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Cnmcok cokpameHniu

AJl — ayTOCOMHO-TOMUHAHTHBIHI

AP — ayTOCOMHO-pELIECCUBHBIN

AT® - anenozuntpudocdar

B/B - BHYTPUBEHHO

BI' — BpOX1€HHBI! THIIEPUHCYJINHA3M

I'-6-® — rirox030-6-pocdar

I'’I1 - rmyramaT-aeruaporenasa

I'CJ] — recTraliuOHHBIN caxapHbBIA TUA0ET

I'T® - ryano3unTtpudocdar

JP —nna3okcua-pe3sucTeHTHBIN

JY — nra30Kkcua-4yBCTBUTEIbHbBIN

KT — xomnbroTepHas Tomorpadus

JIAD - nakTaTaeruaporeHasa

MKT1 - moHOKapOoKkcuiat Tpancnoprep 1 tuma
MPT - marauTHO-pe30HaHCHAsE TOMOTpadus
HTT — napyieHnue ToJepaHTHOCTH K TITIOKO3€
[N — nankpeatnvyeckuii THACKC

19T — mo3uTpOHHO-IMUCCHOHHAST TOMOTpadus
CJI — caxapHblii 1uadeT

V3U — ynbTpa3zByKOBOE UCCIIECIOBAHUE
18F-JTIODA - 18F-L-muruapokcudeHnaaaHiHOM

MODY - nuabet 3penoro Tuma y MOJIOJAbIX



TepMuHBI U onpee/IeHUs

JAna30KCcHI-4yBCTBUTEJIbHOE TeYeHHE BPOKIAEHHOT0 THIEPUHCYJIHMHU3MA — 3TO
TedyeHue 3a00JIeBaHUs, IPU KOTOPOM TEpamus TUa30KCHIOM TO3BOJISIET JOCTUYD SYTTTUKEMUH Y
MalueHTa

Jna3zokcua-pe3ucTeHTHOE TedeHHe BPOKICHHOT0 TMIEPUHCYJINHNU3MA — 3TO TEUCHHE
3a00JIeBaHUS, TIPH KOTOPOM TEpaIus IUA30KCHIOM B MaKCHMAaJIbHBIX JO3HPOBKAX B TCUCHHUE
nepuoja He MeHee 6 JHel He MO3BOJISeT JOCTHYb DYTTIMKEMUH Y MMallueHTa

IIporenn-unayuupoBanHasi  (¢gopmMa BpPOXKIEHHOI0 TMIEPUHCYJIUHU3MA — 3TO
KJIMHU4YecKas Qgopma 3a0o0jeBaHUs, MPU KOTOPOH SIMU30/bI THUIIOTIIMKEMHUU TPOBOIUPYIOTCS
MpUEMOM OEJIKOBOM MHIIN

du3uyecKu-NHAYIHMPOBaHHAsT (GopMa BPOKIEHHOT0 THIEPUHCYJMHU3MA — 3TO
KIMHUYecKass gopma 3a00eBaHUs, MPU KOTOPOH SIU30bI TUMOTIUKEMHH IMPOBOIUPYIOTCS
(bu3nYeCKUMU Harpy3KaMu

doxajabHast popMa BPOKIEHHOr0 rHNEPUHCYJIMHU3MA — 3TO THUCTOJIoTHYecKas opma
3a00JieBaHMsL, IPU KOTOPOM HeaJieKBaTHAas! MOBBIILIEHHAS! CEKPELIHs MHCYIMHA OCYHIECTBIISIETCS 3a
CYET OTPaHMYEHHOTO Y4acTKa MOKEITyA0YHOMN jKeJe3bl, B TO BpeMs KaK OCTaJIbHasl 4YacTh OpraHa
COXpaHSeT HOPMaJIbHYIO (DYHKIUIO

JAuddy3nas popma BpoKIeHHOTr0 rUNEePUHCYIMHU3IMA — ITO TUCTOJIOTHYECKas (hopma
3a00JieBaHUs, IPU KOTOPOH HeaJleKBaTHAsI MOBBIIICHHAS CEKPELIUs HHCYIMHA OCYIIECTBIIAETCS 3a
cueT 6eTa-KIeTOK, PACHOJIOKEHHBIX M0 BCEH TKaHU MODKETYI0UYHO JKele3bl

NMnpuHTHHT - SnUreHeTudyeckuii GeHOMEeH, MpU KOTOPOM SKCIIPECCHsI ONpeAeIEHHBIX

I'€HOB OCYHICCTBJISACTCA B 3aBUCUMOCTH OT TOT'O, OT KaKOI'0 pOAUTEIA IMOCTYIIHUIIN aJlJICIIN.



1. Kparkas nHpopmanus o 3a00/1eBaHUI0

1.1 Onpeneaenune

Bpoxnennelii  runepuncyaunusMm  (BI'M) - ato  rpynma  3a0oseBaHMi,
XapaKTepU3YIOIIHUXCS HEaJIeKBaTHOMI runepcexpenuen UHCYJIUHA Oera-KJIeTKaMu

MOJDKEITYJOYHOH HKeJe3bl, YTO MPUBOJUT K PA3BUTHIO THITOTIMKeMIH [1].

1.2 ITHOJ0THS U IATOreHEe3

Haubonee yacto npuunnoit BI'U sBisitoTcst maToreHHbie MyTanuu. B HacTosuit MOMEHT
B JUTepaType omnucaHo 14 reHoB, MyTaluu KOTOPBIX MOTYT HPUBOIUTH K pa3zButuio BI'U.
[ToMumMo 3TOTO, CYIIECTBYIOT CHHAPOMAJIBbHBIE IMATOJOTUU, B CHUMITOMOKOMILUIEKC KOTOPBIX
MOXET BXOJUTHh THUINCPUHCYIMHEMUYECKHE TUMOTIHKEMUNU. OTAETBHYIO TPYIIY COCTaBISIOT
TPAH3UTOPHBIC TUTIEPUHCYTUNHEMUUECKHIE TUITOTTMKEMUNA HOBOPOXKJICHHBIX, PA3BUBAIOIIN ECST KaK
OCJIO’)KHEHHE TEpPUHATAIbHOIO MEepHoJa WM Kak CJEICTBHUE 3aJIepKKU BHYTPUYTPOOHOTO
Pa3BUTHAL

Hannuwne Toil uiv MHOW r€eHEeTHYECKON MyTalluy ONPENEISAET YHUKAJIBHBIN MyTh pa3BUTHUSA
BI'l. Huwxe ykazaHbl OCHOBHBIE 3BE€HbSI, TPU TTOBPEKIECHUHU KOTOPHIX, AKTUBUPYETCS MPOTYKIIHUS
WY ACVCTBUE UHCYIUHA, YTO B JAIbHEHIIEM IPUBOIUT K TUIOTJIMKEMHH.

['110K0303aBUCMMBIN ~ MEXaHM3M  CEKpELMM  HMHCYJIMHA  SIBJIIETCS  CIIOKHBIM
MHOTOCTYIIEHYAaThIM ~ IIPOLIECCOM, KOHTPOJUPYEMBIM  Pa3jIUYHbIMA TOPMOHAJIBHBIMU U
(bepMEeHTaTUBHBIMU CcUCTeMaMH. B HoOpme, TIJIOKO3a NpPOHUKAaeT B OeTa-KIETKU IyTeM
yrnporieHHOH nuddy3uu, rae oHa MoABEpraercs MEpPBOMY dSTaly TIUKOIM3a MPU TOMOIIU
bepmenTa rarokokuHasel [2]. B pesynbrare mepBoit peakiuu dochopuirpoBaHus odpasyercs
AKTUBHBIN METaOOJIMT TJIFOKO3BI - TITI0K030-6-hocdar (I'-6-D). JleHnuH Takxke sBISETCS OJHUM
13 CTUMYJIATOPOB CEKPELIMU UHCYINHA. [ J1F0K03a 1 IEHLIMH aKTUBUPYIOT BHYTPUKIIETOYHBIN LIUKII
Kpebca, B pesynbrare kotoporo cuntesupyerca AT®D. [Toeimenue ypoust AT® u yBenuueHue
cootHomeHus: AT®O/AID Bemer 3a coboit kackaa peakiuili: uHrubupyercsa padora ATO-
3aBUCHMBIX ~ K'-KaHajgoB, MPOMCXOOWT  JIETOJIAPU3AlUs  MEMOpaHbl M OTKDPBITHE
BoJbTak3aBUCcHMBIX Ca''-kaHanoB, moBbiraercss KoHieHnTpanus Ca’™ B KieTKe, 4TO0 B CBOIO

o4epeib CTUMYITUPYET 3K30I[UTO3 HHCYIHMHA (PUCYHOK 1).

[Ipu cHUKEHUH YPOBHS TIIFOKO3bI B KPOBH, €€ BHYTPUKIETOUHBIA METa00IN3M CTAHOBUTCS
MeHee WHTCHCUBHBIM, PUBOJIS K CHIDKeHHIO cooTHOIIeHus ATD/AJI®D. [Tocneanee onocpenyer
otkpeitHe AT®d-3aBucHMBIX K'-KaHAIOB M 3aKphITHE BOJIBTaXk3aBUCUMBIX Ca'’-KaHAIIOB, TeM

CaMbIM 6J'IOKI/Ipy}I CCKPCIUIO MHCYJIMHA.



Pucynoxk 1. Perynsauus cekpenuu MHCYJIMHA
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WHeynuH

Hanbonee uacroit mpuumHoit BI'M sBIAOTCS WHAKTHBUPYIOIIME MYTallUd B TEHAX
KCNJ11 u ABCC8, xomupyromue AT®-3aBucumeie K -kananel [3]. Onucanbl Kak ayrocOMHO-
pelieccuBHbIE, TaK U ayTOCOMHO-JIOMHHAHTHBIE MYTAallMd yKa3aHHBIX T€HOB. TakuMm oOpaszom,
dbopmupyercss  cuTyauus, TpU  KOTOPOH  BBIIIEYKAa3aHHbIE  KaHAIbl  OKAa3bIBAIOTCS
HeZeecrnocoOOHBIMM HE3aBUCUMO OT YpPOBHS INIMKeMHH. B mocnenctBue memOpaHa OeTa-KIeTKU
HAXOJHUTCS B JICMIOJIAPU30BAHHOM COCTOSIHMM, YTO BJI€UET 3a COO0OM M30BITOUHOE MOCTYILJICHHE
Ca™ B KJIETKY U IMIIEPCEKPELIMIO MHCY/INHA.

Bropoii naunbonee pacnpoctpanénnoit npuuuHoilt BI'M sBnsitoTcs aKTUBHpYIOILIUE
ayTOCOMHO-JIOMUHaHTHble ~ MmyTamuu  reHa  GLUDI. JaHHplii  TeH  KOOUpYyeT
rIIyTaMaTIeruiporeHa3dy, KoTopas HeoOXoauma s MpeBpalleHus Triayramara B aibda-
Keroriyrapat 1 ammMonuid. [loBeilieHue anbda-kerornyrapara npuBouT K yBenudenuo ATD u
BBIILICONMCAaHHOMY Kackaly peakuuid. Y mauueHToB ¢ myranueid B reHe GLUDI ormeuarotcs
TUIIOTIIMKEMMHU KaK HATOILAK, TaK U rociie npuema 0enkoBoit muiy. [locneanee oObscHsIETCS TEM,
yro B J1000i  OenkoBOM  MuIle ecTh aMHUHOKHMCIOTa  JICHIIMH, aKTUBUpYOLIas
rIIyTamMat/IerujporeHasy.

Taioke ommcansl rpynmnsl nanueHToB ¢ BI'M, kK BO3HMKHOBEHHMIO KOTOPOTO MPUBEIH
myranuu B reHax GCK, HADH, HNF4A, HNF1A, SLC16Al, UCP2, HK1, PGM1, PMM2,

CACNA1D, FOXA2. Baxno oTMeTUTh, uTOo Oonee yeM B 50% ciydaeB, MOJEKYISIPHO-



renetndeckuii Bapuant BI'U ycranoButh He ynaercs [3]. ['enernueckue Bapuantel BI'U u nx

OCHOBHBIC KIIMHUYCCKUC XaPAKTCPUCTUKU ITPUBCICHLI B TaGJII/II_[e 1



Tabmuua 1. 'enernyeckue BapuanTel MOHOTeHHOH (hopmbl BI'U 1 X KIMHUYECKHE XapaKTePUCTUKU

Xpomoco PoJb MexaHu3m pa3BUTHA
MHasi Oesika/(pepmenTa THIOTJINKEMHH NIPH Tun TunuyHblie KIMHUYECKHE
I'en Benox/pepment
JIOKAJIN3 HApylIeHUH PyHKIMHU HacJ1el0BaHUs XapaKTepPUCTUKH
anus
dopmMHpoBaHHE Hedextnoie  ATd-3aBucuMbIE Jebor B HEOHATaJIbHOM
AT®-3aBUCHMBIX K*-kanassi OCTarOTCsA B BO3pacTe, 4acTo MaKpOCOMHS
K*-kananos 3aKpBITOM COCTOSSHUM Wi He | AP IpPU  POXKACHUU, JHUA30KCHU]I-
IpEJICTaBICHbl Ha MeMOpaHe pesucrentHoe (/IP) Teuenue
KJIIETKU [4, 5]
. Jlebror B HEOHATaJIHLHOM
KCNJ11 Kir6.2 BO3pacTe, 4YacTO MaKpOCOMHS
11p15.1 ALl npu POKIICHUH, qarie
ABCCS8 SUR1 JTINA30KCUI-UYBCTBUTEIILHOC
(JIY) teuenue [6]
doxkanbHbIE HOPMBI, 10T B
HEOHAaTaJIbHOM BO3pacTe,
NmnpunTHHT
4acTO  MakpocOMHs  Ipu
poxaenun, JIP teuenue [7]
Karanuszupyer CHmxaercs UHTUOUpYIOIIIee Jle6roT B mepBBIid IOl KU3HHU,
PEAKIIHIO BIIMSIHUE I'TO Ha '/, TUIIOTJIMKEMHH KaK HaToOIaK,
Tnyravar- IpeBpalieHus MOBBIIIAETCS. BHYTPUKJIETOYHAS Tak © 1ocie  OenKoBoi
GLUD1 | 100233 A — riyramara B anbda- | koHnentpamuss ATD 3a cyer AT Harpy3kd,  MOXeT  ObITh
(CIU) KeTOTIyTapar U | y4acTusi O-KeTorjiyTrapara B MOBBIIIEH YPOBEHb aMMHaKa
aMMOHUU ke Kpebca kpoBu, J{U teuenme. Moxer

OBITh reHepan30BaHHas
snuiencus [ 8]
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Karanmusupyer CHuxeHue mnopora TJIMKEMUU Knunuka BapuaOenbHa: OT
peaxkuuio JUTSL TJIFOKO30-3aBUCUMOTO ITYTH ACUMIITOMATUYECKOM
(dhochopunrpoBaHu | CEKpEIIUU UHCYIIMHA TUTOTJINKEMHH c a4
s TIIIOKO3BI B TEYECHUEM bi (o) TSKETIBIX
TIIF0K030-6-pocdar TUTOTJINKCMHMA c 1P
GCK | 7pl13 I'mokokuHaza (I'-6-0) ALl TEUCHHUECM.
Y  HEKOTOpBIX NAalHEHTOB
OTMEYeHa COXpPaHHOCTh
HEBPOJIOTUYECKOW  CHCTEMBI,
HECMOTpS Ha TSKECTh
runoriaukemMus [8]
Karanusupyer CHuxaercs J1e0roT B mepBhIil T )KU3HHU,
PEaAKINIO I/IHFI/I6I/Ipy10H_[ee BIINAHHEC Ha [POTEKAET C KETO30M
npeodpasoans 3- 'R (MOBBILIEHO coAepsKaHue 3-
PHAPOKCH- TUIPOKCUOyTHpaTa B KPOBU U
3-runpokcu- AmmnKoA B 3- 3
HADH | 4q25 AunnKoA- xero-AunnKoA B AP rrApoKCHITyTapata B
jermaporenasa | Tporecce GeTa- MOYE€), TUTIOTJIMKEMUHN MOTYT
OKHCIICHUS pPa3BUBATHCS B OTBET HA
JKUPHBIX KHCJIOT oenkoByro nuiry, JJU Tedenue
[8]
®daxrtop Jlo koHIIa HE u3yueH J1eOr0T B HEOHATAIBHOM
TPaHCKPUIILIHUH, MEepUOJE, ONTUCAHBI
Hyxneapnsiii HE0O0X0 UM Ha TPAH3UTOPHBIE TUIIOTIIMKEMUH
HNF4A | 2013.12 ¢bakrop JTanax AL B HEOHATaJIbHOM BO3pacTe C
renaTonuToB 4 AMOPUOHAIILHOTO MMOBTOPHBIM BO3HUKHOBEHHEM
anbda pa3BUTHS TUNIOTJIMKEMUI U TTOJTHBIM
BHYTPEHHHX pa3penieHrueM K IKOJIbHOMY

OpraHOB, TAKXKE

BO3pacry, U teueHue.
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UIpaeT poJib B
TpaHCIIOPTE
TJIIOKO3BI,
[JIMKOJIN3€E U

Takxe BO3MOKHBI
MaKpOCOMHUS IIPU POKICHUH,
HapyleHne QyHKINU TeYeHH

U MOYEK. Y B3pPOCIIBIX

MUTOXOHJIPHATHHO MalUEHTOB MOTYT OTMEYaThCs
M MeTaboJIu3Me I'CH, HTT u C/I Tuna
MODY. [9]
®dakrtop o xoHIla HE U3yUYeH Jleb6roT B
TPAHCKPUIILIHH, HEOHATaJIbHOM MEPUOJE,
HykoteapHbiii HE00X0IuM Ha BO3MOJKHO paspemenne BI'M
Jrarnax K IIKOJILHOMY Bo3pacty, 1Y
HNF1A | 12924.31 (axtop SMOPUOHAIIBHOTO TEYEHHE.
remnarouuToB 1
amsda pa3BUTHUA } VY B3pocabIX
MOKETYA0YHOM MalUEeHTOB MOTYT OTMEYaThCs
JKeJIe3bl U TIEYEHU I'CH, HTT u C/] Tuna
MODY. [9]
Perynupyer [Ipu runepakcnpeccuu
TpaHCIOPT JakTara | JakraraeruaporeHassl (JIII') u ['unornukemuu nmocie
SLC16A MoHokapOOKCHII | U TUpyBaTa uyepes MKT1 Bo Bpems dusndeckoit (du3HIecKoi aHAPPOOHOU
1 1p13.2 aT TpaHCTIOpPTEp | MeMOpaHy Oerta- Harpy3KH TMOBBIIIACTCS MUPYBAT, Harpy3KkH, OTCYTCTBHE
1 Tuma (MKT1) | kimeTku, KOTOphIE MIPUBOISIINHN K YBETUYECHUIO TUTIOTJIMKEMHH Ha (OHE
Y4acTBYIOT B LIUKJIE | npoaykuuu AT TOJIOTAHUSI.
Kpebca
Tpancnoptupyet H30piTOuHOE Je6roT B mepBbIe MoJIro1a
npoTtonsl ¥ Gochat | pochopunupoBaHue rIOKO3HI U JKU3HU, TUTIOTJIUKEMUS Ha
UCP2 11q13.4 Hecsizannbiii | uepes TUTIEPIPOTYKIUS ¢doHe roroaHus U Mocie
a%s MPOTEUH 2 TUIA | MUTOXOHJPHAIbHY | BHYTpUKIETOUHOU ATD MpueMa TIIFOKO3bI, OMUCAHO

10 MeMOpaHy B
0oOMeH Ha oKcaiar

kak /1Y, tak u JIP Teuenue
[10]
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M MajiaT, ueM
OIPAaHUYUBAET
OKHCIICHHE
TJIIOKO3BI B MOJIB3Y
JKUPHBIX KHCJIOT

B HOpME HE
JKCIPECCUPYETCS B

CHmKeHHE nmopora TJIMKEMHUHN
AJId TJIFOKO030-3aBUCHUMOI0 ITYyTH

MOJKETyIOYHON CeKpeluy HHCYIHHA e0loT Ha TepBOM TO
HK1 | 100221 | Fexcoxmmasa 1 | MOVKCIYA peLyH HHCY A P ny
xKenese, xus3an, 1Y teuenwue. [11]
dbochopumpyer
rioko3sy B [-6-®
Karanmnsupyer VYBennuuBaercs
obpaTtum BHYTPHUKIIETOYHAS
P yio KeroTudeckast TUTIOTTHKEMUS
PEaKIHIo epexoa | KOHIICHTPALUS KaJIbIUS H
HATOIIAK, THIIOKETOTHYECKAs
TJII0K030-6 CHIDKAETCS TOPOT LTS TIIFOK030-
THITOTIIMKEMHSI B OTBET HA
N3odepment | pocdara B 3aBUCHUMOTO CHHTE3a HHCYJIMHA. .
Harpy3Ky TITFOKO30M, OITUCAHbI
PGM1 1p31.3 dbocdorirokoMy | raroKo030-1- OTHOCHUTCS U K 00JIe3HSIM AP Pysky ’
pacriieneHsl Heoa,
Ta3bl tdocdar, T.0. rrokorena (14 tum), u K
HU3KOPOCIJIOCTh, HAPYILICHHUE
npeoTBpaIas HapYIICHUSIM
(GYHKIIUY TIEYCHH, MHOTIATHS
TJIMKOJIN3 (=pacnaj | TIMKO3HIMPOBAHHMSL. [12]
TJIFOKO3BI C
BeIZIciIcHHEM AT®)
ObecnieunBaet HapyieHue rimko3uimmpoBaHus J1eOr0T rUTOTIIMKEMUH B
TIPOIIECCHI 0eJKoB nepBbIi roj xu3nu, GYU
Docd TJIMKO3WUJIMPOBAHUS TEYCHUE.
ochomaHHOM
PMM?2 16p13.2 ) y AP CoueraeTcs ¢ MOJIMKUCTO30M
Taza

MNOYCK U IICUYCHU. HGKOTOpLIe
MyTalus BbI3bBIBAIOT
BPOKIACHHOC HAPYIICHUC
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TIMKO3UJIINPOBAHUA la Tuma

[13].

Perynsauus ypoBHs YBennuuBaercs JleGroT B HEOHATATHHOM
Anbpa-1 BHYTPUKIIETOYHOTO BHYTPUKIIETOYHAS nepuoae, PY reuenue.
cyObeanHuIA KaJIbIUs KOHUEHTPALUs KaJbIHs Bo3moxHO coueranue ¢
BOJIbTAX- MOPOKaMH cepaua
CACNA p iy pALa, }
1D 3p21.1 3aBUCHUMOTO TUTIOTOHUEH, JIETOYHOM
Ca*"-kanana L- TUTIEPTEH3HEN, CIENOTON 1
THUIIA MIePBUYHBIM
TUIEPaHIIbJI0CTEPOHU3MOM.
[14]
®dakTop Jlo KoHIIa HE U3y4eH
TPAHCKPHUTIIIUN
P P ’ ®Y reuenue.
. HEeO0O0XO0INM Ha
Hyxkneapnsiit Coueranue ¢
JTanax
FOXA2 | 20p1l.21 (dhaktop TUTIOTIUTYUTAPU3MOM,
AMOPHOHAIILHOTO
renatoruToB 33 CTUTMaMHU JUCOIMOpPHOTECHE3A.
pa3BUTHA
[15]
BHYTPEHHHX
OpraHoB

AJl — ayTocoMHO-10MUHAHTHBIN, AP — ayrocomHo-peneccuHbii, J[U — dhapmakouyBctBuTensHoe, [IP- papmakopesucrentroe, ['CI] —

recrallMOHHBIN caxapubiii Auadet, HTT — napymenue TonepantHoctu k rimoko3e, CII — caxapubiit auabet, BI'U — BposkIeHHBIN THIIEPUHCYITHHU
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1.3 DnuaeMuoJa0rus

Yacrora BcTpewaemoctu BI'M cocrasnser 1:30000 - 1:50000 B oOmel momyisiuuu u
1:2500 B 3aKpBITBIX MOMYJSIHIX C BBICOKAM IPOIEHTOM OJHM3KOPOJACTBEHHBIX OpakoB [1]. B
Poccuiickoit ®enepanuu  yacroTa BCTPEYAEMOCTH JAHHOTO  3a00J€BaHUS  IPUMEPHO

cootBerctByer 1:50000 [1].

1.4 KongupoBaunue no MKB 10

E15 — Henuaberuueckasi runoriaukeMuyeckas Koma

E16.1 — JIpyrue ¢popMBbI TUTIOTIIMKEMUHT

E16.2 — I'unornmkeMusi HEyTOUHEHHAS

E16.8 — Jlpyrue yTouHEHHBIE HApYIIEHUS BHYTPEHHEH CEKpEINH IO HKEeTyJOYHON
KeJe3bl

E16.9 — Hapymenue BHyTpeHHEH CEKPEIIUH TIODKEITYIOUHOM KeIe3bl HEYTOUYHEHHOE

[Ipumepsr:

(E 16.1) BpoxxieHHbBIN THIIEPUHCYIMHU3M, THa30KCHI-UYBCTBUTEILHOE TEUCHUE.

(E 16.1) BpoxaeHHBIH THUINEPUHCYIUHH3M, JTHA30KCHUA-PE3UCTCHTHOE TEUYCHUE,
mapdysnas  ¢dopma. CocrtossHue mocne cydroranpHoW maHkpeaTdkTomMuu (05.06.2017).
OcnoxHeHus: 3a/iep>KKa ICUXOMOTOPHOTO Pa3BUTHS.

(E16.1) Cungpom boskBuTa-Bumemana: BpOXXICHHBINM THIEPUHCYJIMHHU3M, oMdaolere,

MaKpoOrJjoccusl.

1.5 Knaccudgukanus

BI'U sBnsieTcst reTepOTeHHBIM 3a00JIeBaHUEM KaK ITHOJIOTUYECKH, TaK U C TOYKU 3pEHUs
KIIMHUYECKOTO TeYeHUs U pazHooOpasus mopdonoruveckux (opm. OCHOBHBIEC MPUHIIMIIBI

KIaccu(UKaIK THIIEPUHCYIMHN3MA TPUBEIeHBI B Tabuie 2 [1,3, 12, 17].

Tabnuua 2. Knaccuduxanus BpoxKA€HHOTO THIIEPUHCYITHHU3MA

Ilo nauTeIbHOCTH 3a00/1eBaHMs]

Tpansuropusiii BI' ITepcucrupyrommii BI'd

ITHOJIOTHYECKHE BapUaHTbI
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Mownorennsie popmbel BI'U: | CunapomanbHbie ¢dopmsl | Bropuuneiii BI'M  Bciencteue

MyTaluu reHos, | BI'U: OCJIO)KHEHUSI BHYTPUYTPOOHOTO U
YYACTBYIOIIMX B PETYJSIUU | v CHHIPOM bexBuTa- | nepuHaTaJbHOTO [IEPUOJIOB
CeKpeLnu VMHCYJIMHA: Bunemana pa3BUTHA (acuxcus pu
KCNJ11, ABCC8, GCK, | cungpom Coroca POKIICHUH, nradbeTHIecKast
GLUD1, HADH, HNF4A, | v cungpom Kabyku deronaTusi, 3a/IepKKa

HNF1A, SLC16A1, UCP2, | v cunmpom IllepemieBcKoro- | BHyTpHYTPOOHOTO pa3BUTHS,
HK1, PGM1, PMM2, Tepuepa BHYTPUYTPOOHBIH CETICHC)
CACNA1D, FOXA2 v’ BPOXKIEHHbIE nedhexThI

TJIMKO3UIIMPOBAHHUA U JIP.

Ilo MPOBOKATOPY r'MMOrJIMKEMHUHA

[Iporenn-unayuupoBanHas | Ousnvecku-unaynuponanHas gpopma BI'U

¢dopma BI'U

Ilo oTBeTy Ha Tepanuio AMA30KCHIAOM

Hunazoxkcun- Jna3oKkcua-pe3sucTeHTHOE

YYBCTBUTCJIBHOC TCUYCHUC TCUCHHEC

ITo rucronoruveckoii popme

Huddysnas popma BI'1 ®doxansHas popma BI'U Atunmunas gpopma BI'U

1.6 Kiinnnyeckasi KapTHHA

Kak npaswmiio, BI' manudectipyer B nepBble JHU WIH HEJCTH KU3HU U TPOSIBISICTCS
TSOKEIIBIMU, TEPCUCTHPYIONIMMH THIIOTIIMKEMHUSMH, Ui Ky[MUPOBaHUS KOTOPBIX Tpedyercs
BHYTpUBCHHAs (B/B) MH(Y3HUS IIIOKO3bI B KpaifHe BEICOKUX 103ax. OIHAKO, BCTpEYaroTCst U Oosiee
nerkue GopMBI € IO3HUM JeOTOM (BIUIOTH J0 TPEXJICTHETO BO3pacTa) U MATKUM TeueHneM. Kak
npaBuio, npu BI'M rumnorivkeMun HaOMIOAAIOTCS HATOIIAK, XOTS MPH HEKOTOPBIX (opmax
THIIEPCEKPEIHs MHCYJIMHA MOXKET ObITh MHAYIIMPOBaHa nprueMoM nuinu. HoBopoxaenusie ¢ BI'U
3a4aCTYIO POKIAIOTCS KPYITHBIMU JIJISI CBOETO TECTAI[MOHHOTO Bo3pacTa [7, 18, 19].

Knunuyeckrie  mposiBIEHUS  THMNOTIIMKEMHHM — HecreuuuyHbl W JENsATCS  Ha
aJipeHepruveckrue WU HelpornukomneHnueckue. K MepBbIM  OTHOCUTCS  TUIAKCHBOCTD,
pa3apaXKUTENbHOCTh,  IOBBIIIEHHAs  MOTIMBOCTh.  HelporaukomeHWMYecKne  CHMITOMBI
MPOSIBIIIIOTCS  CHW)KCHHEM  KOHIIGHTpAIlMM BHUMAaHUA, CJIa0OCThIO, OTKa3oM OT  €[bl,
COHJIMBOCTBIO, HAPYIIIEHHEM CO3HaHHs. boyiee ueM B MOJIOBUHE CIy4aeB B AeOr0Te 3a00IeBaHUS

BI' MPOABIIICTCA CyAOpOraMu y IICTCI\/'I, TAKXXC Y HOBOPOXKICHHBIX JeTel oTMedaeTcs HapylmieHue
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JbIXaHUs BIUIOTH O anmHo3. CTOUTh OTMETUTH, YTO Y MALMEHTOB TaKXKE MOXET OTMEYaThCs
XOpoIllee CaMOYyBCTBUE U HOpMaJIbHAsl aKTUBHOCTH Ha (hoHE runornukeMun. Jlanueiii ¢peHomen
CBSI3BIBAIOT C aJalTallMell OpraHn3Ma K MepCUCTUPYIOLIEH THIIOTIIMKEMHUH.

XapakTepHble YepPThI JIMIA U COITYTCTBYIOLINE 3a00JI€BaHNS OTMEUAIOTCS Y MAallUEHTOB C
CUHIpOMaNIbHBIMU (opMmamu  3a0osieBanusi. Cunapom bexBura-Bugemana: makpocomms,
TEeMUTHIICPILIA3Us, MaKporjoccus, oMdaoriene, pa3BUTHE SMOpPHOHAIBHBIX omyxojei [20].
Cunapom KalGyku: mucmopdus numa mo Tumy Mackd KaOyku, CHIKEHHE HHTEIICKTa,
CKEJIETHBIE aHOMAaJIMU, IMOPOKH cepaeuHo-cocyauctoi cuctembl [21]. Cumapom Coroca:
aHOMaJIbHBIE YepThl JHIA (JVIMHHOE BBITSHYTOE JIHIIO0, O0BIION J100, MaJlleHbKUNA 3a0CTPEHHBIN
MoI00POJI0K), YCKOpPEHUE pocTa (TUTaHTU3M), HapylieHus: (OpMUPOBaHUS CKEJIeTa, YMCTBEHHAs
orcraiocts [22]. Cunapom IllepemenBckoro TepHepa C KoableBoli X-XpoMOCOMOIi:
HU3KOPOCIIOCTb, TUIIEPTOHAIOTPOITHBIN TMIOTOHAN3M, TOPOKU CEPIEUHO-COCYAUCTON CUCTEMBI
[23]. Bpoxkaennbie JgeeKkTbl  TVIMKO3MJIMPOBAHHUSI.  TOJMOPTaHHBIE  HAPYIICHUS,
nepepacnpe/iesieHne MOIKOXKHO-KUPOBOI KIIETYATKH C KUPOBBIMH OTJIOKEHHUSMH B 001acTu
nanoHeit u crom [24].

[lepcuctupyromue TUMNOTIMKEMUN MPUBOAIT K HEOOPATUMBIM TMOBPEKICHHUSIM KIETOK
TOJIOBHOTO MO3ra. Y NAaIMeHTOB MOTYT HaOMIoAaThcs CHENYIOIIME OCIIOKHEHHUS: 3allep’KKa
IICUXOMOTOPHOTO W PEYEBOrO pA3BUTHUA, SMMICICHS, HapyIIEHUs 3peHus, (opMUpOBaHUE

curapoma JIII, napymenus rioranus [3,25].

2. lmarHocTuka 3a00/ieBaHUs WM COCTOSIHUS (TPynnbl 3a00J1eBAHUH WJIN
COCTOSIHHUI1), MEIMIMHCKHE MOKA3AHNS U IPOTUBONOKA3aHUA K IPUMEHEHHUIO

METOA0B THATHOCTHKH

CBoeBpeMeHHasi OUArHOCTHKa 3a00JI€BaHUS TIO3BOJSIET CHU3UTH PUCKH Pa3BUTHUS
HeBposiornyeckux ocioxkHeHuid BI'M. OcHOBHBIM KpuTepueM NOCTaHOBKM nuarHo3a BI'U
SIBJIIETCS HAJIMYKe MOBBIIIEHHOTO YPOBHS MHCYIMHA (MHCYIUH B kpoBu Ooinee 2,0 MkME/Mn) Ha
¢one runokeroTHyeckoi (3-ruppokcuOyTupar B KpoBH MeHee 1,0 MMOJB/N) TMNOTIMKEMHU
(rmoko3a B kpoBu MeHee 3,0 mMMmoab/n) [26, 27]. UacTeIMU 3aTpyIHEHUSAMH B IMOCTAHOBKE
JMarHo3a SBISIOTCA HECNeUU(UYHOCTh KIMHUYECKOW KApTHUHBI TUIOTIMKEMUH, TEepPBUYHAS
yCTaHOBKAa JMarHo3a oSMNMJerncud Ha (oHe cyaopor 0e3 KOHTPOJs TJIMKEMHH, a TaKxke
HE00X0AMMOCTh OLIEHKH YPOBHS MHCYJIMHA UCKIIOUUTENIBHO HA (JOHE TUTIOTIIMKEMUH U 6e3 ydyera

pedepeHCHBIX 3HaYeHHI Ta00paTOPHH.
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2.1 KKajao0bl 1 aHAMHE3

> PeKOMeH)IyeTCﬂ CﬁOp AHAMHE3a Y NAIUCHTOB ¢ KIHHUYCCKUMU IIPOSABJACHUAMMU

THIOIJIMKEMHH

YpoBenb  y0enuTelbHOCTH  pekoMeHganuii A  (YpoBeHb  10CTOBEPHOCTH

I0KA3aTeJbCTB — 3)

XapaxkTtepHsble xano0s! npu BI'U:
® CYIOPOXHBIN CUHAPOM ((oKaTbHbIE/TeHEpaTU30BaHHbBIE CYIOPOTH);
e  MBIIICYHAS THITOTOHUS (B HCOHATAILHOM ITEPUO/IC);
® [OTEeps CO3HAHUS, YTHETCHUE CO3HAHMUS, JICTApTHs;
e Hapymenus npixaHus: amHOd, OpaJWITHOY (XapaKTEpHO I HEOHATAIBHOTO
nepuoa)
® [IOBBINICHHBIN AIETHT, TPOTPECCUPYIOIICE YBEIIMUSHUE MACCHI TEIIa;
e y JieTed CTapIero BO3pacTa BO3MOXHBI MPHCTYIBI arpecCUU M HEaJIeKBATHOTO
MOBEACHUS MPU TOJIOAAHUU.
[Ipu cbope anamHe3a HEOOXOIUMO YTOYHHTH:
e [CpUHATAJILHBIN aHaMHE3 (HaTH4Yhe aCUKCHH, BHYTPUYTPOOHOU HH(EKIINHN);
® 0COOEHHOCTH TeueHHUs OEPEMEHHOCTH (HAIMYue y MaTepu auadbera OepeMeHHBIX);
® AHTPOINOMETPUYECKHUE MOKA3ATENU MPU POXKIACHUN
e Hamuuue  ONU3KMX  POJCTBEHHUKOB, CTPAJAIOLIUX  THMIOTIMKEMUYECKUM
CHUH/IPOMOM, JIaHHbIE O paHHEH MJIaJICHUeCKOH CMEPTHOCTHU B POJY;
e Hajnuuue OJIM3KOPOJCTBEHHOTO Opaka;

® BO3pacCT NPOABJICHUA IICPBBIX CUMIITOMOB I'MIIOTJIMKCMHH.

> Pexomenayercsi mojicueT MOTPEGHOCTH B IJIIOKO3€ Y MAHEHTOB ¢ KIMHUYECKUMH
NPOSABJICHUAMU T'MIOIVIMKEMHH HAa (pOoHe HMH(PY3MOHHON Tepanuu PacTBOpaMu

I'IIOKO03bI

YpoBeHb yOeauTelbHOCTM  pekoMeHJamuii A  (YpPOBeHb  J0CTOBEPHOCTH

10KA3aTeJbCTB — 3)
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OnHuM U3 JOMOTHUTEIBHBIX KpUTepueB auarHoctuku BI'W siBisiercs BbICOKask MOTPeOHOCTH B
TJII0KO3€ (> 8 MI/KI/MUH) Ui TOAJIEpKaHUS HOPMAJbHOTO YPOBHS TJIIOKO3BI KpoBH (> 3,5
MMOJIB/J).

Jy1st moicyeTa UCTOB3YIOTCS CTaHIaPTHBIE (POPMYJIBIL:

Tniokosa 6/8 (me/ke/mun) = (% pacmeopa 2niokoswl x mi/ke/cym)/144

HIJIN

Lniokoza 6/8 (me/ke/mun) = (% pacmeopa anoxosvl x ma/4)/(6 x ke).

2.2 du3ukajabLHoe 00CaeT0BAHUE

> Pexomenayercsi npoBoauTh (u3MKajibHOe 00cjel0BaHHE BCeM NalUeHTaM ¢

KIMHAYCCKUMU NPOABJICHUAMHU T'KNIMOTTTHKEMHUHA

YpoBenb  y0enuTeIbHOCTH  pekoMeHaanuii A  (YpoBeHb  JI0CTOBEPHOCTH

A0Ka3aTeJbCTB — 3)

[Ipu ocmoTpe HEOOXOAMMO OOpaTUTh BHUMAHUE Ha:
® CTUT'MBI TUCOMOpHOTEeHE3a (XapaKTepHBbI Il CHHIpOMaTbHBIX popm BI'N);
® JIaHHBIC AHTPOTIOMETPHUH (MOXKET BBISBIIATHCS MAaKPOCOMHMsI, MUKpoLiedaus);
® TICUXOMOTOPHOE pa3BHTHE peOCHKA (BO3ZMOIKHA 33JIEPIKKA);
® COCTOSIHME CETYAaTKH U JUCK 3PUTENIbHOTO HepBa (CIIENOTa SABJISETCS OJHUM U3
OCJIOXKHEHUH TSKEJIOW HEOHATAIbHOUW TUITOTJIMKEMUHN ).
® HaJgM4Me BPOXKJIEHHBIX IOPOKOB Cepjlla, MOPOKOB TMOYEK (XapakTepHO st

cuHapoManbHbIX Gpopm BI'N)

2.3 JIaGopaTopHAasi ATHATHOCTHKA

> PexomeHnayercsi IpoBeleHHe MOHUTOPUPOBAHNS IIMKEMHUHU KaxKable 2-3 yaca

nepen enoﬁ Y MaueHTOB ¢ KIIMHUYC€CKUMH MPU3HAKAMMU THIIOTJTUKEMUHA

YpoBeHb  yOenMTeJbHOCTH  pexkoMeHJanmuiik A  (YpoBeHb /I0CTOBEPHOCTH

10KA3aTeJbCTB — 3)

PexomeHnnoBan CyTO‘-IHBIfI MOHUTOPUHI' YPOBHA TJIFOKO3bBI B KPOBH, KOTOpBIfI MOXCT

IMpoOBOAUTCA HOCPEACTBOM TIOPTATHUBHOTO  TIFOKOMETpaA U/MIIH  CHCTEMaMHU CYTOYHOT'O
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monutopupoBanus (Continuous Glucose Monitoring System (CGMS)). OneHuBaTh TaKUM

00pa3oM IrIMKeMHYECKH TPOPHIIb PEKOMEHIyeTCs] B TEUEHUE KaK MUHUMYM 1—3 CyT.

KOMjweHmapuu: Hpu MOHUMOPUHZE YPOBHA 2CJIHOKO3bl 8ANCHO BbISICHUNb Koe0d u Kaxk yacmo y
nayuerma pas3euearomcs cunociukemMuu. npoucxodum Jau omo Hamowaxk uiu nocie edbz,
Ymo4Hums nocie Kaxotl nuwu 5mo npoucxodum uawe, 4yepes KaKkoe epems nocie eabl, ecmov Jiu

3A6UCUMOCIIb MENCOY cUNno2IuUKeMusmu u usuyeckou Hazpyskot [28, 29].

HOHTBGpZ{I/ITB JUardo3 BpOXKJACHHOI'O THIICPUHCYJIMHU3MAa MOKHO TOJIBKO 10

a00paTOPHBIM JAHHBIM.

Kommenmapuu: NB! B ciyuae neonamanvrou manughecmayuu 3a60.1e6anus, 1a60pamopHoe
obcnedosanue yenecoobpazHo nposooums nocie 48 uacos xcuznu (He paree 3 Cymox Hcusuu),
YUMo MUHUMUUPYEN TONHCHBIE Pe3VTbMAambl, KOMopble MOZYn OblMb C833AHbL C NEPUOOOM

adanmayuu.

» 3abop KpoBM JUIA JIA0OPATOPHOI Bepu(pUKAIUM THATHO32 HEOOXO0TUMO
NpoBOAUTH Ha ¢oHe runoramkeMun (Menee 3,0 MmoJib/i1). CiMCOK aHAJIM30B
npejacrasjeH B Tadauie 3. B ciydae eciim ucciieqoBanus He ObLJIM MPOBEJAEHbI HA
(poHe CIOHTAHHO¥ TMNOTTUKEMHH, TOKA3aHO NMPOBeleHHe TPOBOKAIMOHHBIX
npo6 (cM HIKe).

» JIMar{Ho3 moaTBepIKIAeTCsl MPU HAJHYNH OCHOBHOIO KpUuTepusi U 1 niim 6oJiee

JOIOJIHUTEJbHBIX KPUTEPUEB U3 Ta0auIbl 4.

Taoauna 3
MarepuaJ I UCCIeTOBAHUS IMapamerp
BeHno3Has kpoBb e ['moko3a*;

e  DJIEKTPOJIUTHI

e buoxumuyeckuil aHain3 KpOBU
® UHCYIUH¥,

o C-menrun,

® KOPTHU30I,

o (1T,

e HODPI,
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o TTT, cBT4;
e Keronossie Tena (3-runpokcudyrupar)™®,**;
e CcBOOO/HBIC )KUPHBIE KHCIIOTHI,

e aMMOHUIT**

MacCCIIEKTpOMETpus) **,

XapaKTEPHO B CTApIIIEM BO3PACTE)

® CICKTP AaMHMHOKHCIOT M alWuJIKapHUTHUHOB (TaHIleMHaFI

e Amnanu3 MeTaboJIUTOB CYIb(OHUIMOYECBHHBI B KPOBH (151

HUCKIIIOYCHUA HTpOFeHHOI\/JI TUIIOTJIMKEMUN —  OoJiee

Kanunnsipuasi kpoBb e Keronossle Tena (3-ruapokcudyrupar)™,**
e Jlakrar
e AMMOHUN™*

e (CnexTp aMUHOKHUCIOT U auuiakapHUTUHOB (TMC)

Moua e KeroHOBRBIE TENTA

L TICK OPraHN4YCCKHUX KHUCJIIOT B MOYEC (XpoMaTorpapua
C

*- HeoOxooumble 011 OUAZHOCMUKU UCCIIE006ANHUA, ** - AHAIU3 MOdICEem Oblmb 63AM KAK U3

8CHO3HOIL, MAK U U3 Kanu]lﬂ}lpHOﬁ Kpoeu

Kommenmapuu: 6 nHopme y pebenxka Ha (owne chudicenus eauxemuu uncyiurn u C-nenmuod He
OO0JIIICHbL ONpedeNsimb 8 KpoBU, d KemoHo8ble mend OO0JICHbI A0eK8AMHO HApacmams, Ymo
ompasicaem HOPMAIbHYI0 QU3UOTOSUIO CUCmeM 2TIOKOHeo2eHe3a u 2aukoeenonusa. Ilpu BI'U na
GoHe eunocruxemuu UHCYIUH uMeem onpeoesiemvle 3HaueHus (m.e. bonee 2 mxEo/mn), xoms
GopmanvHo modcem He npesviuams peghepeHcHvle 3Hauenus aabopamopuu. Ilapannenvroe
uccreoosanue ypogus C-nenmuoa HeoOX00UMO O/ UCKIIOYEHUS AMPOLEHHOU cunoziukemuu. B
ciyyae pe3Ko NoGulUleHHO20 YPOBHS UHCYIUHA U Heonpedensiemo2o yposHsa C-nenmuoda MONCHO
NPeOnoNOANCUMb AMPOSEHUIO (86€0eHUe IK302eHH020 uncyauna). ITlokazamenu xopmuzona y
nayuenmos ¢ BI'Ml wacmo mocym Ovims omHocumenbHo Hegvicokumu (menee 250 umonv/n), umo

He O0JINHCHO PACYEHUBAMbCAL KAK HAONOYeyHuKosas nedocmamounocms [30].

Tabumuna 4. Kpurepun nocTaHOBKH AMArHO3a

Ocnosnoui Kpumepuii

HNucyaun Ha ¢done Ha ¢oHe cioHTaHHOH Wi | >2 MmxkEa/ma
CIIPOBOLMPOBAHHOM * THIIOTJIMKeMHUH (MeHee

3,0 MmMoJIB/0T)
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ﬂononnumeﬂbubte Kpumepuu

KeTonoBble Tes1a (3-rugpokcndyTupar) Ha
(poHe CIIOHTAHHON MJIN CTIPOBOLUPOBAHHON *

runorjukeMuu (Mesee 3,0 MMOJIb/J1)

<1,5 MMoJB/a

CkopocTh YyTHIH3AIUN TJIIOKO3bI IS

NOAJIePKAHUA IYTITUKeMUH (MI/KI/MHUH)

>8 (y nereii ot 0 10 6 mec)

>3 (y aereii crapuie 6 mec)

Peaxknusi Ha BBenenne riokarona (0,05

MI'/KT)

IHogbeM raukeMun 0oJiee yem Ha 1,7

MMOJIB/JI OT HCXOHOTO.

*CMm pa3aesl NPOBOKAIMOHHBIE MPOOBI

IIpoBoKaMOHHBIE IPOObLI

JuarnocTuyeckasi npoda c roJioianuemM
YpoBeHb yoea1uTeJIbHOCTH pekoMeHaanuii A (YpoBeHb J0CTOBEPHOCTH

A0Ka3aTeJbCTB — 3)

[Ipo6a ¢ romomanuemM sIBISETCS «30JI0TBIM CTaHIApTOM» st auarHoctuku BI'U [26-29,
31].

[Ipoa0IKUTETFHOCTD TOJIOJHOTO MPOMEKYTKA 3aBUCHT OT BO3pacTta W Beca peOcHKa. B

HACTOSIIIMHA MOMEHT HE€ CYIICCTBYET CTaHIAPTHU3MPOBAHHBIX IPOTOKOJIOB JTAHHOTO
JUArHOCTHUYECKOTO0 TecTa y JeTed. PexkoMeHJ0BaHO WCIHOJB30BaTh CJEAYIOUINE
BPEMEHHBIC TPOMEKYTKH:

- 1eTu B Bo3pacte 3 aHei-30 aHer ¢ Becom MeHee 3 Mr/kr/cyt — 2,5—3 u;

- 1etu B Bo3pacte oT 3 nuei 1o 30 mHel ¢ Becom Oostee 3 kr — 3,5—4 u;

- 1eTu B Bo3pacte 1—3 Mec — 6 u;

- netu B Bo3pacte 3—12 mec — 8 u;

- 1eTu B Bo3pacte 1—2 jget — 12 y;

- IeTH B BO3pacTe OT 2 JieT U crapme — 18 4.

B xone HDO6BI JAOJIKEH IPOBOAUTBHCA MOHUTOPUHIT CaMOYYBCTBUS U YPOBHSA TJIFOKO3bI B

KpOBHU BCEM IMAIUCHTAM, TAKIKE JKCJIATCIICH KOHTPOJIb KCTOHCMHUHU. Yy HOBOPOXKXICHHBIX C
HOTpe6HOCTBIO BO B/B I/IH(i)y3I/II/I TJIFOKO3bl KOHTPOJIb YPOBHA TIMKEMHUU HCO6XOI[I/IM
KaXJbIC 30 MWH, Y JeTei Oonee CTapuero Bo3pacTa YpOBCHb I'NIFOKO3bI MOKHO U3MCPATH
KaXJbIC 60 MHHYT. KOHTpOJIB KETOHCMUU CIICAYCT NPOBOAUTH HEC PCIKE OAHOIO pa3a B 6
YqaCoB.
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IIpo6a npekparaercs:

- Ipu TIMKeMuu MeHee 3,0 MMOJITb/T, 1ubo
- keToHemMuu 6oiee 1,5 MMOIL/11, 1160

- BBIPQXKEHHOM YXYALLEHUU COCTOSIHUM peOeHKa.

Kommenmapuu: NB! Ilpoba c¢ conooanuem Oonscna nposooumevcs 6 YCI08UAX
cmayuonapa, noo HabaoeHuem KealuduyuposaHHo2o MeOUYUHCKO20 NepCcoHad,
MONLKO NPU HAAUYUU 8eHO3HO20 Oocmynad. Eciu pebenox 6 momenm 006c1e0o8anus
noxyyaem uH@y3uio 210K03bl, Pe3Ko NpeKpawams ee He peKOMeHOYemcs: HeoOX00uUMo
NJIABHOE CHUJICEHUEe CKOPOCMU NOCMYNanwe20 pacmeopa (Ha 2-5 ma/y kaxcovie 15 mum).
NB! V nosopoowcoennvix ¢ BI'U cunocnukemus mModxicem pazeumvcs CmMpemMumenbHo, ¢
MUHUMATbHBIMU KIUHUYecKUMU npossienusmu. C yuemom 93mo2o npu npogedeHuu npoowl
Heobx00umo noozomosums 10% pacmeop entoKo3wl 05 OONOCHO20 88eOeHUs], A MAKIHCE
2NIIOKA2OH, B86edeHUe KOMOopo2o MOodicen Oblmb HeoOXO0OUMbIM NpU Nnomepe GeHO3HO20

docmyna.

IIpo0a ¢ riIlKaroHoM y NanueHToB ¢ BbISIBJIEHHO IMNoOrJanKeMuei

YpoBeHb  y0enuTeIbHOCTH  pekoMeHaauuidk B  (ypoBeHb  /10CTOBEPHOCTH

A0Ka3aTeJbCTB — 3)

Mosxer ObITh HCHOJb30BaHA Kak JOTOJHUTEIbHBIA MMOATBEPIKAAIOLUIUN  METO
JMAarHOCTHKU M 3aBepliaTth npoOy ¢ rojoaanueM. llamuenty m/k uian B/B BBOJIUTCS
rmrokarod B jo3e 0,05 mr/kr (He 6osiee 1 Mr). YpoBeHb TUIFOKO3bI B KPOBU OIICHHBAETCS
yepes 5, 10, 15 u 30 muH.

Kommenmapuu: NB! Ilocne npobwr ¢ enoxaconom uepes 60-90 munym y nayuenmos
Modicem ommeyamvcs pebayHo-eunociukemusi. B cnyuae evipasicennozo Hapacmamus

KemoHO6blX nejl Ha quHe cunociukemuu, eseoenue I nroxazona H€u€ﬂ€COO6pa3H0.

IIpo6a ¢ Harpy3koii 0eJKOM NamMeHTaM ¢ MOJO3PEHHMEM HA NMOCTIPAHIHAIbHYIO

ITHNOIJIMKEMHUIO IO JaHHBIM aHAMHE3a

YpoBenb  y0eauTeabHOCTH  pekoMenganuii B (ypoBeHb  /10cTOBEpHOCTH

0KA3aTeJbCTB — 3)
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[IpoBenenune mpoOkI JKeTaTeNBHO MOCIe 3—6 9 TOJIOHOTO MPOMEKYTKA (€CIIH €CTh TaKast

BO3MOXHOCTE). Pacuer GenkoBoit cmecu | 1 Oenka Ha 1 Kr Beca, JaeTcsi mepopaibHO.
YpoBeHb KanWJUIIPHOW TIMKEMHUH UCCIIEAYeTCs 0 Hadana mpoosl, a 3arem depe3 30, 60,
90 u 120 mMuH. B 3TuX e TOukax MPOBOIUTCS 3a00p BEHO3HOW KPOBU HAa MHCYIMH U
TJIIOKO3Y.

[Ipo6a ocranaBiIMBaeTCs MPH rHIOTIHKeMuH MeHee 3,0 MMoJTb/1 uim yepe3 120 MuHyT.

Kommenmapuu: NB! Mepwi npedocmoposicnocmu maxue dice, Kak u npu npogeoeHuu
npoowvl ¢ conodanuem. Y oemeii ¢ npomeunzasucumoim BI'M npu nposedenuu oannoeo
mecma MO2ym pazeusamuvcsi Kpatine msajceivle cUnoiukemuu, mpebyowue OaumenbHol

UHEY3UOHHOU Mmepanuu pacmeopoMm 21I0KO3bl.

IIpoba ¢ Harpy3koH TIJIHOKO030ii MAIMEHTAM € MOJA03PeHHeM HA NMOCTIPAHAUAIBHYIO

THNOIVIMKEMHIO IO JAaHHBIM aHaAMHeE3a

YpoBenb  y0enuTelbHOCTH  pekoMeHaauuiik B  (ypoBeHb  /10CTOBEPHOCTH

A0Ka3aTeJbCTB — 3)

[IpoBenenune npoOkI KeTaTeTbHO Mocie 3—~6 9 TOJI0AHOTO MPOMEXKYTKA (€CITH €CTh TaKas

BO3MOJKHOCTB). PacueT pacTBopa riiroko3b1 mpou3BoauTcs mo gpopmyne 1,75 r va 1 xr Beca.
JaeTcs NepopajibHO. YPOBEHb IIIMKEMUU UCCIIEAYIOT B HaYalIbHBIM MOMEHT, a 3aTeM uepe3
30, 60, 90, 120, 150 u 180 MuH.

[Ipo6a ocTanaBaMBaeTcs NMpH runorimkeMun meree 3,0 MMob/n uiau depe3 180 MunyT,

IIOCJIC 4€ro UCCICAYHOT YPOBHU INIMKEMHUU U HHCYJIMHEMUU BEHO3HOU KpOBH.

Kommenmapuu: NB! Mepwt npedocmopoosichocmu maxue dice, Kak u npu npogeoeHuu

npoobwvl ¢ 20100aHUEM.

> PCKOMCH}IyETCﬂ MPOBEACHUE MOJECKYJIAPHO-TCHETUICCKOI0O HCCJICTOBAHUSA.

YpoBeHb  yOeauTeJbHOCTH pekoMeHaaumii B (ypoBeHb  [10CTOBEpHOCTH

10KA3aTeJbCTB — 3)

I'eneTnueckoe ucciaegoBaHue TTIOKa3aHo BceM marenTam ¢ BI'U, 3a uckmrouenueM aereit

C SBHBIMHM KIMHUYECKHMHU IpHU3HaKaMH TpaH3uTopHOro teueHus (3BYP, acduxcus B
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ponax u ap). B mepByto odepenp Heobxomumo uccienoBanue reHos KCNJ11 u ABCCS,
TaK KaK 3TO IMO3BOJIIET C BBHICOKOH JI0OJICH BEPOATHOCTH ONPEICTUTH MOP(HOIOTHUECKYIO
dopmy 3a0osieBanus [21]. [Ipu oTCyTCTBHM MyTalMii B yKa3aHHBIX FeHAX — PEKOMEH/I0BaH
pacIMpeHHbI TeHeTHUECKUI aHaau3 (MCCiIeJOBaHNE TTaHEIH I'€HOB, OTBETCTBEHHBIX 32

passutie BI'U n/nnm cexkBeHMpOBaHUE K30Ma).

Kommenmapuu: Bvibop Mmemoouku 2eHemuuecko2o0 UCCIe008AHUS 3A8UCUM  OM
8o3ModicHoCcmell  1abopamopuu.  Hnmepnpemayus — pe3yibmamos — 2eHemuyecKo2o
00C1e008aHUsL QONIHCHA NPOBOOUMCS BPAYOM 2EHEMUKOM UL 8PAYOM IHOOKPUHOTIO2OM C
yuemom ecex ocobeHHocmell 3a001e8anusi (Mun HAcC1e008anUsl, KIUHUYECKAs KAPMUHA,

YyeCmMeumenbHOCms K mepanuu u 0p). Omcymemeue mymayuii He UCKAYaem OuazHo3a

BI'U [1,3]. IIpu nanuuuu xapakmepuvix cmuem OUCIMOpUO2eHe3d, 208OPAWUX 8 NOJIb3Y
Mo20 Ul UHO20 CUHOPOMAaNbHO20 eapuanma BI'U, neobxooumvl Koucynibmayus 2eHemuxa

U MOLEKYIAPHO-2eHeMUYeCcKoe UCcledosanue coomeemcmayiowe2o 2ena [1,3,24].

2.4 MHCcTpYMEHTAJLHAS JHATHOCTHKA

WNHucTpymMeHTanbHbIe METOJBl HMCCIEAOBAHUA TNpOBOAATCA IS AuddepeHunaibHO

TUarHocTuku (okansHol 1 quddy3noin dopm BI'N.

[Tosurponno-3muccronnas Tomorpadus ¢ 18F-JIODA (IIDT ¢ 18F-JIODA) sBasercs
CIMHCTBCHHBIM METOJIOM JIMarHOCTUKH, TIO3BOJISIOIIMM  BU3YaJM3UPOBaTh OdYar

runepcekperu uHcyauHa [32-34]. Takue metossl uccinenoBanus kak Y3U, MPT, KT ¢

KoHTpacTupoBanueMm, IIDT ¢ d)TOD,Z[CSOKCHFJ'II—OKOSOﬁ HEC TMO3BOJAKOT HPOBECTHU

muddepeHIMaANBHYI0  IUAarHOCTUKY  Mexnay muddy3sHor U doKaIpHOW (QopMamu

3a0oJieBanus. JlaHHOE HCCiIeI0OBaHUE TPOBOIST Y MAIUEHTOB C IMA30KCU-PE3UCTEHTHBIM
TeyeHreM 3aboneBanus. B cnydyae nmoarsepxkaenus QokanbHoM Gopmbl BI'M Bo3MOxKHO
MPOBEJACHUE  PE3EKUUU YYacTKa THUIEPCEKPEUUH HWHCYJIMHA C  COXpPaHEHUEM
HOPMaJIbHO(PYHKITHMOHHUPYIOIIEH TKaHU MO KENyT0YHOM xkene3bl. [Ipu nuddysnoit popme
3a00JIeBaHMs pelIaeTcs BOMPOC JHOO O TMPOJODKEHUU MEAUKAMEHTO3HOW Tepamuu
mpemapaTaMid  BTOPOW UM TpeTbe JHHHUU, JIMOO O HEOOXOAMMOCTH TMPOBEACHUS
CyOTOTaNbHOM PE3eKINH MOKETYA0YHOM JKee3bl ¢ yaaneHueM 10 95-98% tkanu. Takum
obpazom, pesynbrathl [I19T ¢ 18F-JJODA SBIAIOTCS KPUTUIECKHUMHE B PEIIICHUH O TAKTHKE

BCIACHUA MMAIUCHTOB C INA30KCUA-PE3UCTCHTHBIM TCUCHUCM.
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> Pexomenayercsi BbINOJIHEHHE MO3UTPOHHO-3MHUCCHOHHOI ToMorpapuu (IIIT) ¢ 18F-
L-nuruapoxcudenmiananuaom  (18F-IOP®A) nanmeHTamMm ¢ AHA30KCHI-
Pe3UCTEeHTHBIM Te4eHHeM 3200/1eBaHUs M NAlIHEHTaM C I0J03peHneM HA (poKaIbLHYI0
¢popmy BI'M no pesyabraraMm MoOJIEKYJSAPHO-TEHETHYECKON JUATHOCTHKHU s
nposeaeHus 1M PepeHHATBLHON JTUATHOCTUKU MeKLy 1M Py3HOH U POoKaAIbHBIMU
¢popmamu BI'M, a Takke i BH3yaJM3alUHM NATOJOIHMYECKOro y4acTka IpH

HAJIMYHMU POKAIBHOI (popmbI

YpoBenb  yOeauTelbHOCTH pekoMeHgaumii B (ypoBeHb  [10CTOBEpPHOCTH

I0KA3aTeJbCTB — 3)

Ilpu  moaroToBKe MalnMEHTOB K  HCCICAOBAHHIO CJICAYET OTMCHUTHL  TCPAIIUIO

MHCYJIUHOCTaTUYECKUMHU TpernapaTamMu (J1a30KCcHl, OKTPEOTH I, TIIOKAroH) Kak MUHUMYM 3a 48
gacoB g0 [I9T c 18F-ZHIO®DA. [loanep:kanue SyriIMKEeMHH OCYIIECTBISETCS C MOMOUIBIO B/B
nH(py3uu pacTBOpa TIiOKo3bl. MccienoBaHue MpPOBOIUTCS MOJ MEIWKAMEHTO3HOM ceaaluen.
Peructpanus nanssix [I19T npoBoauTcs Ha cepuu BpeMEHHBIX MHTEpBaNoB. /{151 00beKTUBHON
OIIEHKH HMCIIOJIB3YIOT TMOKa3aresb NmaHkpearndeckoro muHuekca (I1M), uro mpencraBiser coOoi
OTHOIIIEHWE CTAaHAAPTU3UPOBAHHBIX ypoBHEH HakoruieHus 18F-JIODA B pasHbIX oTIEnax
MOJDKETYIOYHOM JKeJle3bl, a TaKXKe BHU3YaJIbHYIO OLEHKY, IOJIy4eHHYl0 B pexume 3D-
PEKOHCTPYKLUH.

Hutepnperanus pe3ynbTaToB: B ciydae [11 menee 1,3 v BU3yanbHO paBHOMEPHOM 3aXBaTe

pamuodapmmpenapara 0ojiee BeposTHO Hanmmuue auddy3sHon dopmbel 3aboneBanus; npu 11
Oosee 1,5 1 BU3yallbHOM JIOKaJIHHOM MOBBIIICHUH 3aXBaTa paauodapmipenapara 6oJiee BEpOsSTHO

Hanuuue ¢pokanbHoi dhopmbl BI'U.

Kommenmapuu: 3axeam usomona 18F-JJODA 6ema-knemrxamu npu ouggpysroii gpopme
BI'U 6yoem npakmuyecku uoewmuyeH maxo8omy y 300pogo2o pebenka. Taxum obpazom,
npumenenue 1T c 18F-JIODA gozmooncno monvko onsa oughgepenyuanvHol OuacHOCMuUKU
Goxanvrotl u oughghysnoii popm, Koeoa OuazHO3 BPOIHCOEHHO20 2UNEPUHCYIUHUBMA He Bbl3bl8aAeH

comnenus (wyecmeumenvrocms I[I9T ¢ 18D-JJOIIA cocmasrsem om 88 oo 94%, a

cneyugpuunocms — 100%) [32-34].

2.5 Uuass TMArHOCTHKA
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> PeKOMeH)IyeTCﬂ BBINOJTHCHHE IJKCIPECC-TUCTOJOINHIECCKOI0 HCCICI0BaAHUA
TKaHHU HOL[)KC.]'IyL[O‘lHOﬁ JK€JIE3bI BCEM MAIIMEHTaM € MOATBEPKIACHHBIM BI'ne

CJIydyac npoBE€ACHUA OIIEPATUBHOI0 BMEIIATEC/ILCTBA

YpoBenb  yOeauTelbHOCTH pekoMeHgaumii B (ypoBeHb  [10CTOBEpPHOCTH

I0KA3aTeJbCTB — 3)

[Manmmentam ¢ quddysHoii hpopmoii BI'U B cirydae oTCyTcTBHS MOIOKUTEIHHOTO 3 dexra
OT KOHCEpPBaTHUBHOW Tepanmuyd W NalUeHTaM C [O0J03peHHeM Ha (okaiabHyo (opmy 1O
pesynbTatam [10T ¢ 18F-JIODA npoBoauTcst oriepaTUBHOE BMENIaTeIbCTBO. OTHAKO B CBS3U C
pa3HbIMH 00bEMaMM ONEpaluy CIEHUAINCTaM HEOOXOJUMO MOATBEPAUTH THUCTOJIOTHYECKYIO
(bopmy 3a0051€BaHMSI C TOMOIIBIO 3KCIIPECC-TUCTOJIOTHUH J0 BBIIIOJIHEHU pe3ekiuu Tkanu. [Tocne
MOJIyUYEHUSI PE3YJIbTAaTOB SKCIPECC-TUCTOJIOIMUECKOrO HCCIEIOBAaHUS TKAaHU MOJKEITYyI0YHON
JKeye3bl BO3MOXKHO TPUHSATHE OKOHYATENBHOTO peuieHuss 00 o0beMe OnepaTuBHOTO
BMeEIIATENIbCTBA.

Meroanka OPOBEACHUA OKCIIPECC-TUCTOJIOTHUICCKOT'O HUCCICIOBaHUA: TKaHb

MOKETYT0YHON JKeJIe3bl, B3SATYIO U3 TOJIOBKH, TeJla U XBOCTa OKPAIIUBAIOT FeMaTOKCUIMHOM U
503MHOM U OLICHHUBAIOT €€ MOp(}oIornyecKue XapakTepUCTUKH.

Wntepnperarms pesynbratoB: Juddy3nas ¢opma ycranaBmupaeTcss NpuU HATAYUU

OTHOCHUTEJILHO PaBHOMEPHOTO paclpeseseHus] ocTpoBKOB JlaHrepranca, HaJdHM4WK THTAHTCKUX
snep B 10% 6eTa-KIeToK 3HIOKPUHHBIX OCTPOBKOB U YBEITMYEHHOTO 00beMa IIUTOIIa3MbI OeTa-
kiertok [30]. @okanbHast hopma 3a00JeBaHUS YCTAHABIMBACTCS MPU HAJTMYUK OYara CIHSHUS
ocTpoBKOB JlaHrepranca ¢ HeOONBIIUM KOJMYECTBOM O€Ta-KJIETOK C TMraHTCKUMH SApaMu U

OTHOCHUTCJIBHO HOpMﬂJ’IbHOﬁ MOp(l)OHOFquCKOfI KapTHHOﬁ TKaHH HO,I[}I(CJIy,I[O‘IHOI;’I JKECJIC3bl BHE

doxkyca [31,32].

KommeHmapuu: 3KCI’Zp€CC-2MC’I’}’10JZ02MIl€CK0€ uccneooeanue mMKaHu nOdDiC@ﬂydO’{HOﬁ

afcenesvl 00JIHCHO npoeodumc;z ONbIMHBIM CNeYUAiIUCnom.

> Pexomenayercsi BBINOJHEHHE THCTOJOTHYECKOT0 HCCIAEIOBAHUSA TKAHH
MOKEJTYA0YHOM Kej1e3bl BCeM MalueHTaM ¢ noarsepxxaeHusiM BI'U B ciiyuyae

MPOBEACHUSA OIIEPATUBHOI0 BMEIIATECJIbCTBA

YpoBeHb  y0eauTeabHOCTH  pekoMeHaanuii A  (YpoBeHb  I0CTOBEPHOCTH

0KA3aTeJbCTB — 3)
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[TocneonepaiioHHOE TUCTOJIOTUYECKOE HCCIIEIOBAHUE CPE30B TKAHU I10JDKEITY0YHOMN
JKeJe3bl T03BOJISIET OKOHYATEIbHO YCTAaHOBHUTH (hopMmy 3abojeBaHMs, YTO HEOOXOAUMO st
IMPOrHo3a U NPUHATUA PCHICHUA O TAKTUKC BCACHUS MMAllUCHTA.

MeTtoauKka OPOBEACHUS THCTOJIOTHYSCKOrO HCCICAOBAHMS TMOCICONSPAMOHHON TKAHHU

IMOJUKEITYIOYHOMN JKeJIe3bl: TKaHb HOI[)KGJIy&O‘-IHOfI JKCJIC3bI U3 PA3JIMYHBIX OTACIIOB OKpAalIWBAIOT

réMaTOKCUIMHOM M J03MHOM, a TAKXKeE IPOBOAAT UMMYHHOIMCTOXUMUYECKOE HCCIIEIOBAHUE C
aHTUTENIaMU K UWHCYIMHY WM XPOMOTPaHMHY A U OIIGHHBAIOT €€ MOpP(OIOTHIecKue
XapaKTEPHUCTHUKHU.

Wurepnperanus pesynbraroB: Juddysnas ¢opma ycraHaBauBaeTcss NpU HATUYUH

OTHOCHUTEJIbHO PaBHOMEPHOTO paclpeseseHus] OCTpoBKOB JlaHrepranca, HaJWM4WU TMTAHTCKUX
snep B 10% OeTa-KIeToK 3HTOKPUHHBIX OCTPOBKOB M YBEJIMUYEHHOI0 00beMa IIMTOIIa3Mbl OeTa-
kieTok [35]. @okanpHas (Gopma 3a00JIeBaHUS YCTAaHABIMBACTCS NMPH HAJIMYUU OYara CIUSHUS
ocTpoBKOB JlaHrepranca ¢ HeOOJBIIUM KOJIMYECTBOM O€Ta-KJIETOK C TMIaHTCKUMH SApaMu U
OTHOCHTEIHO HOPMAJIBHOU MOP(OIOTHIECKON KapTUHON TKaHHW TODKETYT0YHOM Kele3bl BHE
doxkyca [36,37].

Kommenmapuu: eucmonozuueckoe ucciedoganue mMKAHU HOONHCETYOOUHOU Jicele3bl

O0JIHCHO npoeodumc;z ONBIMHBIM CneYUaIUCmoM.

3. JleyeHue, BKJIOYAsi MeIUKAMEHTO3HYI0 M HEMeIUKAMEHTO3HYI0 Tepanumu,
AMETOTEepaANnIo, 00e300/1MBaHue, MeTUIIMHCKUE TOKA3aAHUS U

NMPOTHUBONOKA3AHUA K IPUMECHCHUIO METOAOB JICYUCHUA

OcHoBHas 3aaya neyenust BI'U 3axiitouaeTcst B TOCTHKEHUU CTOWKOM 2yriauKeMuu, Ha poHe
HOPMaJIbHOTO pekuma nutanus. CTOUT OTMETHUTh, YTO MOJ0OHOTO 3ddeKrTa ynaercs J0OUThCS
OTHIOJIb HE BCEI/la, U B TAKUX CJIy4asiX BO3MOJKHBI JHETOJOTUYECKUE MAHUITYIISIIIUU, TaKUE KaK
UCIOJIb30BaHME OOOTAIICHHBIX YIIIEBOJAMH CMecel, MPUCOCAUMHEHHE K MUIle KyKypy3HOTO
KpaxMajla, a B HEKOTOPBIX CUTyalUsX MU TaCTPOCTOMHUS JUIsI BO3MOKHOCTH HEINPEPBIBHOTO
KOpMUJIEHHsI B HOUHBIE yachl [12, 16, 19, 26, 28, 31].

YuuteiBas ocobeHHocTs BI'M, mpu KOTOpOM THUNOTIMKEMHH HOCSAT THIIOKETOTHYECKUN
Xapakrep, J1ro0oe, Jaxe CyOKITMHUYECKOe CHIKEHHE YPOBHSI caxapa KPOBH B JJIETCKOM BO3pacTe,
MOJKET MPHUBOJUTH K TSDHKEIBIM HEBPOJIOTHYECKMM ociioxHeHusM [16, 25]. Tlpu HaGmoneHun
nereit ¢ BI'M, pekomMeHI0BaHO NOJIEPKUBATh YPOBEHb TJIMKEMUHU BbIme 3,5-4 MMOJIB/NI

HE3aBHCUMO OT BpeMEHH Ipuema nuniu [26].
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3.1 HeoT/10:kHAS IOMOIIL NPH THIEPUHCYIMHEMHYECKO I'INOTJIHKEMUN

YpoBenb  y0enuTelbHOCTH  pekoMeHganuii A  (YpoBeHb  [10CTOBEPHOCTH

I0KA3aTeJbCTB — 3)

» Ecmu p€6€HOK 68 CO3HAHUU W MOXET HUTh U eCTh - «l'umocrom» (I“GJII: C BBICOKHM

conepkanneM riroko3er I 20-40% pactBop rimoko3s! MIJIW tabiieTka riroko3sl) per 0s,

3aTeM HaKOPMUTh
* Ilpu coxpanenuu 2unoznuxkemuy uiu eciu peOeHok 6e3 CO3HaAHUAL

» TIpH HATMYHH BEHO3HOTO JOCTYIa — B/B pacTBOP TTF0K03bI 10% 1 Mir/kr 60F0CHO
(MeIeHHO B Te4eHHWe 3 MHUH), 3aTeM HalaauTh B/B uHdy3uio 10% pactBopa
TIIOKO3BI U3 pacyera 3 MII/Kr/dac, yBeIMYHUBAaTh CKOPOCTh W/MIIM KOHUEHTPALHUIO

pacTBOpa TIFOKO3BI 0 YPOBHIO TTTUKEMHUH

» TpU OTCYTCTBHM BEHO3HOTO JOCTyNma — BBecTH TuokaroH 0,1 wmr/kr

(MakcumyM 1 MT) /K WM B/M.

Kommenmapuu: npu esedenuu enroxacona moodicem ommedamuvcs pebayno-eunoznuxemus. Kax
npasuno oHa pazsusaemcs uepes 60-120 mum nocine unvexyuu. Heobxooum yuawerHwlll

KOHmMpPOJlb eluKemuu nocie NOOKOAKU 2TIIOKA2OHA.

3.2 UudvinonHas Tepanus rJIoK030i

YpoBenb  y0eauTelbHOCTH  pekoMeHaauuii A  (ypoBeHb  /I0CTOBEPHOCTH

A0KA3aTeJbCTB — 3)

HpI/I HaJlIn4yuun HepCI/ICTI/Ip}I}OH_Ieﬁ TUIIOTJIMKEMHUHN IIOKA3daHO HMHHUIHWHUPOBATL HCIIPECPBIBHOC B/B
BBEJICHHE TJIIOKO3bL. B CTapTC PCKOMCHAOBAHO MNPUMCHATH 10% [IFOKO3Y U BBOJUTH €€ CO
CKOPOCTBIO 3 mur/kr/4ac. KoppeKuI/m CKOPOCTH U KOHLUCHTpALIUKM BBOAUMOI'O PACTBOPA HOJIZKHA
MMPOBOAUTCA IO YPOBHIO INTMKEMUH. ITokazan KOHTPOJIb I'NIMKEMHUHU HE PCIKE, UCM KaXK/bIC 3 gaca

(mepen kopmiteHusiMu). LlesieBbie 3HaUEHHS TIMKEMUH > 3,5 Mmouts/i [38].

KOMMeHmapMM.‘ Cﬂedyem yuumbvleanib, 4mo npu BI'u CKopocmb ymuiausayuu 2JiHKO3bl

Modicem docmueams KpatiHe eblcokux 3navenutl (15-20 me/xe/mun), 018 0ocmudicenuss Iy2auKemun
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MOdicem NOHAO0OUMBCSL BbICOKOKOHYEHMPUPOBAHHBIL pacmeop 21toko3bl (20% u bonee). B ciyuae
eciu KOHyewmpayusi pacmeopa cocmasinsiem oonee 12,5 % - pexomeH008ana nocmaHo8Ka
yenmpanvHoeo 6enosno2o xamemepa (L[BK). BAKHO! Obvem unghyzuonnon mepanuu
pacmeopami 210K03bl U KOHYEHMpayus. RPenapamos onpeoensiemcs UCKIIOYUMenIbHo no YPOGHIO

enuxemuu. Llenesvie nokazamenu enuxemuu npu BIU > 3,5 mmonv/n.

3.3. Menukamenrtoznas repanus BI'U

CymiecTByeT HECKOJBKO IMPErapaTroB, 00NaIaloNuX WHCYITHHOCTATUIECKAM JICHCTBHEM.
OcHoBHbIE TIpenaparsl, ucnosb3yemele st nedenuss BI'Y npusenenst B Tabaune 5. [Ipenapatom
NepBOH JTMHUU sBIsieTCs JIMa30KCHI, OJTHAKO, YIUTHIBAS €ro CIIOCOOHOCTH BBI3BIBATH PETCHIINIO
KUJKOCTH B OpPTaHU3Me, JCTSIM, MOTyJaronuM O0bIIoi 00beM HH(PY3UH TIt0K030# (6omee 200
MJI/KT/CYT), pEKOMEH/I0BaHO HaYMHATh JieueHue ¢ npenaparoB ComaTocraTuHa u/minu ['mokarona
[26, 31, 39].

VYka3zaHHBIE HIDKE MPETapaTbl BO3MOKHO MTPUMEHSTh B KOMOWHAITHH.

Jliis oueHKkH 3(PGPEKTUBHOCTH MPOBOAMMOMN TEpanuu, JOJDKEH MPOBOIUTCS PETYIISPHBIN
MOHUTOPHUHT TTIUKeMUHU. CTOUT OTMETUTh, YTO 3()(PEeKT OT MPOBOAUMOTO JICUYECHUS MOXKET ObIThH
JNOCTUTHYT HE cpa3y, Tak, Hanpumep, s Jlnazokcuaa, HeoOX0uMO BbIKAATH 3-4 AHS OT Havana
JICUEHHSI | JIUIIB [TOCJIE 3TOTO OIlEHUBATh ero 3ddexkruBnocts [3, 31].

KputepueM >QpeKTHBHOCTH KOHCEPBATUBHOIO JICYCHMsI SIBIIETCS B IEPBYIO Oudepellb
BO3MOJYKHOCTh JIOCTHDKCHHSI CTOMKOW Jyriaukemuu (>3,5-4 MMoib/1) Ha (oHE OTMEHBI B/B
BBEJICHUS TJIIOKO3bI U TIIFOKaroHa. JlonoJHUTEIbHBIM KPUTEPUEM SIBIISIETCS CIIOCOOHOCTh peOeHKa
BBIJICPKUBATH MMOJIOKEHHBIN ISl €r0 BO3pacTa/Beca WM MUHUMAIbHBINA 0e30MacHbIi TOJI0HbIN
npoMexyTok. JlabopaTopHbIM KpUTEpUEeM MEAUKAMEHTO3HOM KOMIIGHCAIIMHM  SBJISETCS
a/IecKBaTHOE HapacTaHUE YPOBHSA KETOHOBBIX Tell M IMOJABIIEHUE CEKpElUU MHCYIuHA Ha (oHE

MPOJITIEHHOT'O TOJIOHOTO MPOMEKYTKa (KOHTPOJIbHAS pobda ¢ rosioganuem) [3, 16, 26, 31].

3.3.1 KoncepBaTuBHAas Tepanus nepsoi Junuu. Anasoxcua™.

[16, 31, 30-44]

YpoBeHb  y0eauTeabHOCTH  pekoMenaanuii A  (YpoBeHb  I0CTOBEPHOCTH

0KA3aTeJbCTB — 3)
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Jnazokcuy sBisieTcs mpemapatoM BbiOopa y mammentoB ¢ BI'M. CraproBas mo3a
COCTaBIIIET 5 MI/KI/CyT JUIsl IeTeil ¢ HOPMAJIbHOM MM KPYITHOM Maccoil Tena npu poxaeHuH u 3
MT/KT/CYT JUTsl MJIQJICHIIEB C SBJICHHUSMH 3aJCPKKH BHYTPUYTPOOHOTO paszBuths. [IpumeHnsercs
nepopayibHO 2-4 pa3a B CyTKH B PaBHBIX J03aX. J[Ma30KcHI MMeeT KyMYJSTHUBHBIH 3 (eKT.
OnenuBath 3PGEKTUBHOCTH IIPETapaTa CTOUT He paHee YeM depe3 3 JTHS OT Havajla OT ero IprueMa.
B cnyuae orcyrcTBus a3ddekra, 1032 MOKET ObITh MOCTENIEHHO MOBBIIIEHA MAaKCUMAIIBHO 10 20
Mmr/kr/cyr. KoHcCTatupoBaTh pe3uCTEHTHOCTh K JIMa30KcHIy MOMKHO B Clydae OTCYTCTBUS
s¢ddeKTa 0T MaKCUMaJbHBIX TEPAaNeBTUYECKUX /103 U HE paHee ueM uepe3 6 JIHell oT Havaa
JICUYEHUS.

OcHoBHBIMU TOOOYHBIMU 3 (PEeKTaMu OT Tepanuu JUA30KCUAA SBIISIOTCA

® 3a/ep)KKa JKUJKOCTHM B OpraHusMe. B CBA3M ¢ 3TUM BCEM MalMEHTaM I[OKa3aHO
MPEBEHTUBHOE Ha3HAYCHHUE IAUYPETHKOB. [IpeamnodTrutensHO MpUMEHEHHE IpernapaTroB
TUIPOXIIOPTHA3HAA, OKA3bIBAIOLIETO MOTEHIMPYIOIEe necTBrE Ha [nasokcua. B ciydae
Oospmux 06beMoB uHpY3uHU (6osee 200 MI/Kr/CyT), 1IEIeCO00pa3HO A0 Havajaa Tepanuu
JnazokcuaoMm, 100aBUTh B MH(PY3HIO TIFOKATOH, YTO MO3BOJUT CHU3UTh 00bEM BBOJIUMOM
TJIIOKO3bI U N30€KaTh OTEKOB.

e Jlucmencusi, aHOPEKCHsA, CPBITMBaHUA, PBOTHIL. JlaHHBIM TOO0YHBIM A(hEGEKT HOCUT
JI0303aBUCMBIN XapakTep. B HEKOTOpBIX ciydasx OBIBaeT TPaH3UTOPHBIM. B ciydae
BBIpOKEHHOW aucharuy M OTKa3za OT eJibl, 1eJIecO00pa3HO WHUIMUPOBATh 30HA0BOE
KOpMJICHHE.

e Ocrpas jeroyHasi TUIEPTEH3U. JDTO pPelKOe U IPo3HOE OcioKHeHue. Yalie onucaHo y
nanuenToB ¢ HanmuuueM BIIC u 3BVYP. Ilokazano npoenenue 9XO-KI' Bcem aetsim 10
Hauaja Tepanuu 1 yepes3 3-5 IHeH nociie MHUIMAlWy JeueHus. B ciydae siBlIeHui ocTpoid
JIEroYHOM runepTeH3uu Jnazokcu 10mKeH ObITh OTMEHEH.

e Tuneprpuxo3. Jlanusiii mobouHsIi 3¢ ekt peanusyeTcs B TeUeHUE MEePBhIX 6-12 MecsieB
OT Hauvaja Tepanuu. VMmeer n0303aBHCUMBII W 0OpaTuMbli XapakTtep. Jnasokcum He
BIIUSIET Ha CEKPELUMI0 aHJPOTEHOB, IOTOMY SIBICHUS THUIEPTPHX03a HE TpeOyroT
JOTIOTHUTEIHHOTO TOPMOHANEHOTO o0cnenoBanus. [Ipu mpuMeHenuu y neteit (0ocoOeHHO
JIeBOYEK) TMOJAPOCTKOBOTO BO3pacTa, SBIEHUS TUIEPTPUXO3a MOTYT BBI3BIBATH
MICUXOJIOTMYECKUE TPYAHOCTU U MPUBOJAUTH K CHYKEHUIO KOMIUIA3HTHOCTH.

e [unepypukemusi. Yamie BcTpedaercss y MalMEHTOB CTaplIero Bo3pacta. B HEKOTOPBIX

clIydadaX MOXKCT HOTpCGOBaTB OTMCHBI TCpaIlnu.

32



e TpomOouuromenuueckass mypmypa. Bcrpedaercst kpaitne peako. TpeOyer oTMeHBI
npemnapatsl. [locne HopMann3auuu ypoBHS TpPOMOOIIMTOB, MOXKET OBITH pPacCMOTpPEH
BOIIPOC O NOBTOPHOM MOMBITKE T€paruu J{Ha30KCUAOM CO CMEHOM ITPOU3BOJAUTEIS.

e Jleiikonenus. Berpewaercss penxo. Hocut cyOkmunmueckuii xapakrep. He tpeGyer
crenn(puIeckoro HaOIIOICHNUS.

e Tuneprnukemus u Keroanuao3. Moryr orMmedarbcs NpHu nepeno3upoBke. Kpome Toro,
JaHHbIE SBJIEHUS MOTyT ObITh cropoBoipoBanbl OPBU wnu uHOM uHbekuuen y
MMAlMEHTOB, MOJyYarolIUX aJeKkBaTHyr 103y Jlmasokcmpa. [ersm ¢ BI'M nmokaszan
yUYalleHHbIH KOHTPOJIb TJIIOKO3bl U KETOHOB B KpOBHM/MOYe Ha ()oHE MH(PEKIHOHHBIX
3aboneBanuii. B ciiyuae sBieHuit 3HaunMoi runeprimkemun (Oosiee 8 Hatomak u 6osee

10 nocne enpl) u/unm keto3a, Jlnasokcua cieayer OTMEHUTh Ha IEpUo/ MH(EKIINH.

*Kommenmapuu. Jluazoxkcud He 3apecucmpupoeéarn Ha meppumopuu P®. Ilpu naznauenuu
OaHHO20 Npenapama no OIHCUSHEHHbIM HNOKA3AHUAM, HeoOX00UMO 834mb UHDOPMUPOBAHHOE
cozanacue y 3aKOHHbIX npedcmasumerieli NayueHma u npogecmu 8pavedHyI0 KOMUCCUIO.
Juasoxcuo sgnsemca azonucmom ATD-3a6ucumvblx Kanuegvlx Kamaios, nomomy e2o 3ggexm
peanuzyemcs aulib y NAYyUueHmos ¢ COXpaHHbIMu Kauanamu. bonvwuncmeo ciayuaes BI'H,
accoyuuposannvix ¢ mymayusamu 6 cenax KCNJI1 u ABCCS8, a maxoice sce cnyuau gpoxanvroti
Gopmer BI'U, xapaxmepu3zyromcs Ouazokcuo-pe3ucmeHmuvim medenuem. Taxum obpazom,
HazHayeHue /[uazokcuoa umeem makaice U OUACHOCMUYECKYI0 YEHHOCb.

IIpooonsicumenvrocms  nevenus 3asucum om Gopmsl 3aboneeanus. B cnyuae, ecau ecmo
OCHOBAHUSL NPEONONAcamMb MPAH3UMOpHoe meyenue (nayuenmsi co 3BYP, cunopom Bsrkeuma-
Buoemana u 0p), uepesz 3-6-12 mecsayes 603modicHa npobOHAs ommeHa JeyeHus (cm pazoei

Jlunamuueckoe HabaroOenue).

3.3.2 KoHcepBATHBHAA TePANNS BTOPOI JUHNUU. AHAJIOIM COMATOCTATHHA™ ¥,

[16, 26, 39, 45-47]

YpoBeHb  yOeauTeJbHOCTH pekoMeHaaumii B (ypoBeHb  [10CTOBEpHOCTH

10KA3aTeJbCTB — 3)

B cJIydac OTCYTCTBHA B(I)(I)CKTB. oT I[I/IaSOKCI/IILa WM €ro HENCPCHOCHUMOCTH, IOKa3aH TCparund

aHanoramu ComaroctatuHa (Okrpeotun). OKTpeoTH] Ha3HA4YaeTcs B CTapTOBOM no3e 3
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MKT/KT/CyT B BHJIe APOOHBIX MOJAKOKHBIX HHBEKIUN KaXKJIble 6 4acOB MU B BUJC HETPEPHIBHOM
MOJIKO’KHOHM MH(]Y3UH (C MpUMEHEHHEM MHCYIMHOBOW momibl). [Ipu otcyrcTBum 3ddexra, no3a
MOXKET OBITh MOCTCIICHHO yBeln4YeHa. MakcumanbHas TeparneBTHUecKas jo3a cocraBiser 30
MKT/KT/CYT.

Jnst okTpeoTHIa XapakTepHa Taxuduiaakcus. B OoibIIMHCTBE clydaeB B CTapTe Teparuu
OTMEUACTCSI TMOBBINICHUE YPOBHS TJIMKEMHUH, OJHAKO, B TedeHHWe |-3 mHel moTpeOHOCTh B
WHPY3MOHHOU Teparuy MOXET BO30OHOBHTHCSI.

Cpenn mo604HbIX 3P HEeKTOB HANOOJIEE YacTO BCTPEUAIOTCS:

e Jlucnenicus, nuapesi, cTearoppes, KOJIHKH. MOoXeT moTpeboBaTh Ha3HAYCHHS
(dbepMeHTOoTEpaNnu.

e JKenuHo-xkameHHass Oose3Hb. bonee XapakTepHO A MAIMEHTOB CTaplIero Bo3pacTa.
Penko BcTpewaercst y gereit mepBoro roaa xu3HH. TpeOyer kontpons Y3U opranos
OPIOIIIHOM MOJIOCTH.

e OcCTpbplii HEKPOTHYECKUH DHTEPOKOIHT. Penkoe um dartanpHOe ocioxkHeHue. OmnucaHo
TOJIBKO y JIeTeH MepBbIX JHEH W Heaelb ku3HH. OKTPEeOTH NMPOTHUBOIOKA3aH JCTSIM C
sasinenneM HOK B anamHese.

e C(CHwmwxeHne TemnoB pocrta, mnoxaaBiaeHue cekperuun CTI. TlokaszaH KOHTpOJIb
aHTpornoMeTpuu U ypoBHsa MPP1 nipu yiMTenbHOM TPUMEHEHUN OKTPEOTH/IA.

e Tunorupoxkcunemus. B penkux cimydasx MOXKET OTMEUAThCS MPHU MPUMEHEHUH BBICOKHX

103 oktpeotuaa. [lokazan koHTpoas TpeongHoro npoduis (TTT, ceT4) B nunamuke.

Kommenmapuu: Ananoeu comamocmamuna** ne 3apecucmpuposan 011 NPUMEHEHUS )
nayuenmos maaowe 18 nem. Ilpu eco naznauenuu Heo6X00uUMO NOONUCAMb UHDOPMUPOBAHHOE
coanacue y 3aKOHHbIX npedcmagumereli NAyueHma u nposecmu 6paveOHy0 KOMUCCUIO.

Ipu npumenenuu oxmpeomuoa, npeonoYmumebHoO e20 HeNnPepPblBHOE NOOKOIICHOE 86e0eHUe, YMo
no3eossiem 000UMbCs CMOUKOU KOHYEHMpayuu Npenapama 6 Kposu U MUHUMUSUPOBANb
8apUAOETLHOCIb 2TUKEMUU 8 MedeHUe OHsL.

V' nayuenmoe c ougghysnoii ghopmoti u maruuuu xopowezo spgexma om Oxkmpeomuoa,
YenecoobpasHo paccmMompems GONPOC O NEPegooe UX HA NPONOHSUPOBAHHLIE AHANO2U
comamocmamuna (Jlaupeomuo unu Canoocmamun JIAP), umo cywecmeenno nosviuiaem

Kauecmeo HCU3HU OONbHbIX.
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Taonuuya 5. Ilpenapamut ons neuenusn cunoznuxkemuit npu BI'U.

YpoBeHb [Ipenapar Crioco6 Ho3za Mexanusm [To6GounbIe [IpotuBonokasa | Kommentapuu
nokasarenbH | Kommepueckoe npuema. JEUCTBUSA 3P deKThI HUS
0oCTH Ha3BaHUE Kparnocts
@dopma BbIITyCKa npueMa
A Auazoxcug™ [TepopanbHo. 5-20 mr/kr/cyr | Aronuct AT®- | Yacro: Bosnbmmoit 1-as nuHus
(ITPOI'JIMKEM) 3-4 pazaB [Ipu BI'Ny 3aBucHMBIX K*- | rumeprpuxos, 00beM Tepanuu
Cycnensus 50 CYTKH HAIUEHTOB CO KaHaJoB 3a/iepiKKa MH(}Y3UOHHOI He
MT/MJT 3BYP - 3-5 JKUJIKOCTH tepanuu (>200 | 3apeructpupoBa
Kancynsr 25 mr n MI/KT/CyT (oTekn), MJI/KT/CYT), HB PD
100 mr Jucnencus, WHANBUYIbHA
AHOPEKCHSI. A
Penxo: HETEPEHOCUMOC
TUIIEPYPUKEMH, | Tb.
203UHO prITHs,
JICHKOIICHMS,
TUIIOTOHUS,
KETOalN03,
TPOMOOILIUTOTICH
nyeckas
nypiypa,
ocTpas
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JIErO4Hast
TUNICPTCH3UA
(vame y

MJIaACHIIEB CO

3BYP u BIIC).
I'mapoxsiopruasu | IlepopanbHo. 2-10 mr/kr/cyr | TnazuaHbIi l'unonarpuemu, | I'mnoxanuemus, | He adpdextrBen
hil 2 pa3a B CyTKH TYPETHK TUTIOKAJINEMUsI, | TUTIOHATPUEMHUS | B MOHOTEPAITUN
(TUTIOTHUA3U) AKTHBUpYET apTepuanabHas
IIPUMEHSETCS B paboty ATO- TUIIOTOHUS,
KOMOWHAITNH C 3aBUCHUMBIX K- | mommypus
Jwnazokcuaom KaHaJIOB.
[Torenmmpyer
ekt
Jnazoxcuaa
Hudpuaenun [TepopanbHo. 0,25-2,5 Brokarop Ca®*- | 'unotoHus OrpaHu4eHHbBIC
Ta0JICTKH 3 pa3a B CyTKM | MI/KI/CyT KaHAJIOB (penxo) JTAaHHBIE 00
3¢ (HEeKTUBHOCTH
. He

3¢ (HEeKTUBEH B

MOHOTCpAIInU.
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I'nirokaron Kak 0,1 mr/kr AKTHBUpYET Yacro:
PactBop st HCOTJIOXKHAS (makcumym 1 TJIMKOTEHOJIN3 U | TOIIHOTA,
uHbeKIni (1 IIOMOIIb MT) TJIIOKOHEOTeHe3 | pBOTa, pedayH/I-
MT/MJT) OJIHOKPATHO, THIOTJIMKEMUS.
00JIFOCHO, B/M
W TI/K
B Bume B/B | 1-5 Mkr/xr/dgac Yacro: Pa3zBomurcas B

nHy3UHn

TONTHOTA, PBOTA.

Penxo:

MHUTPUPYIOLIAs

spuTeMa

5%  pactBOpE
TJIFOKO3BI HITH Ha
buznoIoruuecK
OM pacTBope.
Henp3s
CMEIINBAaTh C
MapeHTepaIbHbBI
M  IIATaHUEM,
Heo06xonum
JIOITOTHUTEIBHBI

" BEHO3HBIN

JOCTYII
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AHajorun
COMATOCTATHHA
(OxTpeoTun)
PacTBop miis
nabekmii 100
MKT; 50 Mxr; 500

MKT

IT/k 3-4 pa3a B
CYTKHU (KaXKIble

6-8 gacoB);

TlocTosHHasa

IIOAKOXKHas

uH}y3us;

3-30 MKr/Kr/CcyT

AxTuBanus
peuenTopoB K
COMaTOCTaTHHY
5 Thna;
UHTHOUpyeT
MOCTYIJIEHUE
Ca®* B KreTKky,
CHIDKAET
AKTHBHOCTb

AllCTHIIXOJIMHOB

AHopekcus,
TOIITHOTA,
pBOTA,
METEOPH3M,
uapes,
XOJIETTUTHA3,
MOJIaBJICHUE
cexpenuu CTT,
TTT, AKTT,
TJTIOKAaroHa,
3a/ieprKKa
pocra.

OueHb penko —
OCTpBIil
HEKPOTUYECKHI
SHTEPOKOJIHUT (y
HOBOPO>KJICHHBI
Xc
uH}eKIuIMH

KKT)

3aboeBanus

KKT

[Ipu
MCIO0JIb30BAHNN
BBICOKHX JI03 B
TEUYCHHE
JUTUTEITHHOTO
BpEMEHU
BO3MOYHO
T10/1aBJICHUE
CEKpEIINH
KOHTPHHCYIISIPH
BIX TOPMOHOB,
YTO yCyryosser
TEeYeHHE
TUMOTINKEMHH.
B/B BBeneHue
aHaJIOTOB
coMaToCTaTHHA
HE
PEKOMEHI0BAHO
B CBSI3H C

BBICOKMMH
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pucKamMu

OCJIOKHEHUH.
AnaJjiorn 1 paz B4-7 30-90 mr AxTuBanus AHoOpekcus, 3aboieBaHus PexomMennoBan
COMATOCTATHHA HEJICIIb. peLenTopoB K TOLIHOTA, KKT (HOK B K IPUMEHEHUIO
npojoHrupoBann | I'myOokas COMaTOCTaTHHYy | pBOTa, aHaMHe3e, nocie
oro aeicrBus: MOJKOXKHAas 5 Tuna; METEOPHU3M, J)Kemue- MMOATBEPKICHUS
Jlanpeotnn WHBEKIUS. UHTHOUpYeT nuapes, KaMeHHas 3¢ deKTUBHOCTU
(Comatynun MOCTYILJIEHUE cTearopes, 00J1€3HB) U XOpomuieu
ayTOKeJlb) Ca®" B KIeTKy, | XONenuTHa3, MEePEHOCUMOCTHU
I'enb nns CHMIKAET TUIIOTUPEO3, KOPOTKOJIEUCTB
MOAKOYKHOTO AKTUBHOCTb 3aJiepKKa YIOIINX
BBeneHus 60 mr/90 allETWJIXOJIMHOB | pocTa. aHaJIOTOB
mr/120 mr (oxTpeotun). He

PEKOMEHI0BaH
Cannocrarun JIAP 10-30 mr B ciydae. Ecim

PactBOp mist

IO JKOKHOTO
BBEIECHUS
(canmocTaTuH
JIAP, oxkTpeoTnjg
aeno). Pacteop

AJIA MOAKOKHOI'0

IUTAaHUPYETCS
MIPOBEJICHHE
I[I9T/KT ¢ 18
OJIODA.
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BBeaenusn 10

mr/20 mr/30 mr

TI/K — TIOAKOKHO, B/B — BHyTpHBeHHO, CTI" — comatoTponHsiii ropmon, TTI — tupeotpornusiii ropmon, AKTI — anqpeHOKOPTHKOTPOIHEII TOPMOH
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3.4. OneparuBHoe Jeyenue BI'N

YpoBenb  y0enuTeIbHOCTH  pekoMeHgamuii A  (ypoBeHb  JOCTOBEPHOCTH

0KA3aTeJbCTB — 3)

Ilokazanus:

a. ¢oxanbHas popma BI'U (Bcerna)

b. muddysusie hopmer BI'U (npu nokazannoi (papMakope3ncTEeHTHOCTH)

Buapbi OMMEPATUBHOI'O JICYCHUSA

1. Ilpu poxanbHbIX GopMax - 4acTUYHAs PE3EKIM MOIKETYJOUHOM Keye3bl C yAaTIeHUuEM
naTojoruueckoro Gokyca. Mcxoo onepayuu — noanoe evizooposaenue. [16, 48-50]

2. Tlpu muddys3ubix popmax — cydToTanpHas nankpeardskromus (95-98%). Hcexoo
onepayuu — 8 nepavle 200bl NOCIe ONePamusHo20 aeyenus syerukemus (50-60%),
eunoznuxkemuu (30-40%), caxapnoiii ouabem (10%-20%),; npu omoanenmvix
HabnooeHusx bonee 10 nem — caxaphuotii Juadem 00 95%. Oxk30kpunHas
nedocmamounocmo. [48-50]

Kommenmapuu: Buvinonnenue onepayuili  803MOJMCHO KAK — JANAPOMOMUYECKUM, MAK U
nanapockonudeckum oocmynom. Onepayusi 00IHCHA NPOBOOUMCSL ONBIMHBIM XUPYP2OM. B xooe
ONEPAMUBHO20 BMEUAMENbCMEA NOKA3AHO NPOBeOeHUe IKChpecc buoncuu 07 0ONOIHUMENbHOU
sepughuxayuu Mopgonocuueckoll hopmvl u OYeHKU paOUKaIbHOCMU XUPYPSULECKO20 JledeHUs NPU
goxanvroti popme.

Lpu oughghyznvix ghopmax 603modrcHo nposedenue yacmuunou pezexyuu (70-80%), komopas ne
no360Jis1em 000UMbCsL NOTHO20 BbI300POGILEHUs., OOHAKO, 8 NOCIEONEePAYUOHHOM NEPUOOE MOICEN
Obimb  KOHmMpoaupyema — UHCYyIuHocmauveckumu npenapamamu. QObvem  onepamusHozo
emewamenvcmea npu ouggyznou gopme 00ndiceH 00CYHCOAMbCA KOJLIELUATLHO 8 KANCOOM

KOHKPEMHOM ciydae.

4. IlmnaMmu4veckoe Ha0 0aeHue 3a nauuedatamu ¢ BI'

YpoBeHb  y0eauTeabHOCTHM  pekoMeHaanumii A  (YypoBeHb  10CTOBEPHOCTH

0KA3aTeJbCTB — 3)
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Hdetu ¢ BI'M noskHBI peryisipHO 0OCHEeI0BaThCs € IEJIbI0 OIEHKH KOMIICHCALUU
3a0oneBaHus U S(PGEKTUBHOCTH MPOBOAMMOTrO JieUeHUs. MHOTUMH HCCIEIOBATEISIMUA OBLIO
oTMeueHo, yTo TeueHue BI'M ¢ Bo3pacTom cTaHOBHUTCS 00Jiee MATKUM, a B HEKOTOPBIX CITy4asiX,
BO3MOXHA JJa)Ke MOJIHAsl peMUCCHsl. DTO, B IEPBYIO OUYEPEIb KacaeTcs JETe ¢ TPaH3UTOPHBIMU
BapuaHtamu (mociencreusi 3BYP, nepunartanbHoit achukcun, cunapomainbaeie popmbr BI'N).
Takue mamueHThl, KaKk MPaBWJIO, MOTYT IOJHOCTBIO YHTH C TepaluH B TeUCHHE NepBbIX 3-12

MecsieB xu3nu [16, 26, 51]

4.1 IIpoTOKO0J JUHAMHYECKOr0 HAOJIIOJEHHUS JeTeil ¢ TPAH3UTOPHLIMM MSATKHMH

dopmamun ~ BI'M~ (nmocaencrBusi ~ 3BYP, nepunaranbHoii  achukcum,

CHHAPOMAJbHbIC d)ODMbI):

e KpatHocTts: | pa3 B 3 mec
e Koncynpranus/ocmMoTp:

-9HOOKPUHOJI02
-Hegpo0e
-neouamp
-ogpmanvmonoe

e JlaGoparopHbie 00OCIIEIOBAHNUS:

- nuxemuueckuti npogpunv 1-3 ous Ha ghone mepanuu.
-Konmponvnas npoba c eonooanuem Ha ghone mepanuu.

[Ipr OTCYTCTBHM THIOTIMKEMHA W aJCKBAaTHON peakIMK Ha TOJIOJ, IMOKa3aHa ITOTBITKA
orMenbl [lnasokcuna. Yepe3 3-4 nHsl mocie MOJHOW OTMEHBI PEOCHKY NpPOBOIUTCS Tpoba ¢
TOJIOJAaHUEM C OIICHKOW MPOJIODKUTEILHOCTH BBIICPKHUBACMOTO TOJIOJAHOTO MPOMEKYTKA H
YPOBHSI MHCYJIMHA U KETOHOBBIX TEJl HA MOMEHT 3aBepIieHus MpoObl. [Ipu OTCYTCTBHH JaHHBIX 3a

TUIICPUHCYJINHU3M, H606X0)II/IMOCTI/I B JJAILHEMIIIEM JICUCHUHU TaKUX Mal[MEHTOB HET.

4.2 TIpOoTOKOJ AMHAMHMYECKOr0 HAOQJIONCHUS JAeTell ¢ HepCHUCTHPVIOIIMMU

dpapmaxkouyBcTBUTEILHLIMY (hopmavu BI'U:

KpatHocTs: 1 pa3 B 3 Mec nepBblil rOJl )KU3HH, 3aTeM | pa3 B 6 Mec 10 3-X JIET, 3aTeM, B Cllydae

KOMIICHCAlluH, 1 pa3 Broa

e OcmoTp:
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-anmponomempus (0COOeHHO NpUYenbHO, ecu pebeHOK Noayyaem mepanuio aHaio2amu
comMamocmamuta)

-nCUX0-MOMopHoe pazsumue (HabavoeHue Hegpoloea)

- ocMomp 21a3H020 OHA (Haba0eHue opmanvmonoza)

-Haba0enue no2oneoa

e JlabopaTopHbie 00CICIOBAHHS:

- iuxemuueckuti npogpunv 1-3 ous na ghone mepanuu.

-Koumponvnas npoba c 2onodanuem na ¢one mepanuu ¢ OYeHKOU YPOGHs 2IUKEMUU,
KemoHeMuu, UHCYTUHA.

-ObwexnunuyecKull anaius Kposu (0711 nayuenmos, noayyarowux /Juazoxkcuo)

-buoxumuveckuii ananus Kpogu: 21eKmpoaumsl, mMouegas Kucioma (01 NAYUueHmos
nonyyarowux Juasoxcuo), AJIT, ACT, ounupybun, wenounas ¢ocgpamasa (0na nayuenmos
NOIYUAIOWUX AHATOSAMU COMAMOCNAMUNA,).

-eopmonanvhulli npoghuns: TTI, ceT4, UDPI (0na nayuenmos, noayuaroujux mepanuio
AHAN02aMU COMAMOCMAMUHNA)

Kommenmapuu: Koppexyus 003 mepanuu 00nxcHa Oblmb 6 nepeylo oyepedb OCHOBAHA
HA RnoKazameusx 2nuKeMuu u pe3yiomamax o00cnedo8anus, a He Oblmb UCKIIOYUMETbHO
paciemHou.

B nybepmammnom nepuode mosicem ommeuamucsi OekOMNeHcayust 3a001e8aHUsl, CHUNCEHUE
KOMNIAEHMHOCIU Npuema npenapamos, ymo mpedoyem 00/1ee SHUMAMENbHO20 00C1e008aHUs

oemeti, a 8 HEKOMOPBIX CLYYAAX NPUBTEUEHUS NCUXOI02UYECKOU NOOOEPIHCKU.

® UHCTPYMEHTAJILHOE 00CIIEI0BaHUEC

-V3U opeanoe bprownoi nonocmu (015 nayueHmos, noayuaruux mepanuo aHalo2amu
coMamocmamuna)

-MPT 201061020 M032a (N0 NOKA3AHUAM)

-0XO-kapouoepagus (no nokazanusam)

4.3. IIporoxoJ JIHHAMHYECKOr0 HAOJIOACHHMS JAeTed IocjJe CYOTOTAJLHOM

NAHKPCATIKTOMMUMU

KpatHocts: 1 pa3 B 3 Mec nepBblil Tof )kU3HH, 3aTeM | pa3 B 6 Mec 10 3-X JIET, 3aTeM, B

CJIydya€ KOMIICHCAl1u, 1 pa3 Bron
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e JlaGoparopHbie 00CIEAOBAHUS — KOMNIEKCHOE 00Ce008aHue Ha npeomen pa3eumus

U3C]] (enuxemuueckuti npoguns, enukuposannwiil 2cemo2nodoutn, OI'TT).
e HaOnronenue sHAOKPHUHOIOTOM, FaCTPOIHTEPOIIOTOM, TUETOJIOTOM

e OreHKa 3K30KPUHHON (DYHKITUH IO KEITYIOYHOM Kelle3bl (KOTpoJIoTHs, macraza 1 B

aHaM3ax Kajia), peleHue BOmpoca o0 MPUCOeTMHEHNN (hepMEHTOTEPAIIHH.

5. MeaunuHcKas peadujauTanus, MeIUIUHCKNE MOKA3AHUA U

NMPOTUBOINOKA3AHUA K IPUMEHCHUI0O METOA0B peaﬁunuTaunn

YpoBeHb  y0enuTeIbHOCTH  pekoMeHaaumii A  (YpoBeHb  JIOCTOBEPHOCTH

A0Ka3aTeJbCTB — 3)

VauTeIBas BBICOKHE PUCKH HEBPOJIOTHYCCKUX OCJIOKHCHUM Y HNamyeHTOB C HEOHAaTaJbHOU

TUTICPUHCYJIMHEMUYECKONW THIOTIMKeMUerd BceM neTssm ¢ BI'M pexoMeHmoBaHO HaOmrofcHUE

HCBPOJIOIa, pea6I/IJ'II/ITOJ'IOl"a, O(bTaJ'IBMOJ'IOl"a n Joroicaa. O0beM H PO AOJIKUTEIIBHOCTD

pea6I/IJ'II/ITaI_[I/IOHHI>IX MCpOHpI/IHTI/Iﬁ OIIPCACIIAOTCA CTCIICHBIO THUIIOTJIMKEMHNYCCKOI'O

nospexaeaust [IITHC u BeicTaBisitorest HeBpojorom [52, 53.

1)

2)

3)

4)
5)

6. Opranuzanusi MeIUIIMHCKOH MOMOIIU
IHoka3zanust AJ1s1 TOCNUTAIU3ANUHA B MEAUIIHHCKYI0 OPraHU3alMIO;
BIIEPBbIC BBIABICHHAS TUMOTIUKEMUSl y peOEHKa C LIETbI0 MPOBEACHHS 00CIIeIOBaHUS U
YTOUHEHHUSI IMarHo3a
runorivkemus y manuentoB ¢ BI'M, compoBoskaaromascs cynoporaMmu/motTepei Co3HaHus
JUIS. KyMTUPOBAHUS OCTPOTO COCTOSIHUS U TIOI00pa/KOPPEKIINU Tepanuu
nposegenue [19T ¢ 18DJODA
MPOBEICHUE XUpypruueckoro jeuenuss BI' 1
TJIaHOBas rocrnurtaiau3anus namueHtoB ¢ BI'U mns mpoBeneHHs KOHTPOJIBHBIX MPOO C

LEJIBIO KOPPCKIUU TPOBOAUMOTO JICUCHU A

Iloka3aHusa K BbIIHCKE MAIHEHTA U3 MEIUIMHCKOMH OpraHusanuuu
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1) Hamuuue KIMHUKO-TA00pATOPHON MeEJIMKaMEHTO3HOW KOMIICHCAIIMU IO pe3yibTraTam

oOcreoBaHus
2) HanMuYue  KIMHUKO-Ta0OpaTOpHOM  peMuccuu  3a00JIeBaHHMsT 1O pe3yjibTaTaM
oOcre0BaHusI.
Kpurepuu oneHKn KayecTBa MeIMIUHCKOH MOMOLIHU
No Yposensn Yposensb
B Kpurepuun kayecrsa y0eauTeIbHOCTH| 10CTOBEPHOCTH
PEeKOMEHIaUMi | 10Ka3aTeJIbCTB
1. |Ananu3 KIMHUYECKOHN KapTHUHBI U JAaHHBIX aHAaMHeE3a A 3
2. |IlpoBeneHNs] MOHUTOPUHTA TITUKEMHUH A 3
3. |[IpoBeneHne MTMarHOCTUYECKOM MPOOBI C TOJI0JAHUEM A 3
4. [[IpoBenenue MOJIEKYJIIPHO-TE€HETHYECKOT 0| A 3
vicciieIOBaHUs
5. [[Iposeaenue [IDT\KT c !8DJJODA npu moo3peHny A 3
Ha dokanbHyto hopmy BI'U
6. |[[IpoBeneHne WHQPY3MOHHON Tepamud pPacTBOPOM A 3
[JIFOKO3BI JIO TOCTHKEHUS JYTIINKEMUHT
7. |Ha3HaueHue MHCYJIMHOCTATUYECKOU Tepanuu A 3
8. |[IpoBeneHre KOHTPOJIBLHON MPOOBI C TOJOAHUEM IS A 3
o1ieHKH d(H(PEKTUBHOCTH MMPOBOUMON TEpATTUU
9. [[IpoBeneHHre TMHAMUYECKOTO 0OCIICIOBAHMS A 3
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Ipunoxkenue Al. CocraB padoueii rpynnsl o pa3padorke u nepecMorTpy

KJIMHUYECKUX PeKOMEeH AUl
PYKOBOJIUTEJIU:

IleteprkoBa BanenTnHa AnekcanapoBHa — akamemuk PAH, npodeccop, mokrop
MEIMLIMHCKUX HayK, HAy4HbId pykKoBoauTenb MHcTHTyTa nerckoil sHaokpuHosormun PI'BY
«HMUL] »supokpunosmorun» Mun3sgpaBa Poccun, 3aBenymoomas kKadeapod AETCKOU
SHJIOKPUHOJIOTUH-THabeTonornu MHCTUTYTA BBICIIETO W JOTOIHUTEIBHOTO MPO(GECCHOHAIBHOTO
obpazoBanust ®I'BY «HMMUL] sunoxpuHonorun» Mun3apaBa Poccuu, TiiaBHBI BHEIITATHBIN
JNETCKUW CIIENUAINCT SHAOKpUHOIOT MuH3npasa Poccun

besnenkuna Oubra bopucoBHa — JOKTOp MEAUIIMHCKUX HAYK, 3aMECTUTENb TUPEKTOPA
Hentpa - mupekrop MHcturyra nerckoi sunokpunonornu ®I'bY «HMMUL sHnokpuHOIOTMIY
Munszapasa Poccun, npodeccop xadeapsl AeTCKON 3HAOKpUHOJIOTUU-auadeTonorun MHcTuTyTa
BBICIIETO W  JIONOJHUTENBHOrOo  mpodeccuoHanpHoro obpazoBanuss @®I'bY  HMMUIL
SHJOKpHUHOJOTMH Mun3apaBa Poccun

ABTOPBI TEKCTA:

Meaukssn Mapuss ApMeHaKOBHa - JIOKTOp MEIUUMHCKUX HAyK, 3aBeAyronias
OTAEJICHUEM SHJIOKpHHONATUH paHHero naerckoro Bo3pacta ®I'bY HMMUII sHuokpuHOJIOrMN
Munznpasa Poccun

I'yoaeBa /Inasipa HauneBHa - KaHAWAAT MEAMIIMHCKUX HAYK, HAYYHBIM COTPYIHHK
OTAEJICHUs SHIOKPUHOMATUH paHHero naerckoro Bo3pacta ®I'BY HMMUIL] snaoxpuHoNIOrUn
Munznpasa Poccun

boamacoBa AHHa BMKTOpPOBHA — KaHAMAAT MEIUUIMHCKUX HAyK, CTApUIMA Hay4HbIN
COTPYIHUK OTHEJICHUA DSHAOKPUHONATUN paHHEro nerckoro Bo3pacta PI'BY HMMUI]
SHI0KpHUHOJIOrun Munsznpasa Poccuun

Ierpaiikuna Enena EpumoBHa - TOKTOp MEIUIIMHCKUX HAYK, riaBHbIM Bpad ['BY3 r.
Mockss "JleTckast ropojckas KiuHu4Yeckas 0osibHHIIa uM. CBsitoro Brnagumupa JlemapramenTa
3paBoOXpaHeHUsI T. MOCKBBI", TJIaBHbIA BHEIITATHBIM CIEIUATUCT ACTCKUI 3HIOKPUHOJIOT T.
MOoOCKBBI, TJIaBHBIN BHEIITATHBIN CIEHUAIUCT ACTCKUNA 3H10KpHuHOJIOT LlenTpanbHoro @O

Huxntuna Upuna JleopoBHa — TOKTOp MEIMIIMHCKUX HayK, 3aBenytomniit HUJI nerckoit
SHJIOKPHHOJIOTUH, HAY4YHBIM pykoBoauTelb oTaencHus neauatpuu Ne2 (JIJIPK), 3aBemyromruii
kadenpoi aerckux Oose3Het MHCTHTYTa METMIIMHCKOTO 0Opa3oBanus LlenTpa AnmasoBa, 4ieH
po(UILHON KOMUCCUU TI0 JIETCKOM SHI0KpUHOJIOTMH Mun3apasa Poccun

IKCIIEPTDI:

IMankuna JI1000Bb AJleKCaHAPOBHA -  JIOKTOpP MEIUIMHCKUX HayK, Ipodeccop
WNHctuTyra Tepanuu M MHCTpyMeHTanbHOM auarHoctukn PI'BOY BO "TuxookeaHckwuii
rOoCylapCTBEHHbI MEIUIIMHCKUN yHHBepcuTeT" MuHn3znpaBa Poccum, riaBHBIM BHEIUTATHBIN
CHELMAIIUCT AETCKUN dHA0KpuHOJIOT JansHeBocTouHoro ®O.

Tapanymenko TarbsiHa EBrenbeBHa -  JOKTOp MEIUUMHCKUX HayK, 3aBeayrolias
Kaeapoil mexuaTpuu MHCTUTYTa mocieauruiomMHoro o6pasosanus ['bOY BO "Kpachosipckuit
rOCyJapCTBEHHBIM MEIUIIMHCKUN yHUBEpCUTET nMeHH npodeccopa B.®. Boiino-fceneBckoro”
Munzapasa Poccuu, riiaBHBIN BHEIITATHBIN CIEUATUCT IETCKUI dHIOKpHUHOJIOT KpacHOsApCcKOro
Kpasi, [JIaBHBIA BHEIITATHBIM CHIEIMaIUCT AeTCKUi sHA0KprHONIOr Crubupckoro @O.
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MaJsueBckuii Ojier ApTypoBHUY - JOKTOp MEAMLIMHCKHX HayK, Ipodeccop kadeaps
rociutanbHol neguarpun @I'bBOY BO  «bamkupckuil rocyIapCTBEHHBI  MEIUIIMHCKUI
yHUBepcUTET» MuH3apaBa Poccuu, riiaBHbINA BHEIUITATHBIA CIIELUATIUCT JETCKUN S3HAOKPUHOJIOT
ITpusomxckoro ®O.

KusieB AJiekceii BacwibeBHY - JOKTOp MEAMIIMHCKMX HaykK, Hpodeccop Kadeaps
rociutanbHolt  nexuatpun  ®I'BOY BO "Vpanbckuil rocyaapCTBEHHBIM MEIUIIMHCKUI
yHuBepcuteT" Munsapasa Poccun, pykoBoaurtens Llentpa nerckoit sunokpunonorun I'AY3 CO
«OO0nacTHast aeTcKas KIMHUYECKas OOJIbHHIIA», TJaBHBIA BHEIITATHBIH CHEIHMATIHCT ICTCKUN
SHAOKpUHOJOT CBEpAJIOBCKOM 00JIaCTH, TJIABHBIM BHEIITATHBIA  CHEIUATUCT JCTCKUU
3HI0KpHUHOJIOT Ypanbsckoro ®O.

Kocrposa Upuna bopucoBHa - 3aBeayronias OTICICHUEM JETCKOW 3HIAOKPUHOIOTHH
I'bBY "Jlerckas pecmyOnukaHckas kiuHuueckas OompHuna uMmM. H. M. KypaeBa", riaBHbIiI
BHEILITATHBIN CTIEHUAINCT AETCKUM SHAOKPUHOJIOT pecnyOinku JlarectaH, riiaBHbII BHEIITATHBIN
crenuaiucT AeTckuit sHaokpunosor Cesepo- Kaskasckoro @O.

bamnuna Eaena BopucoBHa - JOKTOp MEIUIIMHCKUX HaykK, npodeccop Kadeapbl
SHAOKpUHOJOTMM uMeHH akagemuka B.I. bapanoa ®I'OYBO «Ceepo-3anaaHslii
roCyJAapCTBEHHBIM METMINHCKUI yHUBepcuTeT uMeHu 1.1, MeunukoBay, riIaBHbIN BHEIITATHBIN
CIIELIMAUCT AETCKHI d3HA0KpUHOIO0T CeBepo-3anagHoro ®O.

I'aaxkuna I'aqmHa AJieKcaHAPOBHA - TOKTOP MEIUIIMHCKUX HAYK, 3aBEyIOLIasl JETCKUM
SHAOKpUHHBIM oTaeneHnneM HHWWM axymepctBa u nemmatpum PI'bOY BO "Pocrosckuit
rOCyJIapCTBEHHBI MEIUUIMHCKHI yHUBepcuTeT' MuHn3apaBa Poccuu, TJIaBHBIA BHEIITATHBIN
CHEIUATTUCT JETCKUM PHIOKPUHOJIOT POCTOBCKON 0051acTH, TIaBHBIN BHEIITATHBIN CHEIIUATHCT
nerckui sHaokpuHoJor FOxunoro ®O.

KoH}auKT MHTEepecoB: aBTOPHI KIMHUUECKUX PEKOMEHIAINH IeKIapupyloT OTCYTCTBUE

KOH(IMKTa UHTEPECOB.
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Ipunoxenue A2. MeronoJiorust pa3padOTKu KIMHHYECKHX PEKOMEHIALUI
MeTOI[bI, HCII0JB3YyEMbIE NI cﬁopa/cenekunn A0OKA3aATEJbCTB: ITIOMCK B 3JICKTPOHHBIX

0a3ax JaHHBIX.

Onucanue MeTo10B, UCNOJb30BAHHBIX /UIA HCIOJb30BAHHBIX /sl cOopa/cesieKunn
A0KA3aTeJbCTB: JOKa3aTEIbHONW 0a301 sl pEKOMEHIAIUH SIBIISTICH ITyOJIMKAIMH, BOIIE/AIINE B
KoxpeiinoBckyro 6ubmmoTteky, 6a3el nanabix EMBASE, MEDLINE u PubMed. ['myOuna nmoucka

- 15 ner.

MeTOIlbl, HCIIOJB30BAHHBIC IJISl OLEHKH KaYeCTBa U CUJIBI I0KAa3aTE/ILCTB: KOHCCHCYC

3KCIEPTOB; OLIEHKA 3HAYMMOCTH B COOTBETCTBHH C PEUTHHTOBOM CXEMOIA.

MeToabl, HCNOJIb30BAHHBbIE JIJIs1 AaHAJU3A J0KA3aTeJbCTB: 0030pbl OMyOJIMKOBAHHBIX

KIIMHAYECKUX UCCIIEOBAaHUN U CUCTEMATHIECKUX 0030POB.

IleseBasi avANTOPHS JAHHBIX KIMHHYECKHX PEeKOMEH/IAIMM:

1. Bpauu — gerckue S3HAOKPUHOJIOTH;
2. Bpaum — nenuatps;

3. Bpauwm - HEeoHaro0TH

Tabauna 1. [llkana onieHKH ypoBHEH 10cTOBEepHOCTH NoKa3zarenbeTs (Y /1) ams metomnoB
JTMArHOCTHKH (JIMarHOCTHYECKUX BMEIIIATEIbCTB)

Y1 Pacumdposka
1 CucremaTnueckue 0030pbl UCCIEIOBAHUM C KOHTPOJIEM pedepeHCHBIM METOJ0M WU

CHCTeMaTHYECKUH 0630p PaHAOMU3HUPOBAHHBIX KIMHHUYCCKHUX I/ICCJ'ICIIOBaHI/Iﬁ C
IIPUMCHCHUEM MCETa-aHallu3a

2 OTI[CJ'ILHLIG HCCIICOAOBAHUA C KOHTPOJIEM peq)epeHCHHM MECTOAOM HJIN OTACJIBHBIC
PAaHAOMU3BHUPOBAHHBIC KIMHHUYCCKHUC HCCICAOBAHUA KU CHCTCMATUYCCKUC 0630pbl
HCCIEI0OBaHUN JIF000TO I[PI38.I>1H3., 3a HCKIIIOYCHHUEM PAaHAOMU3SHUPOBAHHBIX
KIIMHUYCCKHX PICCJ'IGI[OB&HPIIZ, C IPpUMCHCHHUEM MCTa-aHalln3a

3 HccnenoBanus 0e3 MMOCJICA0OBATCIILHOI'O KOHTPOJIA pe(i)epeHCHLIM MCTOJOM HJIN
HCCiICIJOBaHusA C pe(l)epeHCHBIM METOJAO0M, HE MABIAIOIIMUMCA HC3aBUCUMBIM OT
HucciaeayemMoro Metoaa i HEPaHAOMU3UPOBAHHBIC CPABHUTCIIBHBIC UCCICIOBAHN, B
TOM YHUCJIC KOTOPTHBIC HCCIICAOBAHUA

4 HeCpaBHI/ITCHLHHC HCCIICA0BaHUs, OITMCAHNUEC KIIMHUYCCKOTO ClIydasd

5 Hmeetcs nmuibs 000CHOBaHUE MEXaHU3Ma JIECTBUS WJIM MHEHHUE OKCIICPTOB
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Ta6muna 2. I[llkana OIEHKH YpOBHEW IOCTOBEpHOCTH pAokazatenbetB (Y /) s
METOJIOB MPO(UIAKTUKH, JICUEHUS U peadunuTauuu (MpoQHUIAKTHUECKUX, JEYCOHBIX,

peabUINTAIIMOHHBIX BMEIIATEIIHCTR)

YA Pacimmgposka

1 | Cucremaruueckuii 0030p PKU ¢ npumeHeHneM MeTa-aHajin3a

2 | Ormenpabie PKU m cucrematudeckue 0030pbl MCCIICIOBAHUM JTIOOOTO JW3aiiHa, 3a
nckiouennem PKH, ¢ npuMeHenneM Mera-aHajinsa

3 HepaHILOMI/I?;I/IpOBaHHI)Ie CPaBHUTCJIbHBIC HCCIICA0BaHNs, B T.4. KOIr'OpTHBIC
HUCCICIOBaHUA

4 | HecpaBHHTENIbHBIC UCCIIEIOBAHMS, OTTMCAHNE KIIMHUYECKOTO CITydasi UJId CEPHUH CITydaeB,
WCCIIEIOBAHUS «CIIY4aii-KOHTPOJIbY

5 | Umeerca numb 00OCHOBaHME MEXaHU3Ma JIEHCTBUS BMEIIATENIbCTBA (JOKIMHUYECKHE
WCCJIEIOBAHUS) UM MHEHHE SKCIIEPTOB

Tabamua 3. Ilkana oueHku ypoBHeW yOemuTenbHOCTH pekoMeHnauuit (YVYP) ans
METO/I0B MPO(PUIAKTUKH, TUArHOCTHKH, JIeYeHHs W peaOunutauuu (mpoduaaKTHYEeCKHX,

JTUATHOCTUYECKHX, JICUeOHBIX, PEaOUIUTAIIMOHHBIX BMEIIATEIHCTB)

YYP Pacuugposka

A CunbpHas pekoMeHJalus (Bce paccMaTpuBaeMble KpUTEPUH IPPEKTUBHOCTU
(Mcxopl) SABISAIOTCS Ba)XHBIMM, BCE MCCIEJOBAHUS MMEIOT BBICOKOE WIN
YIOBJIETBOPUTEIBHOE  METOJOJIOTMYECKOE  KadyeCcTBO, MX  BBIBOJBI IO
MHTEPECYIOIIUM UCX0/IaM SIBJIIOTCS] COTJIACOBAaHHBIMMU )
B VYcnoBHas pekoMeHanus (He Bce paccMaTpuBaeMble Kputepuu 3PPeKTHBHOCTH
(McXopl) SABNIAIOTCA BaXKHBIMM, HE BCE MCCIEIOBaHUS HUMEIOT BBICOKOE WIIH
YJOBJIETBOPUTEIBHOE METOJ0JOIMYECKOE KauyeCcTBO W/WIM MX BBIBOABI IO
MHTEPECYIOIUM HCX0/IaM HE SIBJISIFOTCS COIVIACOBAHHBIMU )
C Cnabas pekoMeHaanus (OTCYTCTBHE 10Ka3aTENILCTB HAUIEKALET0 KauyecTBa (Bce
paccMaTpuBaeMble KpuTepuH 3PpPEeKTUBHOCTH (MCXO/Ibl) ABISIOTCS HEBAXKHBIMM,
BCE MCCIIEOBAHUS UMEIOT HU3KOE METOA0JIOTNYECKOE KaueCTBO U UX BBIBOJIbI 10
MHTEPECYIOIUM HCX0/IaM HE SIBJISIFOTCS COIVIACOBAHHBIMU )

IMopsiniok 00HOBJIEHUSI KIMHUYECKUX PEKOMEHALMA.

MexaHu3sM  OOHOBJIEHMS  KIMHUYECKUX  PEKOMEHJALUi  IpegycMaTpuBaeT — UX
CUCTEMATHYECKYIO aKTyaJIU3allI0 — HE PEXKE YEM OJIMH pa3 B TPH I'0JA, a TAKXKE IIPU MOSBICHUU
HOBBIX JAHHBIX C IO3MIMU JOKA3aTelIbHOM MEIULMHBI II0 BOIPOCAM JAMArHOCTUKH, JICUEHUS,
OpoUIAKTUKA UM peabWiIMTalMM KOHKPETHBIX 3a00JieBaHMM, HaJIU4YUHd OOOCHOBAHHBIX
JOTIOJTHEHUI/3aMeuannit K paHee yTBepkAEHHBIM KP, HO He yaie 1 pa3a B 6 mecsiies.

Pemenune 06 oO0HOBiIeHnH npuHuMaeT M3 PD Ha ocHOBE Npe/I0KeHU, TPEeICTaBIEHHBIX
MEAULIMHCKUMHI HEKOMMEPUECKUMH IMpodecCHOHaTbHBIMU opranu3anusMu. ChopmMupoBaHHbIE
NPEMIOKEHUs JOJDKHBl  YYUTBIBATH PE3YJAbTAaThl KOMIUIEKCHOM OLIEHKH JIEKApCTBEHHBIX

npemnapaTroB, MCAUITUHCKUX HSI[CHHﬁ, a TaKiKC pC3yJIbTAThI KIMHUYECKOH ar[p06au1/11/1.
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Ipunoxkenue b. AiropuTMbl 1eCTBUH Bpaya

AJIFOpHTM JIeUCHHA NMAIIMECHTOB ¢ BPOKACHHBIM 'HNNEPUHCYIHUHU3IMOM C YUIETOM
KJIMHUYECKUX M TeHeTHYECKHX 0COOeHHOCTEH.
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[punoxenue B. Uudopmaums 1is nanmesra

Ponurenu/onexkynsr Bcex manueHToB ¢ BI'U B 00s13aTeIbHOM MOPSIKE JTOJDKHBI BIIAICTh
TEXHUKOW aHAJIN3a TJIMKEMHUH TMOPTATUBHBIM TIIFOKOMETpoM. HeoOxomumo aath deTkue

HWHCTPYKIUU IO KPATHOCTHU U3MEPCHHUA INIMKCMUHU U LICJICBbIX 3HAYCHHUAX Caxapa KPOBH.

H€06XOI[I/IMO pacCka3aTb POAUTCIAM O BO3MOXHBIX KIMHUYCCKUX [IPOABICHUAX

TUIIOTJIMKEMUH Y IETEW pa3HOro BO3pacTa.

OO0s3aTeaBLHO B JIOMaHIHeﬁ AIITCYKE JOJDKHBI XPAHUTHCA TMIICPTIIMKEMUYCCKUE CPEACTBA

JJIs1 OKCTPECHHOTO IMPUMCHCHMU L

1. PactBop rimroko3sl (20-40%) BBe1eHNE KOTOPOTO BO3MOKHO MEPOPATIBHBIM ITyTEM.
[Mpumensiercs, ecnmm y peOCHKA THUINOTJIMKEMHUS W OH B CO3HAHWU. BakHO
MpenoCcTepedb POAMTENEH OT TMOIBITOK CaMOCTOSITEIHHOTO MapeHTEPATEHOTO
BBEJICHUS  pacTBopa  TIJIFOKO3bI, TaK Kak B/M  HMHBEKIHHA  BBICOKO
KOHIICHTPUPOBAHHBIX PACTBOPOB MOTYT TPHBOJUTH K Pa3BHUTHIO MECTHBIX

OCJIOKHEHUH.

2. TI'moxorenb wiM TaOJETKA TJIOKO3BI (11  TIEPOPAIbHOTO TPUMEHEHUS).

[IpumensTcs, ecnu y pebeHKa THIOTIMKEMUS U OH B CO3HAHUM.

3. PactBop rmrokarona mis B/M WM T/K BBEACHHS. MOXET TPUMEHSTHCS TIPH
TSDKEIIBIX THITOTJIMKEMUSIX ¢ ToTepeld co3HaHus. HeoOxoaumo oOydeHnEe TEXHHUKE

Ppa3sBEACHUA IIpEIriapaTta U IpOBEACHUA HHLeKHHﬁ.

[Ipu moctyruiennn peGeHKa B JETCKUIM caJl WK LIKOIY, He0OX0IuMO HH(GOPMHUPOBATH
YUUTENS/BOCIUTATENSI/ME, CEeCTpYy O €ro 3a0oNieBaHUM M MYTSIX KyHUPOBaHUSA

THITOTTTUKEMHUYECKUX COCTOSIHHH.

Pogutenu nmomkHBI  OBITh  HMHPOPMHPOBAHBI O TOM, 4YTO B Cllydae pa3BUTHUA
MHTEPKYPPEHTHBIX 3a00JIeBaHUi, COMPOBOXKAAIONINXCS qUapeeii, pBOTOH U OTKAa30M OT
€/1bl, TUTIOTJIMKEMHH MOTYT YCYIyOJsThCS U pa3BUBAThCS Jake Ha (PoOHE MPOBOAUMOTO
nedeHus. B ciydae pa3BuTHs TOJOOHBIX cocTosiHHM, neTsM ¢ BI'M moxer ObITH
pEeKOMEHI0BaHa TOCTIUTANIN3AIUS C IIENbI0 IPOBEICHUS O IeP KUBAIOIIeH HHDY3HOHHON

TEpaIuu paCTBOpaMu I''TFOKO3bI.

Bcem nmamuentam ¢ BI'U PCKOMCHAYCTCA HOIICHUC 6paCJ'IeTa C YKazaHUCM HMCHU U
PCKOMCHAAIUAMU 110 OKa3aHUIO 3KCTpCHHOﬁ MEIUITUHCKOM IIOMOIIIH, TCJ'IC(I)OHa

JOBCPCHHOTIO JIMIIA
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Ipunoxenue /1. Popma peuensuu st 0GpopMIIeHUS NMPeII0KEHUN U

3aMe4YaHUuil K NPOECKTY KIMHHYECKHX PEKOMeHIal il

PenieH3ust Ha NpPOEKT KIMHMYECKUX pekoMeHaauui " JIMarHoCcTUKa U JIEYEHHE BPOKIECHHOIO

TUIEPUHCYIMHU3MA y AeTen

®amunus N.0.:

KonTakTHbIE TaHHBIE:

MecTto paboThI:

JlOKHOCTB:

Jara 3anmonHeHus:

1.  IlpencraBnenublii  mnpoekt KP  «J/luarHocThka ©W  JIeYEHHE  BPOXKJIECHHOIO
TUIEepUHCYINHU3MA y Aerein» Bam nonsten? JA/HET

2. Bame ortHomenne Kk 3HaunMoctH KP «J/luarHoctHka w® JIedeHHME BPOXKIACHHOTO

TUIIEPUHCYJIMHU3MA y JEeTel» JUIsl CHCTeMBbl 3apaBooxpaHeHust Poccuiickont ®enepanuu:

3. IlpencraBnennsii  npoekt KP " JluarHocTuka W JIEUEHHE  BPOXKIECHHOIO

"

TUTICPUHCYJIMHU3MA Yy  JIeTei Oyner mone3eH (Oecrmonie3eH) g TPAKTHYECKOTO

3IpaBOOXpaHEHUs, M B  4YeM  ero  mojb3a  (OTCYyICTBME  TMOJb3bl,  Bpexd)?

4. IlpencraBnennbii npoexkt KP " JluarHocTMka W JICUEHME  BPOXKJICHHOIO
TUIEPUHCYINHU3MA y AeTel " COOTBETCTBYET (IPOTUBOPEUYHT) 3aKOHOATENbCTBY Poccuiickoit
Oenepannu win (1) 3aKOHOIATENBCTBY cyObekTa Poccuiickoit @enepariun) (eciu mpoTUBOPEUUT,

TO KaKnM HMMCHHO AOKYMCHTaM u B ‘ICM)

5. IlpencraBnensubii  mnpoekt  KP JlmarHocTka W JICYEHHE  BPOXKIACHHOIO

TUIICPUHCYJINHU3MA Y JeTen COOTBETCTBYCT (He COOTBCTCTByeT) CIIOKUBIICHCS TUIIUYHOMN

IIpaKTHKE B 3/ipaBooxpaHeHnu Poccuiickoit deneparuu (eciau HE COOTBETCTBYET, TO B YEM).



VYkaxure

npyrue

cooOpaxxeHus,

IIPEIJIOKEHHUS:

7. B ciydae Hecornacusi ¢ OTIEIbHBIME MoJiokeHussMu ipoekta KP " JluarHoctuka u jieuenue

BPOKJICHHOIO TUIIEPUHCYJIMHU3MA Y IeTell " MPEeAIoKUTE CBOU BAPUAHTHI C YKA3aHUEM

CTpaHUIbl U IYHKTA, OTHOCUTCIBHO KOTOPOI'0 NPCATTIOKECHBI HU3MCHCHU A (O(l)OpMJ'IﬂeTCFI B

COOTBETCTBHUU C TAOJIHUIICH).

Ne ni/mt Howmep [Tpunoxenne O6ocHoBaHue Hctoununku
CTPaHUIIBI, WM 3aMEUaHue | TPEI0KEHUS JTUTEPaTypHI,
Ha3BaHUE WJIM 3aMEUaHUs | MOJTBEPXKIAI0IINE
MMyHKTa MIPEITIOKEHUS WIn
3aMEYaHUs

IIpocum Beicnath Bamy penensuro Ha agpec Melikian.maria@gmail.com s cpox mo «08»

okTsa0ps 2021 r. BKIIFOUUTEITBHO.

B cooTBeTcTBUUM CO CIIOKHUBIICICS MEXKIYHAPOIHON MPAKTUKON B Cilydae OTCYTCTBUs Barei

pEeleH3UN TMPUHUMAETCS pEUIeHHE O TOM,

IMpEACTABICHHOI'O IIPOCKTA.

qT0 BrbI

S7

COrj1aCHbI

CO BCCMH IIYHKTaMH


mailto:melikian.maria@gmail.com
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