NaT-KT

A

Nuddysran hopma

Na

h 4

MpoTenH-
MHOYUMPOBaHHbIE
rMNOrnMMKeMUM

h 4

GLUD1, HADH

ABCCS8, KCNJ11 (2emepo3uzomHbii

eapuaHm)

Mnornnkemuna
nocne chusn4eckon
Harpyaku

SLC16A1
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Mepesoa Ha
naHpeoTus,

OTBeT Ha oKTpeoTua

5-20 MmKr/xricyT

ABCC8 u KCNJ11 (retepo-
W rOMO3WrOTHbI BapUaHT)

Cy6TtoTansHasa
NaHKpeaTaKTOMUA




Ipuaoxenue B. Uudopmanus s nanmeHra

1.

Poaurenn/onexynsl Bcex nanueHToB ¢ BI'M B 00s13aTebHOM MOPSAKE JODKHBI BIAJIETh TEX-
HUKOW aHaM3a TIIMKEMHH MOPTATUBHBIM TIIOKOMETpoM. HeoOXomuMmo naTh 4YeTKHe WH-
CTPYKIIUU IO KPATHOCTU U3MEPEHHUSI TTIMKEMHH U LIEJIEBBIX 3HAYCHUSX caxapa KPOBH.

Heob6xoaumMo pacckazaTh pOAUTENSIM O BO3MOXKHBIX KJIMHUYECKUX MPOSIBJICHUSX TUIIOTIINKE-
MUU Yy JIeT€H pa3HOro BO3pacTa.

B ,I[OM&H.IHGﬁ anTeyke 003aTeNLHO AOJIDKHBI XPaHUTHCS THIIEPIIIMKEMHUYCCKUEC CPEACTBA AJIA
OKCTPCHHOI'O IPUMCHCHMUA

- PactBop nexcrpossr®** (10%) BBegeHHE KOTOPOTO BO3MOKHO IEPOPAIBHBIM IIyTEM, UCIIOIb3YETCS

ecnu y peOeHKa THIIOTIIMKEMHUs U OH B CO3HAHMU. BaXHO mpenocTepedb pOIUTENeH OT MOMBITOK

CaMOCTOATCIBHOI'O IAPCHTCPAJIBbHOT'O BBCACHNA paCTBOPA I''TFOKO3bI, TAK KaK B/M HMHBCKI WU BBICOKO

KOHLICHTPUPOBAHHBIX PACTBOPOB MOT'YT IIPUBOJAUTDH K PAa3BUTUIO MECTHBIX OCJIOKHEHUM.

- TabneTku AEKCTPO3BI** (I IEpOPaATLHOTO MPUMEHEHHS ), UCIIOIB3YETCs, €ClIN y peOeHKa I'UIIo-

TJIMKEMHUA 1 OH B CO3HAaHHUMU.

- PaCTBOp raroxkarona** AJI BHYTPUMBIIICYHOI'O MJIW ITOAKOXKXHOT'O BBCACHM . MoxeTt IMPUMCHATLCA

IPU TSOKENBIX THUIOTIUKEMHSIX ¢ oTepeil co3Hanus. Heo6xoanMo o0ydeHne TEXHUKE pa3BeICHHS

npenapara v NpoBEACHUS HHBEKIIUMN.

4.

[Tpu mocTymnennu pedbeHka B JETCKUM cajl WK KOy, HE00X0IMMO HH()OPMUPOBATH yUU-
TEJIs/BOCTIMTATENS/METUIIMHCKYIO CECTPY O €ro 3a00JeBaHUM U MYTSIX KyMUPOBaHUS TUIIO-
TIIMKEMUYECKUX COCTOSIHUM.

Poautenu qomkHbI ObITE HH(POPMHUPOBAHBI O TOM, UTO B CITy4ae Pa3BUTHS HHTEPKYPPEHTHBIX
3a00JIeBaHU, COMTPOBOXKIAIOLINXCS AUAPEEH, PBOTOM U OTKAa30M OT €JIbl, TUIIOTJIMKEMUHU MO-
TYT yCYTYONSATHCS ¥ pa3BUBAThCS Jaxke Ha (pOHE TPOBOAMMOTO JieueHus. B ciyyae pa3Butus
moA00HBIX cocTosiHUH, AeTsaM ¢ BI'U MmoxxeT ObITh TOKa3aHa TOCMIUTATU3AIIMS C IIENIbIO TIPO-
BEJICHUS MOJICP>KUBAIOIIEH MH(Y3UOHHON Tepanuy pacTBOPaMu JEKCTPO3BI**,

Bceem nannentam ¢ BI'M nokazano HomieHue OpacieTa ¢ yka3aHHeM UMEHU U PEKOMEH1aIu-
MU 10 OKa3aHUIO SKCTPEHHOM MEIUIIMHCKONW MTOMOIIH, TeJedOHa JOBEPEHHOTO JIUIIA.
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Ipuaoxkenue I'1-I'N. IIIkaabl oleHKH, BOONPOCHUKH U IPYIrHe OEHOYHbIE HHCTPY-

MEHTbBI COCTOSHHUA NAINMCHTA, IPUBCACHHBIC B KIMHHYCCKHX PEKOMCHIANMAX

Cneyuguueckue onpocHuKu He paspabomatvl, He UCNOIbIYVIOMCAL.

49



