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[lpegucnosme

HaHHble MeTOAMYECKNE PEKOMEHAALMHU TTOATOTOBIEHbI BEAYIIIMMU CIELIa-
JINCTAaMM B 00JIACTU TUATHOCTUKU U JICUSHUS] BPOXICHHOTO THIIEPUHCYJIM -
HU3Ma y JgeTeil K. M. H. Mapueil ApMeHakKoBHOU MenuKksH U K. M. H. Ma-
pueit AnapeeBHoil KapeBoii.

BpoxneHHBII TUIIEpUHCYJIMHU3M SIBISIETCS. PEIKUM 3a00JIeBaHUEM, T103-
TOMY MHOTHE TIeIMaTPhl HUKOTAA C HUM He CTaJIKMBaJIMCh. B mocienHue ro-
IIbl Oarogapsl OTKPHITUIO TIepUHATAJIbHBIX LIEHTPOB M OCHAILIEHUIO X aBTO-
MaTUISCKUMU OMOXMMMYECKMMU aHAIM3aTOpaMU yIyUYIIMIOCh paHHEE BbI-
SIBJICHUE TUTIOTIMKEMU Y HOBOPOXKIEHHBIX. B CBA3M ¢ 3TUM MOSIBUJIACH I10-
TpeOHOCTh B MH(MOPMALIUM O JaHHOM TsKeJIoM opgaHHOM 3a00JieBaHUM,
CBOEBPEMEHHOE MPaBWILHOE JICYCHNE KOTOPOTO MO3BOJISICT N30eKaTh TsKe-
JIBIX OCJIOXKHEHW, MPexXae BCEr0 HEBPOJIOTUYECKHUX.

Haneemcsi, uto maHHOE MeToAMYECKOE TTOCOOUe OyIeT MoJIe3HO HEOHATO-
JloraMm, meauaTpaM M JIeTCKUM SHIOKPUHOJIOIaM.

Thasnbiii demckuii s3ndokpuronoe M3 PD,
unen-koppecnonoenm PAH B. A. Ilemepkosa



1. OnpepneneHne

Bpoxnennsiit runiepuncynuausm (BI'M) — »1o HacneacTBeHHOE 3a001eBa-
HHUEe, XapakKTepu3ylollleecsl HeameKBaTHOM TUIepCeKpelnell WHCYIMHA
B-KaeTKaMu MOIKETYI0YHOM Kele3bl, YTO MPUBOAUT K PA3BUTHUIO TMITOTJIN -
KeMUU.

BI'U gaBasercst peakum 3abosneBaHueM. Yacrora Bctpeuaemoctu BI'U, o
JaHHBIM €BpPOMEUCKUX aBTOPOB, cocTaBiseT B cpeaHem 1:30 000—1:50 000
>KMBBIX HOBOPOXIEHHBIX, @ B MOMYJISILUSIX C BRICOKMM YPOBHEM OJIM3KOPO/I-
CTBEHHBIX OpakoB — 1:2500 kmBBIX HOBOpOXAeHHBIX [1]. B P® peructp
BI'1 He BenmeTcs, 0AHAKO, MO JaHHBIM MHOTIOLEHTPOBOTO KCCIEA0BAHMSI,
npoBeneHHoro B Mockae B niepuof ¢ 2009 mo 2011 r., yactoTa BCTpeuyaeMo-
CcTH cxogHa ¢ JaHHBIMK EBporel m cocraBisget 1:45 000 [2].

HecmoTpst Ha He3HAUMTEIbHYIO YacTOTy BcTpeuyaeMocTu, BI'U sBnsietcsa
OIHON M3 OCHOBHBIX NPUYMH MNEPCUCTUPYIONICH TUMNOIIMKEMUU Yy JIETEH
TMEepBOTO TOIa XKU3HM [3].

2. Knaccuaomkayms

BI' gBasieTcst reTeporeHHBIM 3a00JI¢BaHMEM KaK 3TUOJIOTMYECKU, TaK U C
TOYKM 3pEHUS] KIIMHUYECKOTO TeUeHUSI U pa3HooOpa3nst MOpGOI0THIECKIX
¢dopM. OcHOBHBIE MPUHLUIBI KJIACCU(PUKALIMU TUTIEPUHCYTNHU3MA TIPUBE-
JIeHBl B Tabm. 1 [4].

Tabnuua 1. Knaccudmkauus BpOXAEHHOTO rNepuHCYNNHN3MA

C Toykn 3peHUA TCYCHUS IMNOrIMKEeMHUN

TpansuropHas Ilepcuctupyromas

OTHOIOrHYECKHE BAPHAHTDI

MyTaluu reHoB, y4acTBYIO- CunzipoMasbHble (HOPMBI: OcCJIOXXHEHUSI BHYTPUYTPOO-
IIUX B PETYJISIUN CEKPEIINU Cunnpom bekButa— HOTO U INepUHATAIbHOIO TIe-
WHCYJIMHA! Bunemana PUOMIOB:

KCNJ11 CunpapoMm Arepa Achuxcus npu poXICHUN

ABCCS Cunnpom Cotoca [nabetnueckast peronatus

GCK CuHpOM Macku KaOyKu 3BYP

GLUDI BpoxneHHble nedheKTb BHyTpuyTpoOHBIit cercuc

HADH [JIMKO3UJIMPOBAHMSI

uce2

INSR

HNF4A

SLCI16A1

Mopdoaoruueckue ¢Gopmbl

HuddysHas doxkanbHasg AtnnuaHas

3BYP — 3anmepxkka BHyTPUYTPOOHOTO Pa3BUTHSI.
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3. OTnonartoreHes

B HacTosIIMii MOMEHT B JIMTEpaType OMMCAHO AEBSITh T'€HOB, MyTallud KO-
TOPBLIX MOTYT MPUBOAUTH K pa3Butuio BI'M. IToMuMO 3TOro CyuiecTBYIOT
CUHJpOMaJIbHbIE TaTOJOTUU, B CUMIITOMOKOMILIEKC KOTOPBIX MOXKET BXO-
JIUTh TUIEPUHCYIMHEMUYECKas] TUIOrauKeMuys. OTAeIbHYIO IPYIIIY COCTaB-
JISIIOT TPAH3UTOPHBIE TMIIEPUMHCYJIMHEMUUYECKUE TUITOTIMKEMUN HOBOPOXK-
JIEHHBIX, pa3BUBAIOIINECS KaK OCIOXHEHWE MepUHATATBLHOTO Nepruoaa Uin
KakK CJeACTBME 3aepKKW BHYTPpUYTPOOHOTo pa3Butus |1, 4].

['m0K0303aBUCUMBII MEXaHM3M CEKPELIMU MHCYJINHA — CJIOXXHBIA MHOTO-
CTyIEeHYaThI Mpolecc, KOHTPOJIUPYEMbIN pa3IMYHbIMU TOPMOHATBHBIMU U
(bepMeHTaTUBHBIMU cUCTeMaMM. B HopMe INpu MOCTYIUIEHUMM IJIFOKO3bl B
KJIETKY OHa (ocdopmimpyercss 10 CBOErO0 aKTHUBHOTO METa0OJUTa TIIFOKO-
30-6-(pocara. JaHHasg peakiys MPOMCXOAUT IMPU aKTHBALMK (epMeHTa
IJIIOKOKMHA3bI. JISMIIMH ToXe SIBASeTCS. OMHUM U3 OCHOBHBIX CTUMYJISITOPOB
cekpenny nHCynmruHA. OH SIBJISIETCS cienM(PUIeCKMM aKTUBATOPOM (DepMeH-
Ta TJIAyTaMaTAeruApOreHasbl, KaTaJIU3WPYIOUIEl peaklMio TPEBpaICHUS
rJlyTamarta B o-KeToriayTapaT. [J1roko3a v JIEMIMH aKTUBUPYIOT BHYTPUKIIE-
TOYHBIN MK Kpebca, B pesynbTaTe KoToporo cuHTe3npyercsd ATD. VBe-
mmaeHne cootHomeHust AT®/AI® unarudupyer padory ATD-3aBUCUMBIX
KaJlMeBbIX KaHaJOB, YTO BJIEYET 3a CO0OI memoisipu3alidio MeMOpaHbl U
OTKPBITHE TTOTEHIIMAI3aBUCUMbIX KaJIbIIMEBBIX KaHAJI0B. Bxom nHTepCcTHIIN-
anbHoro Ca*™ B KJIETKY CTUMYJIMPYET BHIOPOC MHCYAMHA (puc. 1).

[Tpu cHUXKeHUM YPOBHS TJIIOKO3bI B KPOBU €€ BHYTPUKJIETOUHBIA MeTabo-
JIN3M TOPMO3UTCS, YTO U3MeHsIeT (yMeHbIaeT) cootHomeHne ATO/ALD u
MPUBOIUT K OTKPHITUIO KAJIMEBBIX M 3aKPBITUIO KaJIbIIEBLIX KAaHAJIOB, TEM
CaMbIM OJIOKMPYSI CeKpelrio MHCYJIMHA.

Hapymenus ¢pyukunn AT®-3aBUCUMBIX KaJTMEBBIX KaHAJIOB, a TAKXKE JIe-
(exThl peryasiiuu BHYTPUKIETOUHOrO MeTaboaM3Ma IIIOKO3bl MOTYT MpHU-
BOIUTH K Pa3BUTUIO TUTIEPUHCYJIMHEMUYECKON TUMOTINKeMUN [1].

HaubGonee yactoii npuunHoii BI'M ciyXaT MHAKTUBUPYIOLLIME MyTallUuu
reHoB KCNJI1 n ABCCS, KoTopble KOAUPYIOT CTPYKTYpPHbIE OCIKU Kajue-
BbIX KaHAJIOB [-KJIETOK, 4YTO MPUBOAMT K YMEHBUIEHWIO 3KCIIPeccCUuu
AT®-3aBUCUMBIX KaJMEBBIX KAHAJIOB Ha MeMOpaHe, CHIDKCHHMIO UX perell-
TOPHOI YYBCTBUTEIBHOCTU U 3aKPBITUIO JAaHHBIX KaHaIoB [5—8]. B pe3ynb-
TaTe MeMOpaHa [-KJIETKU HaXOAUTCS B JIEMOJISIPU30BAHHOM COCTOSIHUM He-
3aBUCHMO OT YPOBHSI TJIIOKO3bI B KPOBH, UTO BJIEYET 3a COOOI M30BITOYHOE
noctymiaeHre Ca™ B KJIeTKy U rumnepcekpeluto nHeyauHa [9—11].

OnucaHbl KaK ayTOCOMHO-PELIECCUBHBIE, TaK U ayTOCOMHO-IOMMWHAHT-
HBIe MyTalliM yYKa3aHHBIX TeHOB [12].

AKTHBUPYIOIIE€ ayTOCOMHO-IOMUHAHTHBIE MyTaluu reHa GLUD1 siBns-
JOTCSI BTOPOI1 MO yacToTe nmpuunHoit BI'M. MyTaiiuu 3Toro reHa BbISIBISIIOT-



GLUD1

KCNJ11, ABCC8

Mmytamar
ImyTamaTaermaporeHasa Kanvesble AT®-3aBMCHMMbIE KaHarnbl
Teduun Anbda-keTornytapar '
C —
ATO/ADD
—l
Livkn Kpe6ca /
MoHokap6okcunar- 'Y _ +
TpaHcnopTep 1
/ ucp2 [lenonspusauus
MembpaHsbl
Naxrat. | g1 c16A1
nupysat mioko30-6-chocdpat
++
A Ca
o, &~
MiokoknHasa s %
b Kanbumesble
GCK Inioko3a * KaHanbl
[ X
()
e®
WHeynuH

PucyHok 1. MexaHu3m CekpeLun MHCYNNHA B-KIETKON NOLKenya04HON XKee3bl.

ca B 10—15% cayyaeB BI'U. lannas c¢hoopma BI'M B crity cBoeii KiIMHUYE-
CKOI KapTUHBI HOCUT TaK:Ke Ha3BaHUE TUIIEPAMMOHUEMUIHON JISUITMHIYB-
CTBUTEJIbHOU runoraukemuu [1, 13, 14].

AKTUBUpPYIOIIME MyTalliM TeHa TMoKOKMHAa3bl (GCK), KOaTUpyIomero of-
HOMMEHHBIA (depMeHT, ciyxaT npuunHoii BI'M B 5—7% cayuaes [13,
15—23].

K peakum reHetmyeckum npuymHaMm BI'MI oTHocSTCS MyTauuu T€HOB
HADH, HNF4A, SLC16A1, INSR, UCP2. BaxXH0 OTMETUTh, YTO 0OJIce YeM B
40% ciyyaeB MOJIEKYISIpHO-TeHeTuYeckuil BapuaHT BI'M yctaHOBUTHL He
yoaercsa [13, 24—26].

I'enetnueckue BapuanTel BI'M 1 MX OCHOBHBIE KIIMHMYECKHE XapaKTepH-
CTUKM TIpUBEACHBI B TaOJ. 2.



BpoxxgeHHbIN rMnepuHCynnHU3M

Tabnuua 2. l'eHeTnyeckue BapnanTbl BI 1 nx 0CHOBHbIE DEHOTUMNYECKNE XapaKTEPUCTUKM

I'en Xpomocom- Benok Tun Ha-  @eHorun
Has JIOKa- cJieioBa-
JA3aums HUSA
KCNJ11 1lpls.l Kir6.2 AP Tsokenast TUIIOIIMKEMUSI, PE3UCTEHTHAs
ABCCS SURI K Tepanuu. [1eGroT B MepBbie THU KU3HU
Al TunornukeMust cpeaHeit CTeneHu TsiKe-
ctu. Bo3aMoxkeH ahdekT oT KoHcepBa-
TUBHOU Tepanuu
Nwmn- ®okanbHbie (popMbl. CTereHb TSIKECTH
PUHTUHT  TUTOTJIMKEMMU MOXET BapbUpOBaTh
GCK Tpl3 I'moxoknHaza ALl Kinnnuka BapuabenbHa. MoxXeT BCTpe-
YaThCsl M30JIMPOBAHHASI MOCTIPAHANATb-
Hasl TUIIONIMKeMUsl. BosbIuMHCTBO City-
YyaeB C MATKUM TedeHueM. Bricokuii
puck passutusi CII y B3pOCbIX HEMpo-
ONEePUPOBAHHbBIX MALIMEHTOB
GLUD1 10g23.3 Imyramarne- Al Msrkoe (hapMakO4yBCTBUTEIBHOE TeUe-
TrUIporeHasa Hue. [MrnormmkeMus mocije nmpoTenHo-
Boi Harpy3ku. [1oBbIllIEeH YpOBEHb aM-
MHaKa KpoBHU. XapaKTepHbI pa3InIHbIe
HEBPOJIOTUYECKUE OCJIOKHEHUsI, HE CBSI-
3aHHBIC HATMIPSIMYIO C TUITOTIMKEMUYe-
CKMMU MPUCTYIIAMU
HADH 4q25 3-ruapo- AP Msirkoe (hapMaKOYyBCTBUTEILHOE TEUe-
KCH-aIuI- Hue. [Iporekaer ¢ KeTO30M (MOBBIIIIEHO
KoA-aeruapo- cofepxaHue 3-TuapoKcudyTupara B
reHasa KPOBU M 3-TUAPOKCUTIyTapaTra B MOUYe)
HNF44  20q13.12  HykieapHblit Al Maxkpocomusi ipu poxaeHuu. Msirkoe
(akTop remnaro- bapmakouyBcTBUTENLHOE TeueHUe. [n-
LIUTOB 4a TIOTJIMKEMMSI Yallle TpaH3UTOpHAsI, Ma-
HUGbECTUPYET B HEOHATAILHOM TEPHUOJIE.
YV B3pocCiIbIX MAllMEHTOB OTMEYaeTcs
pazButue HTT u CJ1 Tuma MODY
SLC16A1 1pl13.2 Monokap0OoK- AJl T'unornukemust mociae GU3NIECKON aHa-
cuIaT-TpaHC- 9pOOHOI HArpy3Ku
noptep | Tuna
INSR 19p13.2 Penientop uH- ALl [To3nHuii 1e0I0T TUITOTIUKEMUAN
CcyJIMHa (3—30 neT), BO3BMOXHO Pa3BUTHE BO
B3pocsioM Bo3pacte MP. Teuenue msir-
Koe, (hapMako4yBCTBUTEIILHOE
UCP2 11ql13.4 HecBsizaHHbIi AJl Msrkoe ¢apMaKOYyBCTBUTEIBHOE Teue-
MPOTEUH 2 TU- Hue. TpaH3UTOpHAS! TUTIOTIMKEMMUST
mna

Al — ayTOCOMHO-TOMUHaHTHbII; AP — ayrocomHo-pelieccuBHbIil; P — MHCYTMHOPE3UCTEHTHOCTD;
HTT — nHapyuieHue TojepaHTHOCTH K Titoko3e; CJI — caxapHblii 1uaber.



4. KnnHn4eckasa KapTuHa

Knaccuuecku BI'M manudectupyer B mepBbie IHU WIKM HEAENIW KU3HU U
MPOSIBIISICTCS TSDKEJBIMM, TEPCUCTUPYIOIIUMM TUIIOTIMKEMUSIMU, IUIST KYy-
MMPOBaHUS KOTOPEIX TpebyeTcs B/B MHGY3US KpaliHe BRICOKUX 03 TIIFOKO-
3pl. OIHAKO CYILIECTBYIOT U OoJiee JieTkKue (OpMbI C TIO3AHUM Je0I0TOM
(BILUIOTH OO TPEXJIETHETO BO3pacTa) U MATKUM TedeHneM. Kak mpaBuiio, Impu
BI'M rumornmmkeMust pa3BUBaeTCsl HaTOIAK, XOTs IIPU HEKOTOPBIX hopMax
TUIepcekpesi MHCYJIMHA MOXET ObIThb MHAyLMpPOBaHA MPUEMOM TIHIIIU.
HoBopoxnenHsie ¢ BI'M 3auacTyio poxXaarTcsl KpYITHbIMU J1J1s1 CBOETO Tec-
TAllMOHHOI'O BO3pacTa M B OTCYTCTBME aAcKBAaTHOM TepaIltuiyd HAaOWUpaIOT W3-
ObITOYHBIN Bec [27—31].

5. dnarHoctuka. 'nan obcnegoBaHns
nauneHTa ¢ nogospeHvem Ha Bl

A. Knuuuueckoe o6cnegosaHue

XapakTepHnble xkajgo0b1 npu BI'U:

e CYJOPOXHBIA CUHIPOM;

e MbIIIEYHAs TUMTOTOHUS (B HEOHATAJbHOM IIepUOE);

e IIOTEPS CO3HAHUS, COHJIMBOCTD, BSIOCTD;

e TIOBBIIICHHBIN amIIeTUT, MIPOrPecCUpPYIONINii HAa0Op M30BITOYHONM MacChl
Tena;

e y JIETEii CTapllero Bo3pacTa MOI'YT OTMEUYAThCS IIPUCTYIIBI arpeccuy U He-
aJIeKBaTHOTO TTOBEACHUS IIPU TOJOIaHUM.
IIpu ocMOTpe HEOOXOAUMO OOPATUTh BHUMAHUE HA:

e CTUIMbI IU33MOpHOreHe3a (XapakTepHbl IS CHHAPOMAJIBHBIX (HOpM
BI'N);

e JIaHHBIE AaHTPOIIOMETPUU (MOXET BBISIBIATHCS MaKPOCOMMUS).
IIpu cOope anaMHe3a HEOOXOAMMO YTOYHUTH:

e TIepUHATAIBHBIN aHAMHe3 (HaJnure acpUKCUU, BHYTPUYTPOOHOTO CETICH-
ca);

e TeueHHUEe OepeMEHHOCTU (HaJIMYMe Yy MaTepy IeCTallMOHHOro auabeTa);

e Ha/JIM4ME y MalMeHTa CMHIPOMa, OJHUM M3 KOMIIOHEHTOB KOTOPOI'O MO-
XKeT ObITh BI'U;

e Hajuyue OJM3KUX POICTBEHHMKOB, CTPANAIOIIMX TIMITOIJIMKEMUYECKUM
CHMHIPOMOM, JTaHHbIE O PaHHE! MJaJIeHYSCKONM CMEPTHOCTH B POLIY;

e OJM3KOPOJICTBEHHBIN Opak;

e BO3pacT MaHUMECTAMK MEPBBIX CUMIITOMOB TMITOIJIMKEMUMU.
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B. JlabopaTopHOe o6cnenoBaHme

MOHMTOPMHT YPOBHS rNIOKO3bl B KPOBY

[1pu BbHISIBIEHUMM TUMOMIMKEMUU PEKOMEHAYETCsl TTPOBECTH CYTOYHBINA MO-
HUTOPUHI C MOMOIIBIO MOPTaTUBHOIO TJIIOKOMeTpa (M3MEpeHUEe TIIOKO3bI
Kaxnable 1—2 yaca) W (WJIM) CHUCTEMbl CYTOYHOIO MOHUTOPUPOBAHMS
(CGMS). I'ukemuyeckuii mpoduab PEeKOMEHIYETCS PETUCTPUPOBATh KaK
MUHUMYM B TedeHue 1—3 cyTok. B xome MOHUTOpUHIa BaXKHO OLICHUTh, B
Kakoil MOMEHT M C KakKOW 4acTOTOW Yy MalMeHTa Pa3BUBAETCSI TUMOTIUKE-
MM, HaTOIIAK WJIM TIOCJIe MpyUeMa MUIIU, €CTh U 3aBUCUMOCTb MEXIY TH-
norankeMueit n Gusndeckoil Harpyskoit [31].

OueHka noTpe6HOCTM B rNOKO3E

OnHUM U3 JOMOJHUTEIbHBIX KpUTepueB auarHoctnku BI'U saBnsieTcst BbI-
coKasl TIOTpeOHOCTh B TII0K03¢ (00Jiee 8 MI/KT/CyT) ISl TIOAAEePKAHUS HOP-
moraukemuu (0ojee 3,5 mMounb/n). Jas onpeneneHus: CKOPOCTU UHGPY3UU
[JIIOKO3bI UCIOIB3YIOT CTaHAAPTHBIE (hOPMYJIBL:

CkopocTh MHPY3UHU INIIOKO3bI (MT/Kr/MuH) = |KoHIIeHTpaLus pacTBopa
roko3bl (%) x O0beMm uHGy3un (Ma/kr/cyt)| / 144

NN

CkopocTh MHPY3UHU IIIIOKO3bI (MT/KT/MUH) = | KoHIIeHTpaLus pacTBopa
rmoko3bl (%) x OobeM uHbY3un (Mi/4ac)] / [6 x Bec (kr)].

JaHHble (OpMYJIBI MOTYT OBITH MCIIOJL30BaHbBI TOJBKO IJISI AETEH, HAX0-
ISIIUXCS Ha B/B BBEACHUM IIIOKO3bl. Eciiy peGeHOK HAXOAUTCS HA SHTE-
paJIbHOM ITUTaHUM, HEOOXOIMMO YINUTHIBATh COAEPKaHNUE YIJIEBOIOB B IHIIE
(nJ1s1 TpyIHOTO MOJIOKA MaHHBIM MoKa3aTeslb B CpelHEM COCTaBjsIeT 7 I Ha
100 M1, o1 meTckoii cmecu — okoso 8 T Ha 100 mur). Ha puc. 2 mpencraBie-

144
12+
10+

:

moko3a, Mr/Kr/MuH
[e¢]
"

1 2 3 4 5 6 7 8 9 10

Monoko, mn/kr/4ac

PucyHok 2. Konn4yecTso noTpe6nseMoil rioKo3bl (MI/KI/MUH) Y AeTell, HaX0AALMXCA Ha rpyj-
HOM BCKapM/nBaHMUN.



HO KOJIMYECTBO IOTPeOIsIeMON TIIOKO3bI Y AeTell, HaXOMSIINXCsS Ha TPYHd-
HOM BCKapMJIMBaHUU.

[AvarnocTuyeckas npo6a ¢ ronogannem

IIpoGa ¢ ronogaHueM SIBISIETCST «30JI0ThIM CTaHIApTOM» AuarHoctTuku BI'M
[28, 29].

[TpoIoIKMTEILHOCTh TOJIOAHOIO IMTPOMEXYTKa 3aBUCUT OT BO3pacTa U Be-
ca pebeHKa. B HacTosIIMii MOMEHT HE CYIIECTBYET CTaHAAPTU3UPOBAaHHBIX
MIPOTOKOJIOB TaHHOTO IMAarHOCTUYECKOTro TecTa y AeTeil. MBI peKOMeHOyeM
HCIIO/Ib30BaTh CJIEAYIOLINEe BpEMEHHbBIE TTPOMEKYTKU.

e HoBopoxkneHHBIE ¢ 3aepKKOI BHYTPUYTPOOHOTO pa3BuTUsI — 2,5—3 4ya-
ca.

HoBopoxneHHble ¢ HOpMaJbHbIM BecoM — 3,5—4 yaca.

Hetn B Bo3pacte 1—3 mecsa — 6 4acos.

Jetn B Bo3pacTe 3—6 MecsleB — 8 4acoB.

Hetu B Bo3pacte 6—12 mecsueB — 10—12 yacos.

Jetn B Bo3pacte 1—2 roga — 15—18 4gacos.

Hetu B Bo3pacte 2—7 net — 20 yacos.

Hetn crapiie 7 get — 24 yaca.

Bcem GosibHBIM B X0/1€ MpoObl JOKEH MPOBOAUTHCS MOHUTOPUHT TJIMKE-
mun. 1151 HOBOPOXKACHHBIX IETel ¢ BEICOKOM ITOTPEOHOCTHIO BO B/B MH(Y-
3UM KOHTPOJIb YPOBHS TJIOKO3bl B KPOBM HeoOXoauM Kaxabie 15—20 mMu-
HYT, JeTsIM OoJjiee CTaplliero Bo3pacTa KOHTPOJIb INIMKEMUU MOXKHO BBIITIOJ-
HATh Kaxable 30—60 munyt. [IpoOy ocTaHAaBIMBAIOT IPU HACTYIUIEHUM I'-
MTOTIMKEMUU.

Ha nepBomMm 3Tane obciaeanoBaHUss HEOOXOAUMO MPOAHAIUM3UPOBATh ClIeIy-
olMe JTabopaTOpHbIE MOKAa3aTeli — WCXOAHbIE U Ha (poHE JTabopaTOpPHON
TUMOTIMKEMUU (MeHee 3 MMOJIb/J).

e YpoBHu mHcynmuHa, C-nentuaa, Koptusona, CTI B cBIBOPOTKE KPOBH.
YpoBeHb KETOHOBBIX TeJl B IUIa3Me KPOBU WJIM B MOYE.

YpoBeHb CBOOOIHBIX KUPHBIX KHCJIOT B KPOBH.

YpoBeHb aMMOHUS B CHIBOPOTKE KPOBH.

AHanm3 KpOBU Ha CIIEKTP aMUHOKHUCJIOT U allJIKADHUTUHOB (TOJIBKO Ha
¢doHe royiogaHusl).

AHaM3 KpOBU Ha JIaKTar.

Buumanme! I1poOa ¢ rojjogaHneM JOKHA TTPOBOAWTHECS B YCIOBUSX CTa-
LIMOHAapa T1oJ, HaOIIoAeHUEM KBaTU(ULIMPOBAHHOTO MEIMIIMHCKOTO IIePCOo-
HaJla, 00s13aTeJIbHO MPX HaJMYMM BEHO3HOTO aocTymna. Eciu pebeHOK B MO-
MEHT 00CJiefOBaHUs HAXOAUTCS Ha B/B MH(PY3UHU TJIIOKO3BI, PE3KO OCTaHAB-
JINBATh UH(PY3UIO He PEKOMEHIYETCSI: HEOOXOIMMO IIJIABHOE CHUKEHME CKO-
pPOCTH MOCTYILIEHUs pacTBopa (c 1marom 5 Mii/dyac Kaxnble 15—20 MUHYT).
3a00p KpOBHU JJISI TOPMOHAJIBHOTO MCCIIEAOBAHUS IIPOBOMST PU CHIDKCHUH
YPOBHS TJIIOKO3bl HUKE 3 MMOJIb/JI.
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Buumanne! Y HoBopoxeHHBIX ¢ BI'M rnmmormikeMust MOXKeT pa3BUBATHCS
CTPEMUTENBLHO U UMETh MUHUMAaJIbHbIE KIMHUYECKHE MPOSIBIACHUS. YUUTHI-
Basg JaHHOE OOCTOSITeILCTBO, TTPHU MPOBEICHUN MPOOLI HEOOXOINMMO TIOTO-
ToBUTh 10% pacTBOp IIIOKO3BI ISl OOJIIOCHOIO BBEIACHHUS, a TAKXKE MMETh
Mo, PYKOM ITIOKAroH, BBeJAeHNE KOTOPOTO MOXKET CTaTh HEOOXOAUMBIM TTpU
MoTepe BEHO3HOTO JOCTYIIA.

UnTepnpetaymns pe3ynbTaTtoB npobbl ¢ ronogaHnemM
ITpu BI'M nonyuaror cienyioiime pe3yJbTaThl.

1. MacymmH B XpoBU Ha (hOHE TMMOTIMKEMUN MMEET OIlpeAesieMble 3Ha-
yeHust (6onee 2 MKEn/mMi). YpoBeHb MHCYJMHA He 00S3aTeTbHO BBHICOKHiIA!
®opMaaTbHO OH MOXET HE BBIXOAMTH 3a Mpeaeibl peepeHCHbIX 3HaYEeHU I
[28, 31].

2. C-nenTua MCXOAHO U Ha (hOHE TMITOTJIMKEMUU HOPMAaJIbHbBIM WJIN TTIOBbI-
meHHbI [28, 31].

3. Koptuson Ha doHe runorinkeMuu MoxXeT ObITh Huxe 500 HMOb/T,
YTO HE CBUJIETEILCTBYET O HAJTWUYMU y peOeHKA HaMOYeYHUKOBOW HelocTa-
ToyHOCTH [32].

4. CTT na ¢poHE TUIIOTTIMKEMUMN UMEET HOPMAaJIbHbBIE WJIM BEICOKHE 3HAUe-
Hus [32].

5. KeronoBble Tejia 1 cBOOOIHBIE JKHPHBbIE KMCJOTHI Ha (DOHE TOJIOTaHUS
HU3KME, aJeKBATHOIO HapacTaHUs IIPU TOJIOAaHUM 10 CPABHEHUIO C UCXOMI-
HBIMU TIOKa3ateasiMu Het [28, 31].

6. AMMOHMIi B KPOBU MOXET OBITh HOPMAaJbHBIM WM 3HAYUTEJIBHO TTOBbI-
LIeHHBIM (TIpX JIEMIIMHIYBCTBUTENIbHOI runornukemun) |14, 28, 31].

7. AMMHOKHMCIIOTBI 11 AIIMJIKAPHATHHBI COXPAHSIOT HOPMaJbHbIE COOTHOIIIE-
Hus [28, 31—33].

8. JIakTaT B KpOBM HAXOAUTCS B IIpeAeiaX HOPMBL.

Mpob6a ¢ rnokaroHom

DTa mpobda MOXKET OBITh UCITOJb30BaHA KaK JOTOJHUTEIbHBIN TTOATBEPKAA-
IOIIMI METO/ TMAarHOCTMKM W 3aBepllaTh Mpoly ¢ rojomaHuem. [lamueHTy
B/M WU I1I/K BBOIST IitoKaroH B go3e 0,3—0,5 mr/kr (He 6osnee 1 mr). Ypo-
BEHb IJIIOKO3bl B KPOBM olieHUBAIOT 4yepe3 5, 10, 15 u 30 MuHyT. YpoBeHb
TJIIOKO3bI JIOJDKEH MOJHATHCSA He MeHee 4eM Ha 1,7 MMoJib/Jl 0T HCXOHOTO 3HA-
yenud [28, 29].

CTUMYNALUUOHHbIE NPOOLI

B HekoTOpBIX cirydasix runoriaukemus mpu BI'M HocuT nmocTnpaHayanbHbIIT
XapakTep U HE BBIIBISECTCS IPH TMATHOCTUYECKOM TrojiogaHuu. s mmua-
THOCTUKHU MOJOOHBIX COCTOSIHUM HCHOJIB3YIOT CJIEAYIOLINE CTUMYJISIIMOH-
HBIE TECTHI.



1. Mpo6a c Harpy3Kov 6es1KoM

[Ipoby kenaTeJbHO IPOBOAMTHL IOCTAE 3—6-4aCOBOrO TOJIOAHOIO IIPO-
MeXyTKa (ecau ecTh TakKasl BO3MOXHOCTBH). IlpoTermHOBYIO CMeCh HalOT
nepopajibHO U3 pacyeta 1 r 6enka Ha 1 kr Beca. [Ipoba nnutcs 2 yaca. Ha 0,
30, 60, 90 u 120-it MUHYTaX MCCIEAYIOT YPOBHM IJIFOKO3bl M MHCYJIMHA B
kpoBu. IIpn pa3BUTHH THIONIMKEMHH NMPOOY CJIeayeT OCTAHOBUTh M KYNHPO-
BaTh TMIIOTIHKEMHIO.

Buumanue! Mephl MpenocTOpOXXKHOCTU TaKMe Xe, KaK TpU MPOBeAeHUUN
npoObl ¢ rojlogaHuemM. Y neTeil ¢ npoternH3zaBucumbiM BI'Y B xone naHHOTO
TEeCTa MOXET Pa3BUTHCS KpaliHe TsKeslas TUIIOTIMKEMUsI, TpeOyIomas IIH-
TeJbHON MH(Y3MOHHON Teparmmuu pacTBOPOM TTIOKO3BI.

Hnmepnpemauyus pe3yrvmamos

Hammuue rurormmkeMuu ¢ OIpeAe/IsieMbIM YPOBHEM HMHCYIMHa (Oojiee
2 MKEn/mi) Ha 110001 MUHYTE TecTa TOBOPUT B TI0JIb3Y MPOTEMH3aBUCUMO-
ro BI' [14, 28—31].

2. [IposioHrupoBaHHbIV opasibHbIV TECT Ha TONNIEPAHTHOCTb

K rJiroKose

[NaumeHTy maroT pacTBOP INIIOKO3BI M3 pacyera 1,75 r/KT mepopaibHO. AHa-
JIN3 KPOBM Ha IIIOKO3Y M MHCYIMH mpoBoadat Ha 0, 30, 60, 90, 120, 150 u
180-i1 MuHyTax. IIpn pa3BUTHM TMIOIJIMKEMHH NPOOY CJeIyeT OCTAHOBUTDH W
KyNUpOBaTh runorjukemuio [34].

3. Tect c chusndeckowi Harpyskou
TecT MOXET OBITh MCIIOJIB30BAH IPY HAJIUMYMU aHAMHECTUYECKMX ITaHHBIX,
TOBOPSIIIMX B TOJb3y TUIIONIMKEMUN, WHAYLIUPOBAHHON (QU3NICCKUMU
ynpaxHeHusiIMU. PaboTath Hago Ha BeloTpeHaxkepe B TeueHue 10 MuH; 3a-
Jaya — goctuub Taxukapauu 200 ymapoB B MuUHYTY. KOHTpoab ypoBHei
IIOKO3bI M MHCyJIMHA nipoBoasat Ha —10, 0, 10, 20, 30, 40, 50 u 60-it MuHy-
tax. IIpu pa3sBUTHHM MMNOIIMKEMHH NPOOY CJEAYET OCTAHOBHTbh M KYNHPOBATH
THINOTTHKEMHIO.

HUnmepnpemauyus pesysvmamos

Hanmaue runoraMkeMun ¢ orpeaeisieMbIM YPOBHEM MHCYIMHA Ha JII000i1
MHUHYTE TecTa roBopuT B noab3y BI'M [35].

B. Fl’eHeTH4YecKkoe o6cneposaHue

[Tocne nabopaTopHoro noareepxkaeHus BI'M 1 uckiroueHus: TpaH3UTOPHBIX
bopMm (3amepKKa BHYTPUYTPOOHOIO pa3sBUTUS, aCPUKCUS MPU POXKICHHUM)
BceM aeTsM ¢ BI'M pekoMeHayeTcs MpoBeAcHUE MOJCKYISIPHO-TEHETHYE-
ckoro uccienoBanus. [ManueHTy HEOOXOAUMO MPOBECTU TOJHOE CEKBEHU-
poBanue reHoB KCNJI11 n ABCCS n B cilydae BBISIBJICHUS MYyTalllii 000MX
ponuTesieit o0ciea0BaTh Ha MPEeAMET HOCUTEIbCTBA. MOJIeKyISIpHO-TeHETHU -
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YyecKoe HCCaeJ0BaHue TUX TeHOB HOCUT MPUHLMMIUAILHBINA XapakTep, Tak
Kak I103BOJISIET ¢ BBICOKOI J0JIeil BEPOSITHOCTU OMpeneuTh MOphoIoruie-
CKy1o ¢opmy 3aboneBanus [31].

WHTepnpertauns pe3ynbTaToB

e Hajunune roMo3uroTHbIX, a TAK>Ke KOMIOAYHIHBIX FeTePO3UrOTHBIX MYyTallMiA
noarBepxkaaeT auarHo3 BI'M u cBuaeTenbcTByeT B mosb3y Auddy3Hoi
tdopmsl 3a0oneBanus [1, 3, 5, 36].

e I'eTepo3uroTHnie MyTalMK, YHACJIEAOBaHHbIE OT OTHA (B Cy4yae OTCYTCTBUS
y OTLA KJIMHWYecKoi KapTuHbl BI'M), monrBep:kaaloT reHeTUYeCcKUii aua-
rao3 BI'U u cBuaeTenbeTBYIOT O hoKaabHOI hopme 3a0omeBanus [1, 37].

o I'eTepo3uroTHnie MmyTanmuu de novo, a TakKe MyTallMM, YHACJAE€AOBAaHHbIE OT
MaTepu (B clyvyae OTCYTCTBUS Y MaTepy KiIMHUYeckoi KaptuHbsl BI'N), ¢
BBICOKOI 1OJI€W BEPOSITHOCTU MOATBEPXKIAAIOT TEHETUUECKUI TUAarHO3, OJI-
HaKO MOTYT MUMETh MECTO Kak Npu Aud@y3HbIX, TaK U MPU aTUIAYHBIX
dopmax BI'U [1, 3, 3].

e OrcyTcTBHE MyTamMii B YKasaHHBIX I€HaX He HCKIIIOYaeT IMarHo3 1 He
HUCKJIIOYaeT Haauuue (GokaabHOU (opMbl 3a00JeBaHMS, OJHAKO BEPOSIT-
HOCTb €€ BBbISIBJICHUS B JAaHHOIW CUTyalluu 3Ha4YuTeslbHO Huxe [1, 3, 5].
Hetn ¢ rumepaMMOHMEMMEl U MPOTEeMH3aBUCUMBIM XapaKTepOM TUIIO-

IIMKEMUU MOTYT ObITh 0OCJIeA0BaHbI HA IMpeaMeT MyTaluii B reHe GLUDI

[13, 14].

JeTu ¢ mocTnpaHauaibHOM TUMIOIIMKEMUEl MOTYT ObITh 0OCIeA0BaHbI Ha
npeamer mytannii B rene GCK [15, 17].

IIpu Hanmuuum xapaKTepHBIX CTUIM JIM33MOpUOTreHe3a, TOBOPSIIUX B
NOoJb3y TOrO WJIM MHOrO CUHApoMaiabHOro BapuaHTta BI'M, HeoOxoaumbl
KOHCYJIbTallusl TEHETUKA U MOJIEKYISIPHO-TEHETUYECKOE MCCIETOBAHUE CO-
OTBeTCTBYyloIIero resa [1, 3, 13].

r. AuchdhepeHunanbHaas amarHocTuka hokanbHOMN
n auchcpysHon chopm

ITpoBectu auddepeHINATbHYIO TUATHOCTUKY MOPGhOIOrMYecKoi (popmbl
BI'M, a Takxe BU3yaquM3UpOBaTh MATOJOTMUYECKMIA y4aCTOK IPU HaIUUYUU
(bokanbHOI (OpMBI B HACTOSIINI MOMEHT MOXHO JIMIIL C MOMOIIBIO MO-
3UTPOHHO-3MUCCUOHHOM ToMorpadpuu ¢ '*F-L-guruapokcudeHunanianm-
HoM (®F-DOPA TI9T). L-IODA 06HapyXKUBaeTCs B HEHPOIHIOKPUHHBIX
KJIETKaX W SIBJSIETCS MPENIIeCTBEHHUKOM KaTeXoJaMUHOB. B [-kierkax
nomxkeaynouHoii xene3ol L-JIODA koHBepTupyeTcs B fohaMUH TIPU ydac-
tun pepmenta JODA-nekapbokcmnasbl. bera-KiaeTKy ¢ BBICOKMM YPOBHEM
CeKpelMy MHCYJIMHA 3axBaTeiBaloT u3oron *F-DOPA cuibHee, 4eM KIIETKA
C HOpMaJIbHOM CEKpeTOpHOI aKTUBHOCThIO. [ToaToMy nipu ¢okansHoM BI'M
3axBaT U30TOMa B OOJACTU TMATOJOrMYeckoro (hokyca 3HAUMTEbHO BBIIIIE,



4YTO AaeT BO3MOXKHOCTb YCTAaHOBUTh ero jokaauzanuio [38, 39]. Uccnenona-
HUSI, TPOBEACHHBIE B Pa3IMUYHbIX MEIUIIMHCKUX LIEHTPaX, MTOATBEPANIN 10-
CTOBEPHOCTb JAHHOI'O METoAa IS Bu3yainu3anuu (pokamabHbIX Gopm. Ilo
Pa3sHBIM JaHHBIM, 4yBCcTBUTENbHOCTL PF-DOPA TIDT cocrasiser or 88 10
94%, a ciemduanocts — 100% [38—40].

Buumanue! PyruHHBIE MeTOnBI Bu3yanu3anum (Takue, Kak MPT, MCKT,
aHruorpagusi) HeMH(MOPMATUBHBI TMPU AUATHOCTHUKE (OKAIbHBIX (popM
BI'. B nacrosumii MmomeHT usoron 'SF-DOPA Ha tepputopun P® He
MIPOM3BOAMUTCS, YTO AeTaeT HEBO3MOXHBIM IIPOBEICHUE 3[1eCh JAaHHOTO HC-
CJICIOBaHMSI.

6. JleueHne 6onbHbix ¢ Bl

OcHoBHa# 3agayva JedyeHuss BI'M 3akimiouaercss B HOCTVKEHUU CTOMKOM Y-
IIMKEeMUU Ha (OHE HOpPMAaJbHOTO pexxmma nutanust. ClieayeT OTMETHTD,
yTO MomoOHoro adekra ynaercss JOOUThCS OTHIOAbL HE BCErna, U B TaKUX
CIyJasX BO3MOXHBI AMETOJOTMYECKME MAHMITYJISILIMKA — TaKuhe, KaK HC-
MOJIb30BaHKe 00OTallleHHBIX YIJIEBOAAMM CMecell, BKIIIOUCHNE B PALIMOH KY-
KypPY3HOTO KpaxMmaJlla, a B HEKOTOPBIX CUTYalLIMsIX M TaCTPOCTOMMSI JJISI BO3-
MOXXHOCTH HENPEPBIBHOTO KOPMJIEHHWSI B HOUHBIEe Jackl |3, 4, 31, 41].

ITockonbky npu BI'M runorimkeMusi HOCUT TMITOKETOTUYECKUM Xapak-
Tep, J1000e, Naxe CyOKIMHUYECKOe CHUKEHUE YPOBHS INIIOKO3bl B KPOBU B
JIIETCKOM BO3pacTe MOXKET IMPUBECTU K TSKEIBIM HEBPOJOTMYSCKUM OCJIOXK-
HeHusMm [42, 43]. ITpu HabmoaeHuu aeteii ¢ BI'M pekomeHnayeTcs nmoaaep-
JKMBaTh YPOBEHb TJIOKO3bI BHIIIE 3,5 MMOJIb/JI HE3aBUCUMO OT BpEeMEHU
npuema numu [41].

A. HeoTnoxHas nomMmolyb npm
rMNepuHCYIMHEeMM4YeCcKom rmnornukemum [3, 4]

e Ecim peGeHOK B CO3HAHMM M MOXET MUTb U ecTh: «[mmocTom» (rioKo-
rejb / 20% pacTBOp TJIIOKO3bI / TabJIETKA TIIIOKO3bI) IEepOpPaJIbHO, 3aTeM
HAaKOPMUTh peOeHKA.

o Ilpu coxpaHeHnH THNOTIMKEMUM WM €CJId peOeHOK 0e3 CO3HAHUS:

o TIIpU HaJW4YMKM BeHO3HOTro noctyrna — 10% pacTBop IIOKO3bI, 1 MJI/KT,
B/B 0OJIOCHO (MEIJICHHO B TeueHUe 3 MUH), 3aTeM B/B uHby3us 10%
pacTBopa TJIIOKO3bl U3 pacyeTa 3 MJ/Kr/4ac; yBeJIMYMBaTh CKOPOCTh U
(MM) KOHLEHTPALMIO PAacTBOpa IVIIOKO3bI B COOTBETCTBUM C YPOBHEM
[JIIOKO3bI B KPOBHU,

© B OTCYTCTBHE BEHO3HOTO JOCTYITa — BBeCTHU IimokaroH, 0,1 mr/kr (Mak-
cumMyM 1 Mr) 1/K uim B/M (MOXET OTMeUYaTbCsl PUKOILIEeTHAs TUIIOIIM-
KeMUsI).
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Buumanne! O6beM MHPY3MOHHOM TepaIllMy PacTBOPAMU IJIIOKO3bI M KOH-
LICHTpaLMsl MperapaToB ONPEeessIIOTCS M0 YPOBHIO ITIOKO3bI B KpoBu. Lle-
JIeBble MOKa3aTeJU YPOBHSI TJIOKO3bl B KpoBu npu BI'MM — Oonee
3,5 MMOJIb/II.

Bb. MeankameHTO3Hana Tepanua BI'

Cy1iecTByeT HECKOJIbKO TTpernapaToB, 001aalolnX MHCYIMHOCTATUYECKUM
ngeiictBueM. OCHOBHBIE TpenapaTrhl, HCIoJb3yemble 1 jgedeHuss BI'U,
npuBeneHsl B Ta0. 3. [IpemapatoM BbIOOpa SIBIISICTCS OMA30KCHI, OTHAKO,
VUUTHIBAsE €70 CITOCOOHOCTh BBI3BIBAThH 3aICPXKKY XKMIKOCTH B OpraHu3Me,
JeTSIM, TIOJIyJalollM OOJIbIION 00beM MH(pY3MOHHON Tepanuu TIIOKO30M
(6omee 200 mu1/Kr/cyT), peKOMEHIyeTCsI HauMHATh JIeYeHUe C IIpernapaToB
coMaTocTaTMHa U TiokaroHa [3, 4].

VYkazaHHble B Ta0J. 3 mpernapaTbl MOKXHO MPUMEHSATh B KOMOMHALIVMN.

Hna oueHKN 3(Pp(PEKTUBHOCTH TepallMy JODKEH IPOBOMIUTHCS PEryIIsip-
HBIII MOHUTOPHWHT YPOBHS TJIIOKO3BI B KpoBU. ClieayeT OTMETUTh, 4TO 3(-
(beKT OT MPOBOAMMOTO JIEYEHUST MOXKET OBbITh TOCTUTHYT HE Cpasy; HaIlpu-
Mep, IJId IUa30KCHIa HeOOXOmMMO BbIKAATh 3—4 OHS IIOCJIe Hadaia Jiede-
HUS U JIMIIB MOCJIE 3TOTO OLEHUBATh ero 3ddekTuBHOCTh [3, 31].

KputepreM 3¢ppeKTUBHOCTH KOHCEPBATUBHOTO JCYEHUS SIBJISIETCS B TIep-
BYIO Ouepedb BO3MOXHOCTb IOCTIDKCHMSI CTOMKON SYIIIMKEeMHUU (BBIIIE
3,5 MMoib/1) Ha (poHE OTMEHBI B/B BBEIECHUSI IIIOKO3bI U TitoKaroHa. Jlo-
MOJIHUTEJbHBIM KPUTEPUEM CIIYXKUT CIIOCOOHOCTh peOeHKa BbIIEP>KUBATh
TOJIOKEHHBIN [IJIT eT0 BO3pacTa M Beca T'OJIOMHBIN IIPOMEXYTOK.

B ciydae kmmHm4yeckoi 3 GEeKTUBHOCTU TOTO WJIM MHOTO JIEUeHUST PeKO-
MEHIyeTCsl MpOBeAeHUE KOHTPOJIBHOIO TIojiofaHMsI Ha (bOHE Tepamuu C
OLICHKOI YpOBHSI MHCYJMHA M KETOHOBBHIX Tel (B MIOeaJbHOM BapuaHTE B
KOHIIe MPOObI, HE3aBUCMMO OT MPOAOJKUTEIBHOCTU TOJ0Ja, €CAU JTOCTUT-
HyTa TUIOTIJIMKEMUS, MHCYJIUH AOJDKEeH ObITh MeHee 2 MKE/Mi, a KeTOHO-
BBIC Tejla JOJDKHBI alieKBaTHO HapactaTh) [3, 31].

B. OnepaTuBHoe neuyenume BI'im

MNoka3sauusa:

e (pokanbHas opma BI'U (Bcerna);
o muddy3unie hopmbl BI'U (nmpu moka3zanHoi apmMaKkope3NCTEHTHOCTH).

Buabl onepaTMBHOro neveHns

1. ITpu boxkanbHBIX (popMax — YaCTUIHAST PE3CKLIMS MOKETYIOUHOM XKele-
36l C ylaJleHUeM Marojorudeckoro dokyca. Mcxon onepauuu: moJHOe BbI-
3mopoBienue [44].



UALOOY UI9H
-£OHOd WIIHILOLUH
-1fOLIOT WHUTOXQOdH

‘WOUHBLULL
WigHaIrredorHadel 2
ALBAUITIOND BEAIOH
‘19godoill adogroed

%G 4 BOLUTO9ER]

BUNMUILIOLINI BBH
-LomoMud — BHMIAD
-HU 50dQM8 YIIHIL
-eodoreden :0MIoJ
‘erodd ‘lOHINO |

€QHAIOH
-0MOIlLl U EUIOHAI
-OMUII LoAduanLy

OBh/DI/DIN G—

(1N T WAW
-AOMBIW) DI/IN [°()

BUEADHU 9/g

OHLedYMOHIO
W/d ULK /1
qIMIOWON BeH
-XOI[LOOH By

IW/IN |

UMIDIQIHU BIT dodLoed

HOJRMOIL |

ALOOHENL
-1¢de 90 d19HHRT (oxrrad) BUEHALOL dOIreHEN X194 ILAD g eeed ¢ IN ()7 ¥ ()] UMLaIrQe],
Ql9HHOhUHEdIQ -n1 seHdrendordy  -oumndqued doredorq  1A0/DI/IN GT—GT0 ‘oHdarredoday | HUIRTHPUH
BIUONOEBUL IO
~(be LoAduHaLO[| INOTMOMOERUT O UUTTEH
Buwond BudAurron ‘BMH  "4OLBHEM XIIdOMIeN -MQWOX € BoLoBHOWHA] |
-LBHOLMI  -O0lOUWI BeHdIrendoL XIINUOUERE-D LY “IN (0] U ST MMLAIQR],
UULRAOLOHOW ‘BUWONL  -de ‘BUWOMIBNOLIAT doLeanINy UL LAY g eeed 7 (TMERNLOLIN )
4 HoauI(p e oy -BMOLHU | ‘suwondieHoun |  -odAWT WMIGHTUERU |, LAO/IU/IN 0] —/ ‘oHdarredoday | imgenLdorxodiu |
(LAD/IM  BUEHILOLMI BBHILR
JUN ()07 <) -udarde ‘BUHILIOMWAL
@d 9 Hed uniedol  ‘BUIUPOHUEOE ‘BUW LA>/DA/IN G—¢ IN (0] ¥ T [Irkouey
-odudioniodee O younousAd  -odmdAdoumi :odmoq — GOLEHEM XII€oMIreN — dAgE 05 901Hd LD UW/IN ()G BUEHILIDAD)
MWL -HA WO900 "MIDOMNIMXK exkdoree XI9WHUoUgee-p LV -umen A P 1g udo eeed p—¢ (wommiraod]y)
-edor BuHuMIr B-]  Yomdrog  ‘eoxudidounl :01oep doreauniy “1Ko/DI/IN g7—¢  ‘ondiredodoy] THONOERH]]
eNAId
BHHEERIOL BHHOIOgd 4L00H  vWdo ‘(SuHREEEH 0
undeLHOWWOY]  -oguLod[] 1MLY¥I((E JATHROQO]] BHALINAT WEMHBXIJA] BEOT! -Ledy ¥ 91A]]  -d09ndomwwoy) Ledenadyy

1119 ndu nuweyuLIount BUHaKaL BUT 19 edeusd]] °g enuwge |

16



BpoxxgeHHbIN rMnepuHCynnHU3M

‘HoWdoa yigHIodroadur — J1 1 ‘HOWdol MI9HLIOALOLBWOD — 1)) ‘OHXOMIOL — /I
‘guingeed o1oHQOodLAMdLAHE exxdoree — JAHE ‘IMedlL MIGHhOMUM-OHhOUALX — MK ‘OHHogudLAHd — €/d ‘HoWwdol yiaHuodroduLdodoHadre — 1MV

VUHOHXOI0
wodoud WudooI9dg
0 UEKAO 9 BOLOAT
-HOWOMod oH BHUL
-BLOOLBINOD 90JOIr
-BHR QUHOI4d 4/¢g
UUIN

-OMUIIOUNI QUH
-0hAL LOBIIQAIADA
OLh ‘goHOWdOI
XIIHABIAOHUALHOM
MU0 OQUHAIM
-dRIOL OHXOWEOT
UHOWodd OJOHAIr
-QLUIT QUHIhAL 4
€0 XUM00199 UWH
-egogqrrodu udyy

K BUH
-edoIr0QRL

(I
UWBUIDIO(PHUA O

XIIHHOIKOdO4OH K)
LULIrOMOdaLHE UUNO
-9hULOdMoH n1adLo0
:odIrod 9HIRQ
eLo0d

exkdoree ‘eHoJRM
-0l ‘JINV ‘1LL
‘11D unmadyad
QUHALERTON ‘€RULUL
-orox ‘sodeur ‘weud
-02LoW ‘vrodd ‘el
-OHINOL ‘BUIMOdOHY

BH

-MIfOXIMULAE 9LO0H
-GULNE LOBXUH))
Lot g | eD) ouH
-QIrLIALOOL LoAdKQ
-UIH]] "BUML G AHUL
-BLOOLBWOD M 19doL
-1onad LoAduaniy

BUEAPHNA
BEHXOMTTOI
BEHHBOLOOLI
SLAD 9

LAO/D1/DIN 0¢—¢  eeed p—¢ /][]

N | g
DIV O0S M 001 “0S
HUUIDAIHM BIT dodgioed
(rnroadryQ)
BHULBLIOLEWO) HIOLBHY

17



2. Ilpu auddy3HbIx popmMax — cyOTOTaNbHas MaHKpeaTaKToMUs1. Mcxon
orepalMM: B TIEpBbIe TOAbI TOCJE OMNEPaTUBHOIO JICUYEHUS ODYIJIUKEMUS
(y 50—60% 6onbHbix), runornukemust (y 30—40%), caxapHbiii nuadet (y
10—20%); oTnajieHHbIE pe3y/IbTaThl — caXapHbIil UA0eT ¢ YacToToii 10 95%,
9K30KpUHHAsI HEJOCTAaTOUHOCTh [31, 44].

BrimmosiHeHME orepalnii BO3MOXKHO Kak JallapoTOMMYEeCKMM, TaK M JjiaIa-
POCKOITMYECKNM TOCTYIIOM.

. AvHnammn4yeckoe Ha6bmopeHue 3a nauymeHtamu ¢ BI'm

Hetu ¢ BI'MI 1oKHBI peryasipHo 00Cie10BaThCs € LEeIblo OLIEHKA KOMITeH-
cauuu 3aboneBaHus U 3(P(HEKTUBHOCTH MPOBOAUMOrO JieueHus. MHorue
ucciegoBaTean otMedanu, uto TeyeHue BI'M ¢ Bo3pacToMm craHoBUTCST 00-
Jiee MSITKMM, a B HEKOTOPBIX CIydyasX BO3MOXHA Aaxke IOJHas peMMCCUS.
DTO0 B MEPBYIO ouepelb KacaeTcsl JeTeil ¢ TPaH3UTOPHBIMU BapuaHTaMHU (I10-
CTICACTBUS 3a/IepP>KKW BHYTPUYTPOOHOTO Pa3BUTHSI, TTIepUHATAIBHON achrK-
cuM). Y TaKuX IMALMEHTOB B T€UEHUE MEePBBIX 3—6 MecsLEeB XU3HU MOTPeo-
HOCTh B Tepamnuu, Kak MpaBuio, ucuesaet [3, 4, 31, 45].

1. MpoTokon AMHAMMYECKOro HabnoaeHNA AeTeli C TPAH3UTOPHLIMU MATKUMM
thopmamu BI'Ml (nocneacTena 3agepxKu BHYTPUYTPOOHOro pa3BuTus,
nepuHaTanbHoli acthukcum)

e KpatHocTh: 1 pa3 B 2—3 mecsua.
e KoHcynbraius/ocMoTp:

© DHIOKPUHOJIOT;

o HEBPOJIOT;

o meAuaTp.

e JlaGopaTopHbie 00OC/IEIOBAHMSI:

o TIUKeMUYecKuid mpodwib B TeueHne 1—3 nHell Ha (hoHe Teparuu;

o KOHTpOJIbHas Mpoda ¢ rojiofaHueM Ha (oHe Teparnuu.

B orcyrcTBHMe rumornvkeMuil U py aiekBaTHOM peaklMu Ha TOJIOA Clie-
JyeT TOMbITaTbCSI OTMEHUTDH NMAa30KCUA. Tepanuio OTMEHSIOT 3a 3 IHs 10
iaHupyemoi rocnuranuzanuu. [Ipu rocnutanuzaiuym pedeHKy MPOBOIST
npoOy ¢ TOJOJAaHWEM C OUEHKOW MPOMOKATENTBHOCTU BBIIEPKUBAEMOTO
TOJIOHOTO MPOMEXYTKA U YPOBHS MHCYJIMHA U KETOHOBBIX T€J Ha MOMEHT
3aBepllieHrs] NpoObl. B OTCyTCTBUE NAaHHBIX B MOJb3Y TMIEPUHCYIMHU3MA
HEOOXOAMMOCTHU B JaJIbHEHUIIIEM JICUEHUN TaKUX TallMeHTOB HET.

2. MpoTokon AMHAMNYECKOro HaGNIOAEHNS AETeil C NePCUCTUPYIOLMMN
thapmakouyscTBuTeNnbHbIMU thopmamu BI'M

e KpatHocTh: 1 pa3 B 3 Mecsilia Ha IIEPBOM IOy XKM3HHM, 3aTeM 1 pa3 B 6 Me-
csueB A0 3 JieT, 3ateM (B clydae KoMIeHcaluu) 1 pas3 B rofm.
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e OcmMmortp:
o aHTpoInoMeTpus (0COOEHHO TIIATEIbHO, €CIU PeOeHOK IToIyJyaeT Tepa-
M1I0 aHaJIoraMyd COMAaTOCTaTHHA);
o MICUXOMOTOpPHOE pa3BUTHE (HAOIIOJEHUE HEBPOJIOra).
e JlabopaTtopHbie 00CeI0BaHUSI:

o TIMKeMWYeCKUit mpoduiib B TedeHMe 1—3 mHeit Ha (oHe Tepanuu;

o KOHTpOJIbHAs Tpoba ¢ rojogaHueM Ha (oHe Teparuu;

° CTUMYJISILIMOHHBIE TPOObI HA (hOoHE Tepanuu (Ipy HAJIUYMU Y TallMeHTa

JMoKa3zaHHOU crienmduueckoii popmel BI'N).

Buaumanne! Koppexkuus 103 ripenaparoB J10JKHA ObITh OCHOBaHa Ha IMTOKa-
3aTeNsIX IIMKEMUU U pe3yJibTaTax oOcjedoBaHuUs, a HE Ha pacuerax.

B myGepratHOM IIeprome MOTYT OTMEYaTbCsl IeKOMITeHcalus 3a0ojeBa-
HUS, CHVDKEHME KOMILJIAGHTHOCTM TIpuemMa IperapaToB, 4To TpedyeT Oosee
BHMMAaTEJIbHOTO 00C/Ieq0BaHUS IeTeil, a B HEKOTOPhIX CIydasX OopraHu3a-
LUK TICUXOJIOTUYECKOM MOMASPKKU.

3. Mpotokon AgUHaMM4ecKOro HabnoaeHusa aeTeil nocne cyoToTanbHoOM
NaHKPeaTIKTOMUM

o KpartHocTb: 1 pa3 B 3 Mecsilia Ha TIEPBOM IOy XXM3HHU, 3aTeM 1 pa3 B 6 Me-
ca1eB 10 3 JeT, 3aTeM (B cllydae KoMIleHcaunu) 1 pa3 B rop.

e JlabopatopHble 00cenoBaHus: KOMIUIEKCHOE 00CieJoBaHUe Ha TpeIMeT
pPa3BUTHUSI MHCYJIMHO3aBUCUMOIO caxapHOro auabera (TJIMKEMUYECKU
mpo¢uib, MNMUMKO3WIMPOBAHHBIN TeMOIJIOOMH, OpajbHBIA TECT Ha TOJe-
PAHTHOCTb K IJIIOKO3€).

e HabmioneHne aHAOKPHUHOIOIOM, TaCTPOIHTEPOJIOTOM, AUETOIOTOM.

e O1ueHKa 5K30KPUHHON (DYHKIINU MOMKETYIOUHOMN Xele3bl (KOTPOJIOTrHs,
anacTtasa-1 B Kaje), pelleHre Borpoca o NpUucoeInHeHUU pepMeHToTepa-
MTUH.

. O6y4yeHue poautenemn

e Pogutenu/onexkyHnsl Bcex mauueHToB ¢ BI'M B oOsg3aTenbHOM MOpsiaKe
JOJKHBI BJIaJIeTh TEXHUKONW M3MEPEHUs] YPOBHS INIIOKO3bI B KPOBU C I10-
MOIIIbIO TOPTATUBHOTO ToKoMeTpa. HeoOxoauMo nath 4eTKue UHCTPYK-
LIMU MO KPaTHOCTU U3MEPEHUU U 1IeJIEBbIM 3HAYEHUSIM YPOBHSI TJTIOKO3BI.

¢ HeobOxomuMo pacckasaTh POIUTEISIM O BO3MOXKHBIX KIIMHUYECKUX MTPOSIB-
JICHUSIX TUTIOTJIMKEMUHN y IeTel pa3HOTo BO3pacTa.

e B momarnHeil anTeuke 00s3aTeIbHO JOJDKHBI XPAHUTBCS TUMEPTIUKEMU-
YecKue CIEOYIOIINe CPeacTBa 11 9KCTPEHHOIO IMPUMEHEHMS.

o PactBop rmioko3bl (20—40%), BBemeHME KOTOPOTO BO3MOXKHO
nepopaibHbiM myTeM. [IpumeHsieTcs, eciu y pebeHKa TUTIOTIUKEMUS U
OH B co3HaHMHU. BaxxHO mpemoctepeyb poaMTeNieil OT ITOMBITOK CaMO-



CTOSITEJIbHOTO MapeHTepaIbHOIO BBEACHMS pacTBOpa IIFOKO3bI, TaK KaK
B/M WHBEKLMU KOHIIEHTPUPOBAHHBIX PAaCTBOPOB MOTYT MPUBOIUTH K
Pa3BUTUIO MECTHBIX OCJIOKHEHMIA.

o ['rokoresab Wi TabJeTKU TI0KO3bl (151 MepopaIbHOIO MPUMEHEHMS).
[TpumeHsitoTCs, eciiv y pedbeHKa IMITONIMKEMUS U OH B CO3HAHUMU.

o PacTBOp riokaroHa misi B/M WU I1/K BBeneHUsI. MoOXeT IPUMEHSIThCS
IpU TSKEJION TMIIOTJIMKEMUHU ¢ ToTepeit co3HaHus. Heobxonumo o0y-
YeHMe TeXHUKe pa3BeleHMs Mperapara U NpOBEACHUSI MHbEKIIUA.

[Ipu mocTyrieHnn pedeHKa B IeTCKUI cal WK IIKOJY HEOOXOIMMO IIPO-

MHGOPMHUPOBATh YUUTEIIS/BOCITUTATEISI 1 MEIUIIMHCKYIO CECTPY O ero 3a-

0oJiIeBaHUU U IYTSIX KYIMMPOBAHUS TMITOTIMKEMUYECKUX COCTOSIHUIA.

Ponutenn moymKHBI OBITH MH(GOPMHUPOBAHBI O TOM, UTO B CJIydyae pa3BUTHUS

WHTEPKYPPEHTHBIX 3a00JIeBaHUI, COMPOBOXKAAIOIIUXCS AUapeeii, pBOTOM

U OTKa30M OT €[Ibl, TUITOIIMKEMUU MOTYT YCYTYOJISIThCSI U pa3BUBAThCS 1a-

Ke Ha (poHe IpoBOAMMOTO JieueHUs. [lpu pa3zButuy mmomoOHBIX COCTOSI-

Huit getam ¢ BI'M moxeT ObITh peKOMEHA0BaHa FTOCIUTAIU3ALIMS C LIEJIbIO

MPOBENeHUST IOoAIepKUBalolleli WHOY3MOHHON Tepalnuud pacTBOpaMu

[JIFOKO3BI.

BceMm nanuentam ¢ BI'M pekomeHayeTcs HolleHUe Opaciera ¢ yKkazaHueM

€ro MMeHM, peKOMEHAALMSIMU 110 OKa3aHUIO 9KCTPEHHON MEIUIIMHCKON

IIOMOIIY U TeJiehOHA TOBEPEHHOTO JIMIIA.
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