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"HaumoHanbHbI MegULMHCKUIA NCCNefoBaTENbCKNA LEHTP SHAOKPMHONOM MU UM. akagemunka W.N. Nenosa, Mockea, Poccus
2HaumoHanbHbI MeAULMHCKNIA nccnefoBaTenbCckui LeHTp um. B.A. Anma3oBa, CaHkT-lNeTepbypr, Poccua

BpoxaeHHbI runepuHcynunHmuam (BI'M) — pepkoe reHeTnyeckn reteporeHHoe 3aboneBaHune, Xxapaktepusyolleecs Heafiek-
BaTHOW rnnepcekpeuuen NHCynHa 6eTa-KneTkamm NogXenyaoUuHoN xene3bl U NpeacTaBnstolee cobon Hanbonee yacTyio
NPUYUHY NEPCUCTUPYIOLMX FTMMNOTNNKEMUI Yy AeTell paHHero Bo3pacTta. YactoTta BIM B obuweln nonynAumMm coctaBnsaet ot
1:30 000 go 1:50 000 »kMBbIX HOBOPOXAEHHbIX. CBOEBpEMEHHasA AMarHOCTUKa U neveHue B umetoT pelatowlee 3Have-
HMe, NOCKOJbKY NMepcucTUpyoLme rmnornmkeMmmn CnocobHbl NPUBOAUTD K HEOOPATVMOMY MOBPEXKAEHWUIO LEeHTPanbHOM
HepBHON cucTembl. B 0630pe 0606LeHbl COBpeMeHHble npefcTaBneHna 06 sTnonormm 1 natoreHese BIU, npefctasneHa
aKTyanbHasa Knaccudumkauma Bl no gnvtenbHOCTM TeueHms, STONOMMW, rMcToNiornyeckor gopme 1 oTBeTy Ha Tepanuio
anasokcngom. MoapobHO ocBelLeH ANarHOCTUYECKUI anropuTM, BKIOYAIOLWMIA NPOBOKaLMOHHbIE MPoObl, MONeKynAapHo-Te-
HeTU4YeCcKoe nccnefoBaHne n BU3yanusmnpytoLme MetTofbl MCcrefoBaHna. PaccMoTpeHa 3TanHOCTb KOHCePBATUBHOIO Y MO-
Ka3aHuA K xupypruyeckomy nedeHmto. O630p 0CHOBaH Ha NMONOXKEHUAX aKTyanM3npPOBaHHbIX KNMHUYECKUX peKOMeHaaLui
W NpefHa3HayeH Ana NPakTUKYLWMX Bpayen — neamaTpoBs, SHLOKPUHONOIOB 1 HEOHATOOMOB, YHaCTBYIOWUX B BeAEeHUN
OeTeln C rMnornnKeMNYeCKUMM COCTOAHUAMM.

KJTIOYEBbIE CJI0BA: 8p0x0eHHbIU 2UnepuHCYIUHU3M; 2Uun02/IUKeMUs; OUA30KCUO; 2UNepUHCYTUHEeMUYeCKas 2UNOoIUKeMUs,; MOJIeKYIapHO-2e-
Hemuy4eckas 0UazHOCMUKA; NAHKPedam3KmMOoMUS.

CLINICAL PRACTICE GUIDELINES "CONGENITAL HYPERINSULINISM"
© Bolmasova A.V.™¥, Yanar E.A.', Nikitina I.L.2, Kolodkina A.A.!, Mikhalina S.D., Peterkova V.A.", Bezlepkina O.B.
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Congenital hyperinsulinism (CHI) is a rare, genetically heterogeneous disorder characterized by inappropriate hypersecre-
tion of insulin by pancreatic beta cells and is the most common cause of persistent hypoglycemia in young children. The in-
cidence of CHI in the general population ranges from 1:30,000 to 1:50,000 live births. Timely diagnosis and treatment of CHI
are critical, as persistent hypoglycemia can lead to irreversible damage to the central nervous system. This review summa-
rizes current understanding of the etiology and pathogenesis of CHI and presents an up-to-date classification of CHI based
on duration, etiology, histological form, and response to diazoxide therapy. A detailed diagnostic algorithm is provided,
including provocative tests, molecular genetic testing, and imaging studies. The stages of conservative treatment and indi-
cations for surgical treatment are discussed. The review is based on updated clinical guidelines and is intended for practicing
physicians — pediatricians, endocrinologists, and neonatologists — who care for children with hypoglycemic conditions.

KEYWORDS: congenital hyperinsulinism; hypoglycemia; diazoxide; hyperinsulinemic hypoglycemia; genetic testing; pancreatectomy.

MONHbBIN TEKCT CTaTbU JOCTYNEH B 3/IeKTPOHHOW BEPCUV XKypHana Ha cante www.probl-endojournals.ru.
W' [The full text of the article is available in the electronic version of the journal on the website www.probl-endojournals.ru]

CMUCOK COKPALLEHUN ICl — recTauWoHHbI CaxapHblli anabeT
I'TO — ryaHo3uHTpudocdat

Al — ayTOCOMHO-AOMMWHAHTHbIN [P — prasokcna-pesncTeHTHbIN
AP — ayTOCOMHO-peLecCcBHbIN OY — anasokcna-4yyBCTBUTENbHbBIN
ATO® — apeHo3nHTpudocdhat MKKT — KenygoyHoO-KMILEYHbIV TPAKT
ALO — apeHo3uHgmdpocdaT 3BYP — 3agepikka BHyTpUYTPOOHOIo pa3sutms
AKTI — agpeHOKOPTMKOTPOMHbIN FOPMOH N®P-1 — uHcynuHononobHbIN dpakTop pocTa
B/B — BHYTpMBEHHO KT — komnbloTepHasa Tomorpadus
B/M — BHYTpMMbILLIEYHO JIAI — naktatgermpporeHasa
BI'M — BpOXKAeHHbIN rMnepuHCYINHN3M MKT1 — moHokap6okcunat TpaHcnopTep 1 Tuna
BINC — BpoXAeHHbIN NOPOK cepaua MPT — mMarHWTHO-pe30oHaHCHas Tomorpadus
I-1-® — rmoko3o-1-pocdar MODY (Maturity-Onset Diabetes of the Young) — guabet
I-6-® — rnoko30-6-pocdar 3penoro TMna y Monopbix
A0 — rnytamat-gerngporeHasa HTI — HapyLlueHne TonepaHTHOCTY K r0Ko3e
*ABTOp, OTBETCTBEHHbIN 3a Nepenuncky / Corresponding author. @ @@@
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M — naHKpeaTnyecknm nHAEKC

/K — nogKo>KHO

M3T — NO3UTPOHHO-3MUCCMOHHAA ToMorpadus
CJ1 — caxapHbiii guabet

¢BT4 — cBOOOAHDIN TUPOKCUH

CTI — coMaToTPOMHbI FOPMOH

TTI — TMPEeoTPOnHbIA FOPMOH

Y3 — ynbTpa3BykoBOe UccnefoBaHne

9XO-KI' — 3XO kapguorpadus

18F-OO®A — 18F-L-gurngpokcudeHmnnanaHmH

TEPMWHbI 1 ONPEQEJNIEHNA

[na3oKcmAa-yyBCTBUTENbHDbI BapuaHT BPOXK[AEH-
HOro rMnepuHCYINHN3Ma — 3TO BapUaHT, Korga Tepa-
nus Ana3oKCUAOM NO3BOAAET AOCTWNYb SYMNKEMUN Y Na-
UMeHTa

[nasoKcnp-pesncTeHTHbIl BapuaHT BPOXKAEHHOro
rMNepuHCYINHU3MA — BapuWaHT, KOrga Tepanus Anasok-
CUAOM B MAKCVMaJibHbIX JO3MPOBKAX B TEYEHUE Meprofa
He MeHee 6 OHEeW He NOo3BONAET JOCTUYb SYIIMKEMUN Y Ma-
UuneHTa

MpoTtenH-uHgyynpoBaHHaa d¢opma BPOXKAEHHOrO
runepuHCyInHM3Ma — 3170 popma 3aboneBaHus, Npu Ko-
TOPOW 3NM1304bl MMMOMIVKEMUM MPOBOLMPYIOTCA NPUEMOM
6enKoBon NULK

Ounsnyeckn-nHAyunpoBaHHaa ¢popma BPOXKAEHHOro
runepuHCyInHM3Ma — 310 popma 3aboneBaHus, nNpu Ko-
TOPOI 3NM30Abl TUMOMUKEMUN MPOBOUMpPYIOTCA dursnde-
CKUMW Harpy3kamu

QokanbHaa ¢opma BpPOXKAEHHOTO rUNEePUHCYNN-
HU3Ma — 3TO rucTosniornyeckasa ¢dopma sabonesaHus, npu
KOTOPOW HeafeKBaTHasA MOBbILWEHHAA CeKpeLus UHCYNMHa
OCYLLEeCTBNAETCSA 3a CYET OrPAHMUYEHHOrO YUYacTKa NoaKeny-
[IOYHOW Xene3bl, B TO BPEMA KaK OCTajibHas YacTb OpraHa
COXpaHAET HopMasbHYI0 GYHKLMIO

OnddysHaa dopma BpPOKAEHHOro ruNepuHCyNU-
HU3Ma — 3TO rucTosiornyeckasa ¢dopma 3abonesaHus, npu
KOTOPOW HeafleKBaTHasA MOBbILEHHAA CeKpeLus MHCYNMHa
ocylecTBnAeTcsa 6eTa-KneTkamu BCeN TKaHW MOMXenyaou-
HOW »Kene3bl

AtnnunuyHas ¢popma BpPOXKAEHHOro rMNEepPUHCYNNHN3-
Ma — 370 HedOKanbHasA ructoniormyeckas opma 3abone-
BaHMSA, NPU KOTOPOW HeafileKBaTHas MOBbILIEHHAn ceKpeLus
WHCY/IMHA OCYLLEeCTBNAETCA 3a cUeT GeTa-K/eTok, pacnoso-
»KEHHbIX XaOTUYHO CPeAU HOPMasbHbIX 6eTa-KNETOK Noge-
NYAOYHON XKene3bl

UMNPUHTUHI — TreHeTUYeCKUin GeHOMEH, NMpu KOTo-
pOM 3KCMpeccus onpefenéHHbIX reHOB OCYLleCcTBAAETCA
B 3aBMCMMOCTU OT TOTO, OT KaKOro poamuTensa yHacleqoBa-
Hbl annenu.

1. KPATKAA UHOOPMALINSA NO 3ABOJIEBAHUIO
NN COCTOAHUIO (FPYMME 3ABONIEBAHUI NN
COCTOAHUN)

1.1. OnpegeneHne 3a6oneBaHNA WU COCTOAHNSA

(rpynnbl 3a6oneBaHuii NN COCTOAHMI)

BpoxxgeHHbi runepuHcynuHusm (BIM’M) — sto rpynna
3ab0neBaHNli, NPU KOTOPbIX MMEET MeCTO HeafeKBaTHas
runepceKpeLns NHCyNHa 6eTa-KneTkaMu NogKenyfouHon
»enesbl, YTO NMPUBOAUT K Pa3BUTMIO runornnkemmm [1].
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1.2. dTnonorna n natoreHes sabonesaHna NN COCTOAHMNA

(rpynnbi 3a6oneBaHuii LN COCTOAHMIA)

Haunbonee uyacto nprunHon BIN aBnsaoTca natoreHHble
MyTaLMM FEeHOB, YYaCTBYIOLWMX B PEFYNALUN CEKPELUn WH-
CynuHa. B HacToAWwMI MOMEHT OnMMcaHo Takmx 14 reHos.
MoMMMO 3TOro, CyLIecTBYIOT CUHLAPOMAJIbHbIE MAaTONOMNN,
B CIMMTOMOKOMIIEKC KOTOPbIX MOXET BXOAUTb FMNepUHCY-
NUHeMnyeckue runornmkemun. OTAeNbHYIO Fpynny coCTas-
NAT TPAH3UTOPHbIE TUNEPUHCYIMHEMUYECKNE TUMOTTIKE-
MUN HOBOPOXIEHHbIX, Pa3BMBAOLLMECA KaK OCJIOKHEHUE
MepuHATaNbHOIO Mepuofa WM Kak CnedcTBUe 3adepKKu
BHYTPUYTPOOHOro pa3sutus [2]. TakKe onvcaHbl rmnepuiH-
CYNIIHEMUYECKME TUMOMMKEMIY NMOC/E Onepaunii Ha Xesy-
LOYHO-KULLEYHOM TpaKTe.

KoHKpeTHasi reHeTMyeckasa MyTauusa oOnpepensaer yHu-
KanbHbI NyTb pa3sutua BIM. Hnxke ykazaHbl OCHOBHbIe 3Be-
Hbfl, MPU NMOBPEXKAEHNM KOTOPbIX aKTUBMPYETCA NPoayKLUua
U1 AenCcTBUE NHCYNIVHA, UTO B JasibHeNLIEM NPUBOANT K M-
MOrNKEMUN.

M0KO303aBNCUMBIV MEXaHV3M CEKPeLr UHCYNIMHA ABNS-
€TCA CIOKHBIM MHOTOCTYMNEeHYaTbIM MPOLIECCOM, KOHTPOMMPY-
€MbIM Pa3fINYHbIML FTOPMOHANbHBIMU 1 GePMEHTAaTUBHBIMM
cuctemamu. B Hopme rnoko3a nytem ynpotueHHon auddysnm
MPOHUKAET B 6eTa-KNeTku, rae OHa NoABepraeTca nepBomy
3Tany rMKonu3a npv nomoLym bepmMeHTa MKOKKHa3sbl [3].
B pe3synbrate nepBoii peakumu dochopunrpoBaHus obpa-
3yeTCA aKTUBHbIV MeTabOoNNT IMIOKO3bl — [I0K030-6-dbocdaTt
(I-6-®). JNleMuuH Takxe ABNAETCA OQHWM W3 CTUMYNATOPOB
CeKpeLMN MHCYNUHA. [T110KO3a 1 NeNUVIH aKTUBUPYIOT BHYTPM-
KneTouHbli Lukn Kpebca, B pesynbTaTe KOTOPOro CUHTE3UPY-
eTca ageHo3vHTpudocdat (ATD). MosbiweHne yposHa ATD
1 yBenuueHue cootHoweHus ATO/apgeHosnHandocdat (ALD)
3anycKaeT Kackag peakuuin: nHrmbupyetca pabota ATO-3aBu-
cuMbIx K*-KaHanoB, mponcxogut genonspusaumsa MemopaHsbl
1 OTKPbITVE BOMNbTaxK3aBNCUMbIX Ca**-KaHanoB, NOBbILLIAETCA
KoHLeHTpauma Ca™ B KneTKe, 4To B CBOIO ouepesb CTUMYIIv-
pyeT 3K30LMTO3 MHCYNNHA (PUCYHOK 1).

Mpy CHWXEHMU YPOBHA [OKO3bl B KPOBM €€ BHYTpWU-
KNIETOUHbI MeTabo/IM3M CTAaHOBUTCA MEHEE WHTEHCUBHBIM,
NPUBOAA K CHUXKeHuto cooTHoweHna ATO/ALD. MNocnegHee
onocpepyet oTKpbITe ATD-3aBNCKMMbIX K*-KaHanoB 1 3aKpbl-
Tue BOJIbTaX3aBUCKMbIX Ca*™*-KaHanoB, TeM camMblM 6/10Knpys
CEKPELMIO MHCYNHA.

Haunbonee yacton npuumHon BI ABnAlTCA MHAKTUBU-
pytowme myTaumm B reHax KCNJ11 n ABCCS8, kogupytolime
AT®-3aBucumMble K*-kaHanbl [4, 5]. OnncaHbl Kak ayTOCOM-
HO-peLleCcCUBHbBIE, TaK 11 ayTOCOMHO-AOMUHAHTHbIE MyTaLuu
YKa3aHHbIX reHoB. Takum obpa3om, dopmMupyeTca cuTyauus,
NPy KOTOPOW BbllIeyKa3aHHbIe KaHaslbl OKa3blBalOTCA Hefe-
€crnocobHbIMU HE3aBMCUMO OT YPOBHSA rkemun. Kak cneg-
cTBrE, MembpaHa OeTa-KNeTkM HaxoguTcs B LEenonspu-
30BaHHOM COCTOSAIHWM, YTO BfieYeT 3a CoOOoU M3ObITOUHOE
noctynneHve Ca** B KNETKY 1 rMnepcekpeLmio UHCYNVHa.

Bropon Haubonee pacnpocTpaHeHHOW npuunHon Bl
ABNATCA aKTVBMPYIOLIME ayTOCOMHO-AOMUHAHTHbIE MyTa-
uun reHa GLUDI. NaHHbIn reH KogupyeT rnyTamatgermgpo-
reHasy, Kotopas Heobxofvma AniA NpeBpalLeHUs riyTamara
B anbda-KeTornyTapaT U aMmoHuiA. MNoBbiweHre anbda-KeTo-
rnyTapaTa npuBOAUT K yBennueHmio ATO 1 BbilLeonICaHHOMY
Kackagy peakuun. Y naumeHToB ¢ MyTaumen B reHe GLUDT ot-
MEUAIOTCA MMMOMIMKEMIM KaK HATOLLaK, Tak 1 Noc/e npruemMa
6enkoson nuwn. NocneaHee o6bACHAETCA TEM, UTO B OGO

Problems of Endocrinology. 2026;72(4):80-97



82 | NMpobnembl sHROKPUHONOrMKM / Problems of Endocrinology

GLUD1

Imytamat
[nymamamoeaudpozeHasa

\ Anbda-

KeTornyTtapat
JlenumH i
Unkn
MoHokcunam Kpe6ca
mpaHcnopmep 1 A
JlakTar,
nupysar SLC16A1 Mmoko30-6-pocdar

A

[noKoKuHa3a

GCK

[noko3a

KINMMHWYECKME PEKOMEHAALINNA

KCNJ11, ABCC8

Kanuesble ATO-3aBuCHMbIe
KaHanbl

A

+

&

— > ATO/ALO

/

UCP2
LenonapusauuA
MeMbpaHbI
Ca2+
(0] /
e %

@

l Kanbuwresble KaHanbl
(ONO)

(9

® @

UHcynuH

PUCyHOK 1. Perynaums cekpeumm MHcynmHa.

6eNIKOBOW NULLE eCTb aMVHOKMCIIOTA NIENLIMH, aKTUBUPYHOLLAA
rnyTamatgerngporeHasy [6].

Tak»e onucaHbl rpynnbl naumeHTos ¢ BIY, K BO3HMKHOBe-
HMIO KOTOpOro npusenu MyTaumn B reHax GCK, HADH, HNF4A,
HNF1A, SLC16A1, UCP2, HK1, PGM1, PMM2, CACNATD, FOXA2.
BaxHo oTMeTunTDb, UTo Bonee yem B 30% cryyaeB MoneKynap-
HO-reHeTnyecKun BapuaHT BIM yctaHoBuTb He yaaeTca [4, 5].
leHeTuyeckue BapuaHTbl Bl 1 nx OCHOBHble KNUHUYECKMe
XapaKTePUCTUKN NpUBEAEHbI B Tabnuue 1.

1.3. dnugemunonorua saboneBaHns AN COCTOAHNA

(rpynnbl 3a6oneBaHuii NN COCTOAHMI)

YacToTa BCTpeYaemocT B cocTaBnaer
1:30 000-1:50 000 *K1BbIX HOBOPOXAEHHbIX B 0bLien nomny-
nagum n 1:2500 B 3aKpbITbiX NOMNYAAUMAX C BbICOKAM MPO-
LUeHTOM 6nmM3KkopoacTBeHHbIX H6pakos [19]. B Poccumitckon
Depepaumm yacToTa BCTPEYAEMOCTM LAHHOTO 3ab0NeBaHuA
npumepHo cootBeTcTByeT 1:50 000 [19].

1.4. Oco6eHHOCTU KOANPOBaHUA 3aboneBaHnA Un
cocTosiHuA (rpynnbl 3a6oneBaHNii UAN COCTOSIHUIA)
no MexxgyHapogHou CTaTUCTUYECKON Knaccupukaumm
6onesHell n Npo6nem, CBA3aHHbIX CO 340POBbEM
E15 — HenmabeTtunueckasa runornmkeMmyeckan Koma
E16.1 — [dpyrue ¢opmbl runorinkemmni
E16.2 — [Mnornnkemmna HeyTOUHeHHasn
E16.8 — [lpyrue yTouHeHHble HapylleHNA BHyTpeHHeln ce-
Kpeuun nogKenyaoyHom »enesbl
E16.9 — HapylweHune BHYyTpeHHeln cekpeLuun noaxxenyaouy-
HOW »efie3bl HeyTOYHeHHoe
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1.5. Knaccupukauyma saboneBaHuA Uam COCTOAHNSA

(rpynnbl 3a6oneBaHuii)

BI'M sBnsaetca reteporeHHbIM 3aboneBaHMEM Kak 3TWO-
NOrMYeCKM, Tak U C TOUKM 3PEHNA KITMHMYECKOro TeuyeHun
1 pa3Hoobpa3zna mopdonornyeckmnx Gopm.

Knaccudumkauma BpoKgeHHOro runeprHcynHusma [1, 4,
15, 20].

1. Mo pnutenbHOCTN 3a6oneBaHnA:
- TpaH3uTOpHbIN BI'Y;
- nepcuctupytowmin BIr'y.
2. TuonornyecKkue BapuaHTbl:
- MoHoreHHble GOpMbI: MyTaLMN FTEHOB, YYaCTBYIOLLMX
B perynauun cekpeumn mnHcynuHa: KCNJ11, ABCCS,
GCK, GLUD1, HADH, HNF4A, HNF1A, SLC16A1, UCP2,
HK1, PGM1, PMM2, CACNA1D, FOXA2.
- CvHppomarnbHble popMmbl:
« cnHppom bekBnta-BngemaHa
+ cnHgpom Cotoca
+ cnHapom Kabykm
« cumHppom lepelwesckoro-TepHepa
«  BpOXAeHHble  pedeKTbl  MMUKO3UINPOBaHUSA
n gpyrume.

- Bropuunbin Bl BcneacTemne ocioXHeHUA BHYTpUY-
TPOOHOrO M NMEepPrHATaNbHOIO MEPUOAOB Pa3BUTKSA
(achukcna npu poxaeHnn, anabetuyeckas detona-
TUSA, Manblii BEC K CPOKY rectaLmm, BHyTPUyTPOOHbIN
cencuc).

3. Mo npoBoKaTopy runornuKemMumun:
- [MpotenH-nHayumnpoBaHHas dopma B
- QusnyecKu-mHAyLMpoBaHHaa popma BI'

Problems of Endocrinology. 2026;72(4):80-97
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Tabnuua 1. leHeTnyeCcKne BapraHTbl MOHOTEHHbIX GopM BIU 1 nx KNnHNYeCKre XapakTepucTukn

MexaHu3m pa3Butus Tun
Jlokanu- TunNnYHble KNNHUYECKne
len benok/dpepment Ponb 6enka/pepmenTa rUNOrnuKeMuu Npu Hacnepo-
3auua XapaKTepucTuKu
HapyweHun GyHKuMU BaHuA
Jle610T B HeOHaTanbHOM BO3pacTe,
Ap 4aCTo MAKpPOCOMMA NPU POXKIEHMN,
ANA30KCMA-Pe3NCTEHTHOE
TeyeHue [7,8]
JedekTHble ATO-3aBuCMMble
N [le6toT B HeOHaTaNbHOM BO3paCTe,
KeNJT1 Kir6.2 K*-kaHanbl ocTatTca
- Oopmuposanme ATO- 4acTo MAKPOCOMMA NPU POXJEHUM,
11p15.1 . B 3aKPbITOM COCTOAHNM Al
ABCCS SURT 3aBUCMMbIX K*-kaHanos yallle MA30KCUA-UyBCTBUTENbHOE
WIN He NpeficTaBNeHbl
TeyeHue [9]
Ha MeMbpaHe KneTku
(OokanbHble dopmbl, febioT
B HEOHaTaNbHOM BO3pacTe, 4acTo
Mmnpun-
MaKpPOCOMISA NP POKAEHNUMN,
TUHT
ANA30KCMA-Pe3NCTEHTHOE
TeyeHue [10]
[Jle6ioT B nepBblii Fof U3HH,
CHwxaeTca uHrnbupylolee
TUNOMNKEMUIN KaK HATOLL|AK,
Bnnanmne IO .
Katanuaupyet peakuuio TaK M Nocsie 6enKoBOI Harpy3Ky,
InyTama eBpaLleHIs MyTamara a [, nosbiuaerca 0XET 0! OBbILLEH ypoBe
nyTamar- n LieHIs ryTamar MO3ET ObITb MOBbILLEH Hb
Gwpr  |10g33 |V pesp y BHYTPHKTETOUHAA A »
JernporeHasa B anba-KeTornyTapar amMMmuaKa KpoBy, ANa3oKcua-
. KoHueHTpauua ATD 3a cuet
11 AMMOHMIA UyBCTBUTESbHOE TEUEHMe.
yuacTuA a-KeTornyTaparta
MoxeT 6bITb FeHepann30BaHHas
B UKne Kpebca
anunencua [11]
Knunuka BapuabenbHa:
0T aCUMNTOMATUYECKOI
runornukemmn ¢ 14 reueHnem
KaTanusupyer peakumio CHUeHMe Nopora MuKemun 1o TARKenbiX runornmkemiui ¢ [IP
GCK 7p13 [MioKOKNHa3a dochopunupoBaHus MIOKo3bI | 418 MIoKo303aBucuMoro | Al TEUEHUEM.
B [MI0K030-6-docdat MYTY CEKPELINIA UHCYNNHA Y PfiAa NaLMEHTOB OTMEYAETCH
COXPAHHOCTb HEPBHOIA
CMCTEMbI, HECMOTPSA Ha TAXECTb
runornukemuii [11]
[Jle61oT B nepBblii o Xu3Hu,
Katanusupyet peakuuto
MPOTEKAET C KETO30M (MOBbILLEHO
3-TApOKa- Mpe0BpasOBaHiA 3-TapoKC- CHuxaeTca uHrnbupytoLLee cozepxanue 3-ruapokcbyTupata
HADH 4925 AuunKoA- aumunkoA B 3-keto-aumunkoA Py AP P P yTip
BnusHue Ha [[1] B KPOBU 1 B MOYE), TUMOFNKEMMN
JeruaporeHasa B npoliecce -okucne-Hus
MOTYT pa3BMBaTbCA B OTBET
KUPHBIX KUCNOT
Ha 6enkoyto nuwy, 14 Teyenue [11]
[Jle61oT B HeOHaTanbHOM nepuoae,
TPaH3UTOPHbIE FUNOFMKEMIK
MaKTop TpaHCKpUNLUM, B HEOHATaJIbHOM BO3pacTe
. Heo0X0MM Ha 3Tanax 11 NONHBIM Pa3peLLeHnem
HykneapHbiii
dakro 3MOPUO-HaNbHOTO Pa3BUTUA K LUKONIbHOMY BO3paCTY,
KT
HNF4A 20q13.12 P BHYTPEHHMX OPraHoB, [lo KoHLa He 13yyeH All [I4 Teuenne. Takke BO3MOMXHbI
renaTounToB
Sanba WUrpaeT posib B TPAHC-NopTe MaKpOCOMUA NPU POKIEHNM,

[TII0KO3bl, MUKONIN3€e U MUTO-
XOHAPUAJIbHOM meTabonusme

HapyLueHIe GYHKLMM NeYeHu

1 noyeK. Y B3pOCNIbIX NaLMeHTOB
moryT otmeyatbea I, HTM u CJ1
Tuna MODY [12]
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MpodonxeHue mabauysi 1

Mexanusm pa3sutua Tun
Nokanu- TunuyHble KNMHNYECKNe
len benok/¢pepment Ponb 6enka/¢pepmenta TUNOFAUKEMUK NpH Hacnepo-
3ayua XapaKTepucTuKu
HapyLeHun GyHKLMM BaHuA
[Jle61oT B HeOHaTanbHOM nepuoae,
. (akTop TpaHcKpunLmy,
HykneapHbiii BO3MOXHO pa3peLLeHue
dakTo Heobxoi Ha Sranax BI'M K wkonbHomy Bo3pacT
HNF1A 1292431 P 3MOpHOHaNbHOro pa3BuTUA [lo KoHLa He 13yyeH Al y Bopacry,
renaTouuToB OKETyOUHOT KETesbi [JY Teuenme. Y B3poCnibIX NaLueHToB
1anbda oue 4 moryT otmeyatbea IC, HTT u CJL
1 NeyeHn
Tuna MODY [12]
Mpu runepakcnpeccun
Pe T TDaHC10DT AaKTaTa NaKTaTAeraporeHasbl
TYNMPYET TPAHCMOPT NAKTaT y
YIUPYETTP P 1 MKT1 Bo Bpema Tunornukemum nocne Guanyeckoii
MoHokap6okcunar | n nupyBata yepe3 membpay ; y
SLC16AT | 1p13.2 du3nueckoii Harpy3Kkun Al aHa3po6HoIi Harpy3ku, oTCyTCTBUE
TpaHcnopTep 1T1una | 6eTa-KneTku, yuacTeymLux
MOBbILLAETCA NUPYBaT, rNOTAMKeMMN Ha GOHe ronofaHNa
B umKne Kpebca y
NPUBOAALLMIA K yBENNUYEHUIO
npoayKuum ATO
TpaHcnopTupyeT NPOTOHbI
1 pocdat uepes MUTOXOHAPK-
doco P p 36bITOUHOE [Jle61oT B nepBble 6 MeCALEB XM3HU,
HecBA3aHHbliA anbHylo MeMBpaHy B oBen doco 0BaHue OrKeMmA Ha GOHe ronogaHNA
HHbIN WINPOBaHN rUNOrNnKeMmuA Ha GoHe ronoaaHm
UCP2 11q13.4 Ha OKcanat u Manar, panup All
NpoTenH 2 Tna TNI0K03bl U TUNEpNPOAYKLNA 1 NOC/Ie NPUEMa rIoK03bl, ONMCAHO
yeM OrpaHNuMBAET OKUCNEHNE ;
BHYTPUKNeTOuHoii ATO Kak J14, Tak u [IP Teuenne [13]
TNI0K03bl B NOMb3Y XKUPHBIX
Kucnor
B Hopme He 3kcnpeccupyetca
B} CHueHue nopora ruKemui
B NOZeNyL0UHON Xene3e, [le6toT Ha NePBOM rofy KU3HY,
HK1 10g22.1 | lekcoknHaza 1 JNA [I0K0303aBUCUMOT0 All
dochopunupyet rnoko3y Y Teuenue [14]
MyTV CeKpeLun MHCYNnHa
B[-6-0
YBennuuBaetca
BHYTPUKNETOUHAA
KOHLEHTPaLINA Kanbuua KeTotuueckan runornukemua
Katanusupyet obpatumyto
1 CHWKAETCA Nopor Ans HaTOLLaK, TUMOKETOTYeCKas
M30dpepmeHT poc peakuionepexoa -6-0 10K0303aBUCUMOTO OrNINKEMUA B OTBET Ha Harpy3
MEHT $oc- 0K ncumor TUNOIMNKEMUA B OTBET HA Harpy3K
PaM1 1p31.3 P B [-1-0, npepotBpaLyas AP . PY3Ky
dorntokomyTasbl CMHTE3a UHCYNNHA. TNOKO30MA, ONUCAHDI PaCLLENMHbI
FAUKONN3 (pacnag rioKo3bl
OTHoCUTCA 1 K BonesHAM Heba, H3KOPOCNIOCTb, HapyLLeHKe
¢ Bbigenenuem ATO)
HaKOMNeHUA FUKoreHa DYHKLMM neyeru, muonatua [15]
(14 Tvn) n K HapyLweHnAM
FAMKO3UNNPOBaHNA
[Jle6toT runornukemun Ha 1 ropy
*n3nm, 14 Teuenne.
UM 16p13.2 DochomanHo- 06ecneunsaet npowecch Hapywienue AP C0YETAETCH C NOMMKICTO30M NOYeK
MyTa3za 2 FAMKO3UANPOBaHNA FAMKO3UNMPOBaHUA benkoB 1 neyet. Hekoropble MyTaLu
BbI3bIBAIOT BPOXAEHHOE HapyLLEHNe
TMKo3unpoBaHna 1a ana [16]
Anbda-1
[Jle6ioT B HeOHaTanbHOM nepuoge,
cybbeamHmua
SonbTa PervIALAA YDOBHS YBenuunBaetca [I4 Teyenne. Bo3amoxHo Hanuume
NbTaX- rynAaum H ;
CACNA 1D | 3p21.1 4 P BHYTPUKNETOYHaA Al MOPOKOB CEPALIA, JIErOUHOI
3aBUCUMOTO BHYTPUKJIETOUHOTO KaNbLinA
(3**-Kanana KOHLIEHTpaLMA Kanbuus rnepTeH3IN, CIEeNoTbl, NEPBUYHOIO
runepanbaocTepolnsma [17]
L- Tuna
y (akTop TpaHcKpUnLmMy,
HykneapHbiii CoyeTaHue C rUMONMTYUTapU3MOM,
HeobXxoAuUM Ha 3Tanax
FOXA2 20p11.21 | pakTop [lo KoHLa He 13yyeH Al CTUrMami AncaMOpUoreHesa.
3MOpPUOHaNbHOTO pasBuTUA
renaTouuTos 3B 14 Teuenue [18]

BHYTPEHHUX OPraHoB
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CLINICAL GUIDELINES

4. Mo oTBeTy Ha Tepanuio 4NasoKCUAOM:
- lmasokcnp-uyBCTBUTENIbHOE TEYEHUE
- lmasokcrp-pesncTeHTHOE TeUeHue
5. Mo rucronornyeckou ¢popme:
- OndodysHaa popma BI'
- QokanbHasa ¢popma BI'
- AtynnyHasa popma BI'n

1.6. KnnHnyeckasa KapTuHa 3a6oneBaHnA UM COCTOAHUA

(rpynnbl 3a6oneBaHuii NN COCTOAHMIA)

Kak npasuno, B[V maHndecTMpyeT B nepsble gHW vam
Hegenm XnU3HN 1 NPOABNAETCA TAXKENbIMU, NEPCUCTUPYIOLLN-
MW FMNOMNKEMUAMU, /1A KYMMPOBaHKA KOTOPbIX TpebyeTtcs
BHYTpUBEHHasA (B/B) MHY3MA pacTBOpa AEKCTPO3bI** B Kpaii-
He BbICOKMX fo3ax. OfHaKo, BCTpevaloTcs 1 bonee nerkue
¢dopmbl € No3gHNM AeboToM (BMIOTb A0 TPEXJIETHErO BO3-
pacTa) u MAarkum TeyeHnem. Kak npaswuno, npu BI'M runornu-
Kemun HabioaloTCA HAaTOLWaK, XOTA NMPY HEKOTOPbIX popmax
rMNepcekpeLMs UHCYIMHa MOXET OblTb MHAYLMPOBAHa npw-
emom nuwm. HoBopoxaeHHble ¢ BIW 3auvactyio poxgatoTca
KPYMNHbIMW [N CBOEro recTalMoHHOro Bospacrta [10, 21, 22].

KnnHuueckne npoasneHns runornnkemun Hecreuuduny-
Hbl 1 JenATCA Ha agpeHeprmyeckme unm HemporanKoneHu-
yeckme. K nepBbIM OTHOCKTCA MNAKCMBOCTb, Pa3gpaXntenb-
HOCTb, MOBbILWEHHAA NOTIMBOCTb. HelpornukoneHmyeckme
CUMNTOMbI MPOABAATCA CHUXEHMEM KOHLEHTPaLUn BHU-
MaHwus, cnabocTbio, OTKA30M OT efibl, COHJIVBOCTbIO, HapyLue-
HYem co3HaHuA. bonee uem B NoNOBKHE ciyyaeB B gebioTe
3aboneBaHuA B[V nposasnaeTca cynoporamu y geTen, Takxe
Yy HOBOPOX[EHHbIX eTell OTMEYAETCA HapyLLEHME fbIXxaHNA
BMAOTb A0 anHo3. CTOUT OTMETUTb, YTO Y NMALNEHTOB TaKXe
MOXET OTMeuaTbCA XopoLlee CamoyyBCTBME U HOPMasbHas
AaKTUBHOCTb Ha GOHe runornukeMun. JaHHbli deHoMeH cBA-
3bIBAIOT C aganTaunern opraHm3mMa K nepcucTmpytoLen runo-
rMKeMmm.

XapakTepHble uepTbl ULA 1 CONYTCTBYIOLME 3a60eBa-
HUA OTMEYAIOTCA Y NaLUEHTOB C CUHAPOMaNbHbIMU Gpopma-
MU 3aboneBaHus.

CuHgpom BbekBuTta-BugemaHna: makpocomus, remuru-
nepnsasusi, Makporioccus, nyroyHas rpbbka, omdanove-
ne, «kHaCeUYKr» Ha MOYKax yLIei, pa3BUTNE IMOPLOHASIbHBIX
onyxonen [23, 67].

Cungpom Kabyku: sucmopdua nvua no tuny macku Ka-
OYKU, CHKEHVE VHTENIEKTA, CKENETHbIE aHOMANK, MOPOKU
cepaeyvHO-COCYyAnCTOn cnuctemsl [24, 25].

Cungpom CoToca: aHOMasbHble YepTbl NUua (ANMHHOe
BbITAHYTOE NMLO, 60MbLWON 106, MaNEHbKUIA 3a0CTPEHHDIN
nogbopoaoK), YCKOpeHUe pocta (rMraHTvM3Mm), HapyLleHus
bopmunpoBaHUsa cKeneTa, yMCTBEHHAsA OTCTanoCTb [26].

CuHgpom LlepelwieBckoro-TepHepa ¢ KonbLueBOW
X-XPOMOCOMOW: HN3KOPOCNIOCTb, FMNEProHagoTPOMHbIN -
NOroHaau3Mm, MOPOKM CEPAEUYHO-COCYANCTON CUCTEMDI [27].

BpoxaeHHble fepeKTbl MUKO3NANPOBaHUA: NONNOP-
raHHble HapylleHus, nepepacnpegeneHne NoaKOXHO-KK-
POBOW KJIETYATKU C >KMPOBbLIMU OT/IOKEHUSAMM B 0bnactu
nagoHen u cton [28].

Mepcuctupyiowye runornmkeMmmn NpUBOZAT K Heobpa-
TUMbIM NOBPEXAEHNAM KNETOK rOSIOBHOrO MO3ra. Y naumeH-
TOB MOTYT HabNoAATbCA CriefyoLme OCNIOKHEHNA: 3aePX-
Ka MCUXOMOTOPHOrO M PEeYEeBOro Pa3BUTUA, SMUMENCUS,
HapyLleHus 3peHus, bopmrpoBaHme cuHgpoma LM, Hapy-
LweHua rnoTtanusa [4, 29].
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2. ANATHOCTUKA 3ABOJIEBAHUA U COCTOAHUNA
(rPynNnbl 3ABOJIEBAHU NN COCTOAHUIA),
MEAVWUNHCKUE MOKA3AHMA N NPOTUBONOKA3AHUA
K NMPUMEHEHWUIO METOAOB AUATHOCTUKU

CBOeBpeMEeHHas AnarHocTrka 3aboneBaHus No3BonAeT
CHU3UTb PUCKWN Pa3BUTUA HEBPOJIOMMYECKMX OCITOXKHEHWNI
BI'M. OcHOBHbIM KpuTepmem MNOCTaHOBKWM AmarHosa BI'U
ABNAETCA Hanuuve He3adaBNeHHOrO YPOBHA WHCYNMHA
(MHcynuH B KpoBu 6onee 1,25 MkKME/mn, C-nentug 6onee
0,5 Hr/mn) Ha PpoHe runokeToTUYECKon (3-rmapoKcndyTU-
paT B KpOBU MeHee 1,8 Mmonb/n) rmnornkemumn (rnokKosa
B KpOBU MeHee 2,8 mmonb/n) [30-32]. YacTbiMn 3aTpyaHe-
HUAMWN B MOCTAaHOBKE [MarHo3a siBNAKTCA Hecneuuduu-
HOCTb K/IMHWYECKOW KapTWHbI FMMOrNKeMUM, NepBuYHas
MoCTaHOBKa AMarHosa anunencun Ha ¢poHe cypopor 6e3
KOHTPONA MUKEMUW, a TaKXKe HeobXOoAMMOCTb OLEHKU
YPOBHSA MHCYNIMHA UCKTIOYUTENBHO Ha GOHE FTMMOFUKEMUN
1 6e3 yueTa pedepeHCHbIX 3HaUeHUn nabopaTopuu.

2.1. XKano6bl 1 aHamHe3

. PekomeHpyetca: c6op aHamHe3a y MaLMEHTOB
C KNUHMYECKUMM NposABAeHnAMM runornukemum [19, 30, 32]

XapakTtepHble xanobbl npu BI:

«  CYOOpOXHbI cvHApoM (PpoKanbHble/reHepan3oBaH-

Hble cygoporu);

+  MbILIEYHAA rMNOTOHMA (B HEOHATaNIbHOM NEPUOAE);
+  MOTepA CO3HaAHUA, yTHETEHUE CO3HAHUS, IeTaprus;
+ HapyleHWA AblXaHWA: anHo3, 6pagnnHo3 (XxapaKkTepHO

[N HeOHaTa/IbHOroO Nepuoaa)

+  MOBbILIEHHbIN aNMNeTUT, NPOrpPeccpyoLLee yBesinyeHne

Macchl Tena;

« y [HeTel CTapwero BO3pacTa BO3MOXHbl MPUCTYMbI
arpeccuu 1 HeageKBaTHOro NOBeAEH A NPU rofIoAaHNN.

Mpwu cbope aHamHe3a He0OXOANMO YTOUHUTD:

+  MepvHaTanbHbIA aHaMHe3 (Hanuume acpuKCrm, BHYTpUY-

TPOGHOW NHbEKUNN);

+  0COOEHHOCTU TeueHUsi bepeMeHHOCTU (Hanuume y maTe-
pu anabeTta 6epeMeHHbIX);

«  aHTpPOMOMeTpPMYECKME NoKa3aTeNn Npu PoXaeHUn

«  Hanuuue 6nM3KNX POACTBEHHUKOB, CTPAAAIOLWMX TUMNOr-
NIMKEMNYECKUM CYHAPOMOM, AaHHble O PaHHEN MNageH-
YeCKOW CMepTHOCTY B POAY;

«  Hanuuue 6nM1M3KOPOACTBEHHOIO 6paKa;

« BO3PacCT MNPOABNIEHUS MEPBbIX CUMMNTOMOB TFMMOMNKe-

Muun.

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTU AOKa3aTeNbCTB — 5)

. PekomeHpayeTcsa: nogcyet NoTpebHOCTA B MIII0KO3e
(komnneKkc nccnefoBaHni NPy NPOBeAeHNN TPAHCPY3NOH-
HO-UHQY3NOHHON Tepanuu) y NauueHToB C KIUHUYECKMMU
NPOABMEHUAMN TUMOIMMKEMMN Ha GOHE UHPY3MOHHON Te-
panun pacTBopamm rnoko3bl [19, 30-34]

OOHVM U3 OONONHUTENbHBIX KPUTEPUEB AMArHOCTMKMU
Bl aBnaeTcA BblcOKasa CKOPOCTb YTWUAM3AUMWN [NIOKO3bl
(>8 Mr/Kr/MUH) Ons nopnep»aHUsa HOPMANIbHOTO YPOBHS
rOKO3bl KpoBWU (>3,5 mmonb/n).

[lns nopcyeTa NCnosb3yloTcA CTaHAapTHble GopMysbl:

IMtoko3a (Mr/Kkr/mvH) B/B = (% pacTBopa roKo3bl X M/Kr/cyT)
/144
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[mioko3a (Mr/Kkr/muH) B/B = (% pacTBopa rMioKo3bl X Mi/4)
/6,0 X Kr

YpoBeHb y6epgutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 5)

2.2. ®usukanbHoe ob6cnegoBaHne
° PekomeHpayeTcs: npoBognTb GprsuKanbHoe obcne-
[l0BaHVie BCEM MALMEHTAM C KIMHUYECKUMY NMPOABIIEHNAMMN
runornnkemum [19,30-34]
Mpun ocMoTpe HeobXxoANUMO 06PaTUTb BHUMaHME Ha:
«  CTArMbl ANCOMOpPUOreHesa (XapakTepHbl Ans CUHAPO-
ManbHbIX dopm BIN);
+  [aHHble aHTPOMOMETPUM (MOXKET BbISBNATHCA MAaKPOCO-
MUA, MUKpouedanus);
+  MCMXOMOTOPHOE Pa3BUTUe pebeHKa (BO3MOXHa 3aiePKa);
+  COCTOSIHME CEeTYaTKM U AUCKA 3PUTENIBHOIO HepBa (cne-
noTa ABAAETCA OQHUM U3 OC/IOKHEHUN TAXKESION HeOHa-
TaJIbHOW FMNOMNIMKEMMNM);
+  HanuMuue BPOXIEHHbIX MOPOKOB CepALa, MOPOKOB NoYekK
(xapaKTepHO ANns cMHAPOManbHbIX popm BI'N)
YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 5)

2.3.JlabopaTopHble AuarHocTuYecKne nccriefoBaHns

. PekomeHpgyeTca: npoBefieHne perynapHbIX nccne-
OOBAHMNIN YPOBHSA MI0OKO3bl B KPOBU KaxAble 2—-3 yaca nepeg
eflofl y NaUNeHTOB C KIMHNYECKUMUN NPU3HaKamMm rmnoriu-
kemun [19, 30-34]

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTMN fAOKa3aTeNnbCcTB — 5)

. PekomeHpayloTca: perynsapHble  MCCNefoBaHUA
YPOBHA [MIOKO3bl B KPOBM, KOTOPble MOryT MPOBOAUTLCA
C MCNOJIb30BaHMEM MOPTATMBHOIO [IIOKOMETPa MU MeTo-
IOM HenpepbIBHOrO MOHMTOPUPOBaHMA. OueHMBaTb TakuM
06pa3om rmukeMuyeckuii Npodusb PeKOMeHAYeTCs B Teue-
HUe Kak MUHUMYM 1-3 cyTOK [66].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTMN fAOKa3aTeNnbCcTB — 5)

Kommenmapuu: [lpu MOHUMOpPUH2e YypOBHSA 2/TI0KO3bl
B8AXXHO BbIACHUMb, K020d U KAK 4ACMO y nayueHma pas-

KINMMHWYECKME PEKOMEHAALINNA

8UBAIOMCA 2UNO2JIUKEMUU: NPOUCXO0UmM Jiu 3MO HAmo-
Wak uau nocse eobl, yMmo4YHUMb NOCJ1e Kakol nuwju 3mo
npoucxodum yauje, yepe3 Kakoe spems nocse eodbl, ecmo
JlU 308UCUMOCMb MeXOy 2UnO2JIUKeMUAMU U ¢pusuyeckol
Hazpy3kou [33, 34]. [IpumeHeHue cucmem HenpepbIBHO20
MOHUMOPUH2a 2JTI0KO3bl UMeom C80U 02paHU4YeHuUs 8 nep-
8ble MecsAUbl XU3HU U MO2ym 6biMb UCNO/b308AHbI MOJIbKO
8 Kadyecmeae 00NOJIHUMEIbHO20 KOHMPOJIA, HO HE OUA2HO-
CMUKuU.

e PekomeHpyeTcA: nMOATBEPXKAEHME  [MArHO3a
BPOXKAEHHOTO MMMNEePUHCYINHM3MA TOMNbKO No nabopaTop-
HbIM KpUTEpUsIM (He paHee 3 CYTOK XM3HU, 3TO MUHUMU3N-
PYeT NIOXHble pe3ynbTaTbl, KOTOPble MOTFYT ObiTb CBsi3aHbI
C nepuofom apanTauuu). [na AMArHOCTMKM 06A3aTeNibHO
Ha/Mure OCHOBHOTO KpuTepusi (ypOBEHb WHCYNMHA, YPO-
BeHb C-nenTuaa U ypoBeHb FIOKO3bl) U OAHOTO Unu 6onee
13 4 nononHuTeNbHbIX Kputepmes [19, 31-35].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTeNbCTB — 5)

KpuTepyn nocTaHOBKM pAuarHosa
Csl He paHee 3 CYTOK XUN3Hu) (Tabn. 2).

e  PekomeHpyeTcA: npoBefeHMe MPOBOKALMOHHbIX
npo6 ecnv nccnegoBaHUs He ObLIM MpoBefdeHbl Ha GoHe
CMOHTaHHOW runornukemumn [30-34]

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTeNbCTB — 5)

(oueHuBaloT-

lMposokayuoHHble Npobbi

° PekomeHpyeTca: npoBefeHne AMarHOCTUYECKOW
npobbl ¢ ronogaHvem (nccnegoBaHMe rIOKO3bl KPOBY, UC-
cnefoBaHMe WHCYNMHa KpoBM, uccnepgoBaHue C-nentuga
KPOBMW, UCCIef0BaHMe KETOHOB B KPOBM UM B MOYE B KOHLE
rofIOQHOrO0 MPOMEXYTKa WM MO AOCTVXKEHWMW TUMOTNKe-
MUU U/ unu KetoHemnmn 6onee 1,8 mmonb/n) [30-35].

Mpoba c ronogaHvem ABNAETCA «30/0TbIM CTaHAAPTOM»
nna guarHoctukim BIN.

[pOfOMKMUTENBHOCTb FOIOAHOIO NPOMEXYTKa 3aBUCUT
OT BO3pacTa 1 Beca pebeHKa. B HacToAWMI A MOMEHT He Cy-
LecTByeT CTaHAAPTU3NPOBAHHbIX MPOTOKONOB AAaHHOMO M-
arHOCTNYeCKoro Tecta y geten. PekomeH[oBaHO MCNoONb30-
BaTb Criefyolie BpeMeHHbIE MPOMEXYTKM:
- peTtm B Bo3pacTte ot 3 gHen o 30 gHen C BeCOM MeHee

3 Kr: 2,5-3 vaca;

Tabnuua 2. Kptepumn NocTaHOBKM AnarHo3a (OLeHVBaloTCA He paHee 3 CyTOK XKU3HMK)

OCHOBHOI1 KpUTEpUIl ANArHOCTUKN
(Ha doHe rnornnkemmm meHee 2,8 MMonb/n)

YpoBeHb UHCYNNHa
YposeHb C-nentuga

6onee 1,25 mkEa/mn 6onee 0,5 Hr/mn
(= 6onee 0,17 Hmonb/n)

[ononHutenbHble Kputepun

1. KeToHoBble Tena (3-rugpokcnbytnpart) Ha GoHe
rmnornnkemmn (meHee 2,8 mmonb/n)

meHee 1,8 mmonb/n

2. CKOpOCTb yTUnn3saumm roKo3bl AnAa nogaepKaHuaA
Syrnnkemmin

60nee 8 Mr/Kr/M1H ANA HOBOPOXAEHHbIX
60nee 3 Mr/Kr/MnH gnAa geTen ctape 1 roga

3. Peakuwusa Ha BBefeHue #rnokaroHa** (B nose 0,05 mr/kr,
HO He 6onee 1 Mr — BHYTPVBEHHO, BHYTPUMbILLEYHO,
NOAKOXHO, OQHOKPaTHO)

nogbem FnKemMmmn Ha =1,7 MMOJb/N OT UCXOZHOTO YPOBHH

4. CHWXeHHbI ypoBeHb CBOOOAHbBIX XUPHbIX KUCIOT
nnasmbl KpOBU

MeHee 1,7 mmonb/n
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- [#etn B Bo3pacTe oT 3 gHen go 30 aHen c Becom bonee

3 Kr: 3,5-4 vaca;

- peTtu B Bo3pacTe 1-3 mec.: 6 4acos;

- JeTtu B Bo3pacTe 3-12 mec.: 8 4acos;

- petu B BO3pacTte 1-2 net: 12 yacos;

- [JeTu B BO3pacTe OT 2 fieT 1 cTapue: 18 yacos.

B xoze npobbl fOMmKEH MPOBOAUTLCA MOHUTOPWHI Ca-
MOUYBCTBUSA 1 YPOBHS [I0OKO3bl B KPOBM BCEM MaLMeHTaMm,
TaK>Ke XeslaTesIeH KOHTPOJIb KETOHEMUM. Y HOBOPOXAEHHbIX
C NOTPeBHOCTbID BO BHYTPUBEHHOW UHQY3UU AEKTPO3bI**
KOHTPOJIb YPOBHA MMMKEMUM Heobxoanm Kaxgable 30 MUH,
y AeTein 6onee cTapluero BO3pacta ypPOBEHb MOKO3bl MOX-
HO M3MepATb Kaxgble 60 MUHYT. KOHTPONb KETOHeEMUN Crle-
ZyeT NPOBOAWTL HE peXKe OHOro pa3a B 6 Yacos.

Mpoba npekpalyaetca:

- npu mukemmn meHee 3,0 Mmornb/n, nn6o
- KeToHemuu bonee 1,5 mmonb/n, nnbo
- BbIPaXX€HHOM YXYALIEHUY COCTOAHUM pebeHKa.

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 5)

Kommenmapuu: [Mpoba ¢ 20100aHuem OO/KHA NPOBO-
OUMbCA MOJILKO 8 YC/I08UAX CMAYUOHAPA, NOO HAbto0eHUeM
K8anu@uyupOBAHHO20 MEOUYUHCKO20 NepCoOHAsd, MOJIbKO
npu Hanuyuu 8eHo3Hozo docmyna. Ecnu pebeHok nosyyaem
UHGy3UIo 0eKcmpo3bl**, pe3ko Npekpawams ee He peKoMeHoy-
emcs: He06x00UMO NJIagHOe CHUXeHUE CKOpoCmu nocmynato-
wezo pacmeopa (Ha 2—-5 msn/4 kaxoeie 15 MuH). ¥ Ho8opox0eH-
HbIX € BIU 2unoanukemus Moxem paseumesca cmpemumesibHo,
C MUHUMAJ/TbHBIMU KITUHUYECKUMU NPOABJIEHUAMU, y4Umsleas
3mo neped nposedeHueM nNPobbl HEO6XOOUMO NO020MOBUMb
10% pacmeop dekcmpo3bi** 0715 60/1I0CHO20 88e0eHUs, d MAK-
XKe #2/1l0KazoH**, 8gedeHUEe KOMOop0o20 Moxem bbimb HeobXo-
OUMbIM NPU NoMepe 8eHO3Ho20 docmynd.

. PekomeHpayeTcsa: nposegeHne npobbl c #rnoka-
roHoM** (uccnefoBaHMe rNIOKO3bl KPOBU NOCHEe BBeAEHUA
#rniokaroHa**) Kak [OOMNOMHUTENbHLIA MNOATBEPXAAOLNIA
METOA AVArHOCTUKU B KOHUe npobbl ¢ ronofgaHvem. Mauu-
€HTY MOAKOXHO W BHYTPVMBEHHO BBOAMTCA #rNOKaroH**
B no3se 0,05 mr/kr (He 6onee 1 mr). iccnegoBaHue rnioKo3bl
B KpoBwu oueHnBaeTca Yepes 5, 10, 15 1 30 muH. NoBbiweHne
YPOBHA rnukeMmumn 6onee yem Ha 1,7 MMonb/n cBMAETENb-
CTBYET B NOsb3y AnarHo3a BN [30-35].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM OKa3aTeNbCTB — 5)

KommeHnmapuu: Mocne npobel ¢ #2n0KkazoHoM** yepe3
60-90 MuHym y nayueHmog Moxem ommeyamscsa peba-
yHO-2uno2/luKeMus. B caydae ebipaxeHHo020 Hapacmadus
KemoHOo8bIX meJ1 Ha (hoHe 2uno2/iukemMuu, 88e0eHuUe #2/110Kd-
20Ha** Helye1ecoobpasHo.

. PekomeHpayeTca: nposefeHvie Npobbl C Harpys-
Ko 6enkom (MccrnefoBaHMe TOKO3bl KPOBYW, UCCNefoBa-
HMe UHCYNNHA KPOBWU, nccnegosaHue C-nentraa KPoBm no-
cne npriema 6enKkoBON NKLWM) NaumeHTam C NoJo3peHneM
Ha NOCTNPaHANANbHYIO TMMOMVKEMUIO MO AaHHbIM aHaMHe-
3a[19, 30-34].

MpoBepeHne npobbl xenatenbHO nocne 3-6 Yacos ro-
NIOQHOrO MPOMEXYTKa (eciM ecTb TakaA BO3MOXHOCTb).
Pacuet 6enkoBon cmecu 1 1 6enka Ha 1 Kr Beca, faeTcsa ne-
popanbHO. YpOBEHb KaNUANSPHON FIUKEMUUN UCCedyeTcs
[0 Hayana npo6bl, a 3atem Yepes 30, 60, 90 1 120 MUH. B 3Tnx
e TouKax NpoBoANTCA 3a60p BEHO3HOW KPOBM ANs onpeae-
NEHVA YPOBHEN MHCYNMHa, C-nenTuaa v roKo3bl.
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Mpoba ocTaHaBNMBaeTCA MNpPWU TUMOMIUKEMUN MeHee
3,0 mmonb/n nnu yepes 120 MUHYT.

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTeNbCTB — 5)

KommeHmapuu: Mepei npedocmopoxHocmu makue
)Ke, KK U npu nposedeHuu npobel ¢ 20/100aHuem. Y demeti
€ npomeuH3asucumeim BIYI npu nposedeHuu 0aHHO20 me-
cma mMo2ym paseugamecsa KpalHe msxesible 2uno2uKkemMud,
mpebyroujue HenpepbiBHO20 BHYMPUBEHHO20 B8BEOeHUs
0ekcmpo3sbi** [19, 30-34].

e  PekomeHpyeTcAa: npoBefeHWe Npobbl C Harpys-
KOW FNOKO30M (nccnefoBaHme rKo3bl KPOBW Nocsie npu-
emMa pacTBopa AeKCTPO3bl**) mauneHTam C MOfO3peHuem
Ha NOCTNPaHAManbHYO FMMOMIVKEMUIO MO AaHHbIM aHAMHe-
3a [30-35].

MpoBeaeHue npobbl xenaTenbHO nocie 3-6 Yacos ro-
NOJHOrO MPOMEXyTKa (ecnm ecTb TakadA BO3MOXKHOCTb).
Pacuet pactBopa geKkcTpo3sbl** nponssoantca no Gopmyne
1,75 r Ha 1 Kr Beca, aetca nepopasnbHO. YPOBEHb rnKemnm
nccneayloT B HavanbHbI MOMEHT, a 3aTem yepes 30, 60, 90,
120, 150 1 180 MuH.

Mpoba ocTaHaBNMBaeTCA MNpPWU TUMOMIUKEMUN MeHee
3,0 mmonb/n unn yepes 180 MUHYT, NOCNe Yero uccnegyoT
YPOBHW MMIMKEMUU U MHCYJIMHA B BEHO3HOW KPOBWU.

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTeNbCTB — 5)

KommeHmapuu: Mepbl npedocmopoxHocmu makue e,
KaK u npu npogedeHuu npobwl ¢ 20/100aHUEM.

. PekomeHpyetca: ana guddepeHumanbHom auva-
rHoctukn BI'M v gpyrnx coCcToAaHMi, CONPOBOKAAILWNXCA
TUMNONNKEMUAMU WCCNIelOBaHNE [OMOMHUTENbHBIX Mapa-
meTpoB (Tabn. 3) [19, 30-32]:

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN fAOKa3aTeNbCTB — 5)

KommeHmapuu: B Hopme y pebeHka Ha (hoHe CHUXeHUS 2/1u-
Kemuu UHCynuH u C-nenmud He 0OJIXHbl ONpedesAMbCA 8 Kpo-
8U, d KEMOHOBbIe MeJsia 0O/IKHbI A0eK8AMHO Hapacmame, Ymo
ompaxadem HOPMAsIbHYIO PU3UOI02UI CUCMEM 2/TIOKOHeo2eHe-
3a u 2nukozeHonu3a. lpu BIY Ha ¢hoHe 2uno2nukemuu UHCYIUH
umeem onpedesniseMvle 3HayeHus (m.e. 6onee 1,25 MKEO/mn),
kak u C-nenmud (6osee 0.5 He/mn), xoms pOpMabHO MOXem
He npesbiuidms pegepeHcHble 3HayeHus nabopamopuu. lla-
pasnneneHoe ucciedogaHue ypogHs C-nenmudd Heo6xo0umo
0715 UCKJTIOYeHUA AMpo2eHHOU 2unoziukemuu. B ciydae pesko
NOBLIWEHHO20 YPOBHA UHCY/IUHA U HEONPEeOesisemMo20 YpOsHs
C-nenmuda MOXHO npeodnosIoKUMb AMPO2eHHoe B88edeHue
UHCY/IUHA, a Ucc/ie008aHuUe yposHs IeKapCmeeHHbIX npenapa-
moe 8 Kposu MemoOoM MAHOeMHOU Mdcc-cnekmpomempuu
(onpedeneHue cybcmaryuti 2uno2iukeMu4eckux npenapamos)
nomozaem UCK/II04amb NPUMeEHEHUE NEPOPAsTbHbIX CAXAPOCHU-
Xarouwux npenapamos. [lokazamesiu KOpmu30/1a y NnayueHmos
¢ BIM yacmo mo2ym 6b6imb OMHOCUMENIbHO HEBLICOKUMU (Me-
Hee 250 HMOJ1b/11), YMO He O0JIXKHO PAcyeHUB8aMbCS KAk Haono-
YeyHuKosas HedocmamouyHocmo [19].

Jna ucknoyeHus Opyaux 803MOXHbIX NPUYUH 2UNO2JTUKe-
mut (8 mom yucse HapyuleHue 06MeHa 2/1UK02eHd) NoJIe3HO
uccedo8aHue ce0600HO20 U C8A3AHHO20 bUTUPYOUHA 8 KPO-
8u, wesnoyHoul ¢pocchamasel.

e  PekomeHpyeTcA: MpoBeAeHME MOJIEKYNAPHO-Te-
HeTMYeCKoro nccnegoBaHus Bcem naumneHtam ¢ BI', 3a unc-
K/loUeHneM feTell C ABHbIMU KIVHUYECKUMY MPU3HaKamu
TPaH3MTOPHOIO TeueHns 3aboneBaHUs (Masnblli BEC K CPOKY
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Ta6nuua 3. iccnepoBaHus, Heobxoanmble ana anddepeHumanbHOM gnarHocTnkm BI'y

Marepuan
ANA nccnepoBaHuA

Mapametp

BeHo3HasA KpoBb

+ MccnepoBaHvie ypoBHA KanvA B KPOBW, UCCNIEA0BaHNE YPOBHA HAaTPUA KPOBU

+ MccnepoBaHve ypoBHA anaHMHaMMHOTPaHchepasbl, acnapTaTaMmHoTpaHchepasbl,
XonectepuHa, obuero 6enka B KpoBu

+ WccnepoBaHme ypoBHA KOPTU30s1a, COMATPOMHOMO rOPMOHa, MHCYNIMHOMOAO06HOIO
pocToBoro ¢aktopa-1, TTl, cBo60[HOro TMPOKCUHA B KPOBU

KanunnapHasa KpoBb

+ VccnepoBaHvie ypoBHA MOJIOYHOW KMCNOTbI B KPOBM (nakTaTa)

+ WccnegosaHne ammmnaka B KpoBu*
KomnnekcHoe onpegeneHne KOHUEHTPaLum Ha aMMHOKNCIOTbI Y auMIKapHUTKHBI B KPOBU
MeTOAOM TaHAEMHOM Macc-cnekTpomeTpumn®

Moua

« KomnnekcHoe onpeneneHne cogepxaHmAa opraHN4YeCKnX KNG0T B Mo4ye MeTOOAOM
TaHAeMHOVI MacCC-CneKTpomMmeTpun

* — aHaNIM3 MOXET ObITb B3AT KaK 13 BEHO3HON, TaK U U3 KanuniapHoOn KpoBu

rectauymm, achukcuma B pogax v gp). PekomeHgosaHo mccrne-
[OBaHMe reHOB OTBETCTBEHHbIX 3a pa3sutme BIMM (KCNJTT,
ABCC8, GLUDT v pp.), KpOMe 3TOro, BO3MOXXHO WCMOJb30-
BaHMe creunduuecknx NGS-naHenen reHoB, OTBETCTBEH-
HbIX 3a pa3sutve BIU wn/wnu nonHoe cekBeHMpoOBaHMe
3K3oma) [19, 34].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 5)

Kommenmapuu: Bsibop mMemoOuku 2eHemu4ecko2o uc-
c/1e008aHUA 3d8UCUM OM B03MOXHOCMel nabopamopuu. WH-
mepnpemayus pe3yibmamos 2eHemu4ecko20 06c/1e008aHuUA
00/IKHA NPOBOOUMCA 8pPAYOM-2eHEMUKOM U/U/iu 8paqyom -
0emcKUM SHOOKPUHOJI020M C y4emom ecex ocobeHHocmel 3d-
6os1egaHus (mun Hace008aHUSA, KIIUHUYECKAs KAPMUHQ, Hy8-
CcmeumesibHOCMb K mepanuu u 0p). Xapakmep HAc1e008aHus
mMymayudi 8 2eHax ATQ-3agucuMbIx Kasauesblx KaHAn08 onpede-
J1sem mopgosnozudeckyio opmy 3abonesarus. Llenecoobpas-
HO Npo800UMb OOHOMOMEHMHbIU 3a60p KPoBU KAK y pebeHKa,
mak u o6oux pooumereti 0515 danbHeliwel sepugukayuu. Om-
cymcmeue Mymayui He uckouydem ouazHosa BIU [1,4]. lpu
Ha/IU4uU XapakmepHsIx cmuzm OUCIMOPUOeHE3d, 2080PAUJUX
8 NOJIL3Y MO20 UJIU UHO20 CUHOPOMA/IbHO20 8dpuaHma B, He-
06X00UMbI KOHCY/IbMAyUus 2eHEMUKA U MOJIEKYISAPHO-2eHemu-
yeckoe uccedosaHue coomeemcmaytouje2o 2eHa [ 1, 4, 28, 34].

2.4. IHcTpyMmeHTanbHble AuarHocTnyeckne nccnegoBaHns

e  PeKkomeHpyeTcA npoBefeHME WHCTPYMEHTasb-
HbIX MeTOAOB wuccnefoBaHus ana aunddepeHUnanbLHON
anarHoctkm dokanbHom n anudodysHon dopm BIN. Mosw-
TPOHHO-3MUCCKOHHasA Tomorpadua ¢ 18F-L ¢pToprugpox-
cndeHnnanaHuHom (18F-AOMA) aenaeTca eaAMHCTBEHHbIM
METOAOM AWArHOCTUKW, MO3BONALMM BU3Yann3nMpoBaTh
ouar runepcekpeuny UHCYINHA Y AeTell C NOATBEpPXKAeH-
Hbim Bl [34, 36-40]. [lJaHHOe wnccnepoBaHWe MPOBOAAT
Y NaLUVeHTOB C AMA30KCUA-PE3NCTEHTHBIM TeueHneM 3abo-
nesaHuA. MNpumenenne M3T ¢ 18F-JODA BO3MOXHO TONbKO
ana guddpepeHumnanbHoOn AUarHOCTUKK GpoKanbHOM 1 and-
¢by3Hom popm (uyBcTBUTENbHOCTL M3T € 18F-AODA cocTas-
nsaet ot 88 0o 94%, a cneunduuHocTs — 100%) [34, 36-40].
B cnyuae noateepxaeHns ¢okanbHoli popmbl B Bo3mox-
HO MpOoBefieHNe pe3eKLUn yyacTKa rmnepcekpeLmn NHCynm-
Ha C COXpaHeHWeM HOpMasibHO GYHKLMOHMPYIOLWEN TKaHW
nogxenygouHon xenesbl. Mpu gudpdysHon dopme 3abone-
BaHMSA PELIAETCA BONPOC NGO O NPOJOIKEHUN MeMKaMeH-
TO3HOW Tepanuu npernapartamvi BTOPOW U TPeTben NnHUN,
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nn6o 0 HeobXxoAMMOCTM NPOBEAEHUs CyOTOTaNIbHON pe3ek-
Lu1mn nogkenyfoyHom xenesbl € yganeHmem go 95-98% tka-
Hu [34, 36-40].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTenbCTB — 4)

KommeHmaput 1: [lpu nodzomoske nayueHmos K uc-
C1e008aHUIO C/1€Dyem omMeHUMb Mepanuto UHCYy/IUHoCcma-
muyeckumu npenapamamu (0Uasokcuo, #okmpeomuo**,
2/II0KA20H**) Kak MUHUMYM 3a 48 uacos do 13T ¢ 18F-/JOQA.
[ModdepxaHue sy2niukeMuu ocywecmssafemca ¢ NOMOU,bIO
8HympuseHHoU UH@y3uU pacmeopa oekcmpo3sbl**, Yiccnedo-
8aHue Nnpogooumcs nod mMedukameHmMo3Hou cedayuel. Pe-
2ucmpayus 0arHsix N3T npogodumca Ha cepuu 8pemMeHHbIX
uHmepsasnos. [ 06vekmusHoOU OyeHKU UCNo/Ib3yom NoKa-
3amesnb naHkpeamuyeckozo uHoekca ([1M), umo npedcmas-
sisem cobol omHowleHue CMaHoapmMu3upo8aHHbixX yposHel
HakonneHusa 18F-[JOMA & pasHbix omoesiax nodxesy0o4Hol
JKesie3bl, d MAKxe 8U3yasibHYH0 OUEHKY, NOTYHEeHHYIO 8 peXUMe
3D-pekoHcmpyKyuu.

YHmepnpemauusa pesynemamoas: 8 cjiyyae [ meHee 1,3
u 8u3yasnbHo pasHomepHom 3axeame 18F-JJODA 6onee ge-
posmHo Hanuyue ouggy3Hol opmel 3abonesarus; npu M
6onee 1,5 u 8U3yasIbHOM JIOKASILHOM NOBLIWEHUU 3ax8ama
18F-JO®A 6onee geposmHo Hanu4yue GokanbHOU opmbl
BIW. lpu MU 8 duanasore 1,3-1,5 3axeam 18F-[JOQA cnedy-
em pacyeHusame, Kak coomsemcmayoujuli He (okanbHoU,
8epoAMHo, amunu4Hou gopme.

3axgam uzomona 18F-JO®A 6ema-knemkamu npu oug-
¢py3HOU popme B 6ydem npakmuyecku udeHmMu4eH mako-
oMy y 300p08020 pebeHKa.

Kommenmaput 2: CoenacHo cmamee 13, n.5.6 ®ede-
panbHo20 3akoHa N961-O3 om 12.04.2010 «O6 obpaweHuu
JlekapcmeeHHbIx cpedcma» 20Cy0apcmeeHHOU pecucmpayuu
He nodsnexam paduogap-mayesmuydeckue jekdpcmeeHHble
npendapamel, U320MoeJieHHble HENOCPeOCMBEeHHO 8 MEOUYUH-
CKUX Op2aHU3ayusx 8 NopaoKe, yCMAHOB/IEHHOM YNOJIHOMO-
YeHHbIM ¢heOepasibHbIM OP2AHOM UCNOIHUMEIbHOU 8/1acmul.

e He pekomeHgyeTca npoBefieHNe Takmx MeTOL0B
nccnepgoBaHma Kak Y3U, MPT, KT ¢ KOHTpacTUpPOBaHMEM,
M3T c #dnynesokcurnioko3on [18F], Tak Kak OHM He NO3BO-
nsAT nposectn AnddepeHLManbHyO ANArHOCTUKY MeEX-
oy anddysHon n pokanbHom dopmamm 3abonesaHusa [32,
36-40].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTenbCTB — 4)
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2.5. WHble gnarHocTuyeckmne nccriegoBaHns

e  PeKomeHAyeTcA: BbIMONHEHME CPOYHOrO WMHTPA-
OMnepaLMoHHOro MaTosI0r0AaHAaTOMMYECKOr0 1CCIefoBaHNA
TKaHWU MOZXKENyAOUYHON enie3bl BCEM MaumMeHTam C nog-
TBepxAaeHHbIM BI'M B cnyyae nposBegeHnsa onepatuBHOroO
BMELLATENIbCTBA.

WHTepnpeTauna pesynstatoBs: auddysHas popma ycTa-
HaB/MBaEeTCA MPW HAMYUM OTHOCUTENIBHO PaBHOMEPHOIO
pacnpegeneHna oCTPOBKOB JlaHrepraHca, Hanmunm rmraHT-
ckux sgep B 10% 6eTa-KNeTok SHOOKPUHHBIX OCTPOBKOB
1 yBENIMYEHHOTO 06beMa LuTonasmbl 6eTa-knetok [41]. Oo-
KanbHas ¢opMa 3aboneBaHNA YCTaHABNVBAETCA NPU Hanw-
unn ouara CIUSHUS OCTPOBKOB JlaHrepraHca ¢ HebonblUUMm
KOJIMYeCTBOM OeTa-KNeToK C FMraHTCKUMK sigpamMmu 1 OTHO-
CUTENIbHO HOPMaJbHON MOPHONOrMUYECKON KAPTUHOWN TKaHU
NoJKeNyAoUHOM xene3bl BHe ¢okyca [42, 43].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fO0Ka3aTeNbCTB — 4)

Kommenmaputi 1: Memoouka nposedeHus CpOYHO20 UH-
mpaonepayuoHHO20 NAMOJI020AHAMOMUYECK020 UCC/1e00-
8AHUA: MKAHb NOOXesy0o4HOU xese3bl, 83AMYIo U3 N0003pu-
meJibHbIX 8 OMHOWeHUU NAamoJio2uu (hOKyCco8 U Ha 2paHuyax
peseyupyeMbix yudcmKo8, OKpawlugarom 2emMamoKCcUIUHOM
U 303UHOM U OUeHUBarom ee Mopgosioaudeckue xapakmepu-
Ccmuku. B3asucumocmu om nosydeHHbIx pe3ysibmamos o6vem
pe3eKyuu Moxem paclupamscs, ¢ noemopeHuem 3abopad no-
2PAHUYHBIX C pe3eyupyemMbiMu 06pa3yo8 MKaHu, 00 0ocmuxxe-
HUA 2paHuybl 300po8oli MKAHU NooXxesy004HOU xere3bl.

KommeHnmaputi 2: [JaHHoe uccriedo8dHue mKaHu nooxe-
Jly0o4HOU Xese3bl 00/1KHO NPOBOOUMbCA ONbIMHBIM Cneyua-
Jaucmom.

. PekomeHpAyeTcs: BbINO/IHEHNE MMCTONIONMYECKOTro
uccnepgoBaHus GUONCUMHOIO MaTepuana TKaHu MopKesny-
JOYHOMN »Kene3bl BCeM MaumeHTaM C noaTeepxaeHHbiM Bl
B C/lyyae NMpoBefeHNsA OMepaTUBHOIO BMellaTesnbCTBa [19,
41-43].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 4)

WHTepnpeTauna pe3ynbTaToB TMCTONOMMYECKOro UC-
cnepoBaHua: OuéddysHaa dopma ycTaHaBnMBaeTcAa npu
HaNMuMM OTHOCUTESIbBHO PABHOMEPHOrO pacrnpeaeneHus
OCTPOBKOB JlaHrepraHca, Hanuuuu rmraHTckux agep B 10%
6eTa-KNeTok SHAOKPUHHBIX OCTPOBKOB 1 YBEJIMYEHHOTO
o6bema unTonsiasmbl 6eta-knetok [41]. @oKkanbHana ¢popma
3ab0neBaHNA yCTaHaBAUBAETCA MPW HaMYMK ovyara Ciaus-
HUA OCTPOBKOB JlaHrepraHca ¢ HeGONbWVM KOIMYECTBOM
6eTa-KeToK C MMraHTCKMM AAPaMU U OTHOCUTESIbHO HOpP-
MasibHOW MOPhONIOrMyecKol KapTUHOW TKaHU NOMXKeNyaoy-
HoW >kene3bl BHe pokyca [42, 43]. B cnyyae HeCOOTBETCTBUSA
rMCTONIOrMYECKOM KapTUHBI ABYM BbllLEHa3BaHHbIM hopMam
OVArHocTMpyeTca aTunuyHas ¢popma.

KommeHmapuu: Memoouka nposedeHus 2ucmosiozuye-
CK020 uccne0osaHus buonculiHozo Mamepuasaa MKaHu noo-
XKesyO04YHOU Kesie3bl: MKAaHb N0OXesny0o4HOU xese3bl OKpa-
wiusam 2eMamoKCu/IUHOM U 303UHOM, d MAkKXe nposoodam
UMMYHO02UCMOXUMUYECKOe Ucc/1e0o8aHue no KpalHel mepe
¢ 1 u3 cnedyrowux aHmumest: uHcynuH, Isl1, Nkx2.2, xpomoepa-
HUH A unu dogphamuHosele peyenmopsl 120 muna. lpu 3mom
2UCMOosI02U4eCcKOMy UCC/Ie008aHUI0 NO0Bep2aom 8cio pese-
YUPOBAHHYIO MKAHb NOOXes1y0oqHOU Xesne3vbl, d UMMYHO2U-
CMOXUMUYECKOMY — MOJIbKO y4dCmKU, nodo3pumeribHble
8 OMHOWeHUU HAJIUYUA NAMOJI02UHeCKUX U3MeHeHUU.
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lucmonoauydeckoe uccnedogaHue buonculiHo2o mamepu-
as1a MKaHu nooxesany004HoU esie3bl 00/IKHO NPo8ooUMbCA
onbIMHbIM cneyuanucmom. [lpu omcymcmeuu namosiozuye-
CKUX U3MeHeHUU 8 pe3eyupoB8aHHOU MKAHU NOOXeay004HOU
JKenesbl 8 Co4eMaHuu ¢ peyuougom y 60/1bHO20 CUMNMOMO8
8POXOEHHO20 2UNepUHCYIUHU3MA NOKA3dHO nposedeHue No-
emopHou M3T-KT ¢ 18F-[JODA 0na ucknoyeHus Hanuyus ¢o-
KYyCO8 8POXO0EeHH020 2UNepUHCYIUHU3MA, Komopsie He Obiiu
yoaseHsl 80 8peMs xupypaudeckol onepayuu.

3. IEYEHUE, BKNNIOYAA MEAUKAMEHTO3HYIO
MWHEMEAOUKAMEHTO3HYIO TEPANWU, AUETOTEPANNIO,
OBE3BOJINBAHUE, MEAULUUNHCKUE NOKA3AHUA

M nNPOTMBONOKA3AHUA K MTPUMEHEHUIO METOAOB
JIEMEHNA

OcHoBHas 3aaava neveHnsa Bl 3aKkniouaeTcs B goCTUXe-
HUWM CTONKOW SYrNnKemMny Ha GoHe HOPMAJIbHOTO peXxuma
nuTaHnsa. CTOUT OTMETUTb, YTO Nofo6HOro 3ddeKkTa yaaeTtca
LOOUTBLCA OTHIOAb He BCErAa, U B TaKMX CJTyYasiX BO3MOXHbI
AVeToNornyeckne MaHunynaumy, Takue Kak UCMNonb30Ba-
HMe oboralleHHbIX YrneBofamMu CMecel, npucoeavHeHne
K MuLie KYKypy3HOro Kpaxmarsa, a B HEKOTOpbIX CUTyaLmaAx
N racTpoCTOMUA A BO3MOXHOCTW HEMPEPbIBHOMO KOpMJie-
HUSA B HOUHbIe Yacbl [15, 19, 22, 30, 32, 33, 35].

YuutbiBaa ocobeHHOCTb BIW, npu KoTopom runornuvke-
MWK HOCAT FMMOKETOTUYECKUI XapaKTep, noboe, aaxe 6ec-
CMMMTOMHOE CHIUPKEHME YPOBHA Caxapa KpOBW B AETCKOM
BO3pacTe, MOXKET MNPUBOANUTb K TAMENbIM HEBPOSIOrMYECKM
ocnoxHeHuam [19, 29]. Mpw HabnogeHun geten ¢ BIN, peko-
MEHJ0BaHO NOAAEPKUBATb YPOBEHDb MMKEMWM B AMana3oHe
3,9-5,6 MMOJIb/N HE3ABUCUMO OT BPEMEHU Nprema nuwm [34].

3.1. HeoTtnoxxHaa nomoLub Npu rMnepUHCYINHeMNYecKon

rmnornnkemMmun

° PekomeHpyeTcA: C Lenbio HEOT/IOKHON NOMOLN
B CJ/lyyae rmnepuHCYIMHEMUYECKON TMMNOMTIMKEMUN:

- Ecnu pebeHOK B CO3HaHWM M MOXET NMUTb N eCcTb —
10% #pacTBOp AeKCTPO3bI** (5-15 M) 3aTeM HAaKOPMUTb,
HanaauTb ApobHoe nutaHue [30, 32, 66].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTU AOKa3aTeNnbCcTB — 5)

- [pwn coxpaHeHWU TMNOrNKeMIM UK e pebeHok 6e3
CO3HaHuA:

. PekomeHayeTcA: Npy HanMuMm BEHO3HOrO [JO-
CTyna BHYTPMBEHHOE BBeAeHMe pacTBOpa QHeKCTPo3bl**
10% 1 mn/Kr 6050CHO (MeaneHHO B TeueHne 3 MUH), 3aTem
HanaguTb BHYTPMBEHHOE KarnesbHOe BBeAeHVe pacTBopa
JekcTposbl** 10% mn3 pacyeTa 3 Mi/Kr/yac, yBenmunBaTb CKo-
POCTb /UK KOHLEHTPaLUIo pacTBOPa MH0KO3bl NO YPOBHIO
rnmkemun [30-34, 66].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTU AOKa3aTeNnbCcTB — 5)

. PekomeHayeTcA: Npu OTCYTCTBUU BEHO3HOrO [O-
cTyna — BBegeHue rnokaroHa** 0,1 mr/kr (Makcumym 1 mr)
NOAKOXHO UM BHYTPUMbILeYHO [30-34, 66].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTU AOKa3aTeNnbCcTB — 5)

KommeHnmapuu: npv BBeAeHWM MIOKaroHa** Moxet otme-
uaTbca pebayHa-runornvkemus. Kak npaBuno oHa pa3sBuBaeTcs
uepes 60-120 MuH Nocie NHbeKuuK. Heobxoaum yyalleHHbIN
KOHTPOJb MNKEMUM NOCSIe BBEAEHMWA MoKaroHa** [19, 30-34].
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3.2. UHdy3moHHaA TepanuA pacTBOPOM AEKCTPO3bI**

. PekomeHpayeTca: Npy Hanuunn nepcucTmpyiowen
rMNOrNMKeMUN HayaTb HeMnpepbiBHOE BHYTPMBEHHOE BBe-
JeHune gekcTpo3bl**. B Hauane pekomeHZoBaHO NPUMEHATb
nekcTpo3y** 10% u BBOAUTb €e CO CKOPOCTbIo 3 MJ1/Kr/Jac.
KoppeKuna ckopocTy U KOHLEeHTpaLunn BBOANMOroO pacTBo-
pa JOMmKHa NPOBOAUTCA MO YPOBHIO rMmKemun. KOHTposb
MIVKEMWM HeOoOXOAMMO MPOBOAUTb HE PEXE, YEM Kaxzible
3 vaca (nepeg kopmneHuamun). LleneBble 3HAYeHUA rnKe-
mun 3,9-5,6 mmonb/n [32].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTMN fAOKa3aTeNnbCcTB — 5)

Kommenmapuu: Cnedyem yyumsigame, ymo npu BIY
CKOPOCMb ymusu3ayuu 2/110K03bl Moxem docmuzame Kpad-
He 8bICOKUX 3HayeHul (15-20 me/ke/MuH), 0719 docmuXeHuUs
Jy2nuKeMuu Moxem NoHadobumecs 8bICOKOKOHUEHMpUpO-
8aHHbIU pacmeop dekcmpo3bi** (20% u 6onee). B ciyuae ecnu
KOHUeHmpauus pacmsopa cocmassnsiem 6onee 12,5% — pe-
KOMeHO08aHA NOCMAHOBKA UeHMpPasibHO20 8eHO3HO20 Kame-

Ta6nuua 4. JlekapcTBeHHble NpenapaTbl, UCNoNib3yemMble Ans Tepanuu Br'

KINMMHWYECKME PEKOMEHAALINNA

mepa. BAXHO! O6vem uHgy3uoHHOU mepanuu pacmsopamu
dekcmpo3bl** u KOHUeHMpayus npenapamos onpedesisemcs
UCKJTIOYUMesIbHO NO YPOBHIO 2iukeMuu. Llenesvie nokazame-
JU enukemuu npu BIM 3,9-5,6 mmone/n [32, 44].

3.3. MegukameHTo3Han Tepanusa BIr'

. PekomeHpayeTca: 1CMonNb30BaTh NpenapaTom nep-
BOW NMHUN — Aunasokcud. detsam, nosyyvaowym 6onbluon
06bem nHbY3UM AeKcTpo3bl** (6onee 200 Mn/Kr/cyT), Haum-
HaTb NeveHuve cnegyeT C npenapaTos #oKTpeoTnga**s ctap-
TOBOM f03e 5-10 MKI/Kr/cyT, MakcumanbHO 20 MKr/Kr/cyT,
pa3genuB CYyTOUHYIO J03Y Ha 4 MOAKOXHbIX BBEAEHWA U/ Ui
c rmokaroHa** [30, 32, 35, 45].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb [OCTOBEPHOCTU fOKa3aTenbCTB — 5)

OcHOBHble npenapaTbl, UCNOMb3yeMble ANA NeyvYeHUus
BI'M npuegeHbl B Tabnuue 4. Bo3aMoXKHO MCNonb3oBaHue
KOMOMHauMin npenapaToB Npu OTCYTCTBUM MPOTUBOMOKA-
3aHUN.

Mpenapar, popma | Cnoco6 npuema MexaHuzm
P B::ﬂy’(i)a P KpaTH(I: py ! Jlo3a neficrana Mo6ounbie 3pdekTbl | [poTUBONOKa3aHuA KommeHnTapuu
Yacro: runepTpuxos,
3a/1ePKKa KUAKOCTH
(oTeKm), ancnencus,
aHopekcua
v 5-20 mr/kr/cyt PenKo: runepypukemus, bonbuuoit o6bem
Mnasoknp MepopanbHo Aronuct 303uHOQUINS, UHGY3MOHHOI Tepanuu
Kancynbl 25 mr, 14 y ";Ely"'sHTOB ATO-3aBucu- neiikoneHus (>200 mn/kr/cyr), 1 MAKmA Tepaniu
—4pa3a B cyTkH | O — + '
100 mr p y AP Mbix K*-KaHanoB | rynotonms, ketoaumpos, | MHAMBUAYanbHaA
y TpomGouuToneHnyeckas | HEMEPEHOCUMOCTD
nypnypa, ocTpas
NeroyHas runepreHsua
(yawwe y mnagieHLeB co
3BYP u BI(Q)
Kak HeoTnoxHas
0,1 mr/kr AxTusupyet
s, Daiou | oo | s e
B/M anm n /K’ 1mr) W MioKoHeorenes | PE0Y
Tniokaron** Passopurca
Nnodunusar ana B 5% pacTBOpe rI0K03bl
MPUrOTOBNEHMA unm Ha pu3nonornyeckom
pacTBopa and Yacro: TowHoTa, pBoTa. pacTBope.
whvekuni (1r) | Bounes/s 1-5 mKr/Kr/uac
L] PegKko: Murpupyowas Henb3a cvelwnsatb
putema C NapeHTepanbHbIM
nutaHuem. Heobxogum
LOMONHUTENbHbIif
BEHO3HbIIl 4OCTYN
[Tpu ncnonb3oBaHun
BbICOKMX 403 B TeueHue
fpynna ATX ) AHOpeKCUA, TOLLHOTA, ANUTESNbHOTO
KTUBaLyA BpeMeHU BO3MOXHO
ComatocTaTuH pBOTa, METEOPU3M,
1 ero ananory H01C /k 3-4 peuenTopoB [napes, Xonenutuas, noaB/ieHne cekpeuun
K>—! (pa3a CTapTOBaﬂ 1032 K COMaToCTaTHy nojaBMeHue ceKpewyyt KOHTPUHCYNAPHBIX
B CYTKM (KaXzble .
#OKTpeoTup** : )é by A 510 mKr/ir/oyT, 5 mnﬁa, CIT, TTF, AKTT, [I0KaroKa, | 3a6onesanis TOPMOHOB, uTo ycyrybnaer
~ " | nHrmbupyet TeueHue runorMKeMuy.
Pactaop Ans ' MaKCMManbHO pye 3aj1iepkKa pocTa. KENYOUHO-KULLEUHOTO | b cHUE TUMOTINKE
BHYTPUBEHHOTO MocToAHHas 10 nocTynnexue TpaKTa BHyTpUBEHHOE BBEZEHME
1 NOAAKOXHOTO NOAKOXHaA 20 mir/kr/cyT (a**Bknerky, | QYeHbpemko — aHasoroB COMATOCTaTMHA
BBE/EHNA UHOY3MA CHUXaeT 0CTPbIN HEKPOTUYECKUN (Tpynna ATX
100 MKr/mn; aKTUBHOCTb SHTEpOKONUT ComatocTaTuH
50 mKr/mn; auetunxonuHos | (Y HOBOPOXKZEHHbIX 1 ero aHanorv HO1()
500 mKr/mn cundexunamm XKT) He peKoMeHz0BaHo
B CBA3N C BbICOKAMN
PUCKaMI OCTIOXKHEHNI
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Kputepnem 3¢¢deKTMBHOCTU KOHCEPBATMBHOIO Jieve-
HUA ABNAETCA BO3MOXHOCTb JOCTVXEHWUA CTOMKOW Syrnu-
kemuu (>3,5-4 Mmonb/n) Ha ¢oHe OTMEHbI BHYTPUBEHHOTO
BBeAEHUA [eKCTPOo3bl** 1 rnokaroHa**. [lomnonHuTenbHbIM
KpuTepriem sAIBASETCA CMOCOOHOCTb pebeHKa BblAepKUBaTb
MOOXEHHBIN ANA ero Bo3pacta/Beca MUHVIMasbHbIN 6e30-
NacHbIN rONOAHBIV NPOMEXYTOK. MPOBeAeHN e.

. PekomeHpayeTca: NnpoBefeHNne KOHTPOJIbHOW Npo-
6bl C rofiofjaHNeMm (UccnegoBaHUe MIIOKO3bl KPOBY, MCCIIe-
[l0BaHVe MHCYMNMHA KPOBU, uccneposaHue C-nentuga Kposu
Mo [AOCTVXKEHWVM HOPMATMBHOIO FOJIOAHOIO MPOMEXYTKa
WY NpY PasBUTUN TUNOFANKemMun) Ha doHe Tepanuu. Mpu
HaNMMuMM  MeAUKaMEHTO3HOW KOMMEHCALuMM OTMeyaeTcs
afleKBaTHOE HapacTaHVe YPOBHS KETOHOBbBIX TeJ 1 MofaBsie-
HMe CeKpeLunn MHCYNMHa Ha poHe NPOANEHHOIO FOI0LHOMO
npomexyTKa [4, 19, 30, 32, 35].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 5)

3.3.1. KoHcepeamugHaa mepanus nepeou JIUHUU
Juasokcuod
e  PeKomeHpyeTcA 1CNONb30BaTb NpenapaT AMa3oK-

Cui Kak npenapaT nepBou JIMHMU Tepanun BPOXAEHHOro

runepuHcynuHusma [30-34]. CraptoBasa fJo3a cocTaBnder

5 mr/Kr/cyT ana petert C HOPManbHOW UM KPYMHOWM Maccomn

Tena npv poXKAeHUN 1 3 Mr/Kr/cyT gna mnageHues C ABNEHW-

AMU 3aflePXKKN BHYTPUYTPOOHOTo pa3sutus. MprmeHsaeTcs

nepopanbHO 2-4 pa3a B CYTKM B paBHbIX go3ax. [Juasokcng

UMeeT KyMynATUBHbIN 3ddekT. OueHnBaTb 3PpPeKTMBHOCTb

npenapata CTOUT He paHee YeM yepes 3 JHA OT Hauyana ero

npuema. B cnyuvae otcytctBus 3ddekTa, [03a MOXKET ObiTb

MOCTEMNEeHHO MOBbILIEHa, MaKCUManbHO [0 20 Mr/Kr/cyT.

KoHcTaTupoBaTbh pPE3NCTEHTHOCTb K AMA30KCUAY MOXKHO

B C/lyyae OoTCyTcTBUA 3ddeKTa OT MaKCMMalbHbIX Tepanes-

TUYECKMX [O3 N HE paHee yem yepes 6 AHen OT Havana ne-

yeHus. dbdeKTMBHaAA TepaneBTUYeCcKasa go3a noabrpaerca

WHAMBYAYaNbHO U B cpefHem cocTasnseT 6-10 mr/Kr/cyT

B TEUEHUe MepBbiX 3 NeT XnU3HW. Y feTen 6onee cTapLiero

BO3pacTa [j03a He 3aBUCKT OT BECA U COCTABJIAET B CPEHEM

100-150 mr/cyT.

OCHOBHbIMK NMOGOYHBbIMK 3ddeKTammn OT Tepanun aua-
30KCKa ABNAIOTCA:

» 3apep)KKa XUAKOCTU B OPraHn3Me, B CBA3N C 3TUM BCEM
nauveHTam MoKa3aHO MPEBEHTUBHOE Ha3HAuYeHue auy-
peTnkoB. B cnyyae 6onbwnx 06bemoB nHoy3un (bonee
200 mn/Kr/cyT), uenecoobpasHo o Hayana Tepanuu gua-
30KCUZOM, 06aBUTL B MHAY3UIO MOKAroH**, UTo NO3BO-
JINT CHU3NUTb 06bEM BBOAUMOTO PacTBOpPA AEKCTPO3bI**
1 n36exaTtb OTEKOB.

» [ucnencus, aHOPEKCUs, CPbIrMBaHUsi, PBOTbl. [JaHHble
nobouHble 3¢deKTbl HOCAT [0303aBMCUMbBIA XapaKTep
1 B HEKOTOPbIX CJlyyasnx ObIBaloT TPAH3UTOPHbIMU. B cny-
yae BblpaXkeHHoU aucdarny 1 0TKasa oT efbl, Lienecoo-
6pa3HO MHMLUNPOBaTb 30HAOBOE KOPMJIEHNE.

» OcTpas neroyHas runepTeH3na — pedkoe U rposHoe
OCNIOXKHeHMe. Yalle onucaHo y NaLUMEeHTOB C Hannunem
BINC n 3BYP. Noka3aHo npoBegeHune IXO-KI Bcem getam
[0 Havyana Tepanun 1 yepes 3-5 gHen nocne nHuymnaunum
neyenua. B cnyvyae aBneHun octpon nerovyHom runep-
TEH31M ANa30KCUA AOMKEH ObITb OTMEHEH.

» [nneptpuxo3. JaHHbIli No60UHbIN 3ddeKT peannsyeTca
B TeueHue nep.bix 6-12 mecAueB OT Havana Tepanuu.
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NmeeT fo303aBucUMbI U 06paTMbI XapakTep. [ua-
30KCW, He BNMAET Ha CeKpeuuio aHAPOreHoB, MOTOMY
ABJIEHUA TUMEPTPMX03a He TPeOyIoT JOMONHUTENIbHOIO
ropmoHasibHoro obcnegoBaHus. Mpu NprMeHeHUn y ae-

Tel (0cobeHHO aeBoYEK) NOAPOCTKOBOrO BO3pPacTa, siB-

NEHUSA TUNEPTPMIX03a MOTYT BbI3bIBaTb MNCUXOSIOTMYECKue

TPYLHOCTM 1 MPVBOAUTD K CHVXKEHWIO KOMMTAEHTHOCTN.
» Tunepypukemua. Yawe BCTpeyaeTca y nauneHToB CTap-

Wwero Bo3pacTa. B HekoTopbIx cnyyasax MoxeT noTpebo-

BaTb OTMEHbI Tepanuu.

» TpomboumToneHuyeckas nypnypa. Bctpevaetca kpaiiHe
penko. TpebyeT oTMeHbl npenapata. [ocne Hopmanu-
3aUUM YPOBHA TPOMOOLINTOB, MOXET ObiTb PAaCCMOTPEH
BOMPOC O MOBTOPHOW MOMbITKE Tepanuyi AMa3oKCUAoM
CO CMEHOW NPOV3BOANTENA.

» JleiikoneHus. Bctpeuaetca pegko. Hocut cybknuHuve-
CKMI xapaKTep. He TpebyeT cneyuduueckoro Habnoge-
HUSA.

» [vnepraukemus u Ketoauugos. Moryt otmeuyaTtbcs npu
nepeno3npoBke. Kpome TOro, faHHble ABEHWA MOTYT
6bITb cnpoBourpoBaHbl OPBU nnn nHon unHdekuuen
y NaLMUEHTOB, NMONyYaLUX afieKBATHYIO 103y AUA30KCU-
fa. fetam c BIM noka3aH 6ornee yacTblil KOHTPOJIb [to-
KO3bl U KETOHOB B KPOBM/MOYe Ha GOHe NHPEKLMOHHBIX
3aboneBaHnii. B ciiyyae ABMEHWUA 3HAUMMOWN rUNEpPrIu-
Kemumn (bonee 8 HaTowak 1 6onee 10 nocne egbl) U/Mnm
KeT03a, Ana3oKcug crielyetT OTMEHUTb Ha Nepurop NHobek-
uum [19, 32, 35, 45-50].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTenbCcTB — 4)

KommeHnmapuu: [MpodonxumensHocme JjedyeHus 3d-
sucum om ¢opmel 3abonesaHus. B caydyae, ecnu ecme
OCHOBAHUA npeonosideame MpPAH3UMOPHOe meydeHue
(nayueHmel ¢ MAabLIM 8€COM K CPOKY 2ecmayuu, CUHOpOM
bekeuma-BudemaHa u 0p), 4yepes 3-6-12 Mmecaues 803MOX-
Ha npobHas ommeHa feyeHus (cM. pasoden «JJuHamuyeckoe
HabnwoeHue»).

B kayecmee Ouypemuka 8 csiy4de 3A0epXKu XuoKkocmu
npednoYmumesibHO nNpuUMeHeHUe npenapamos #2uopox-
siopmuasuda, 0Kasblearowezo nomeHyupyruwee delicmsue
Ha 0uasoKcuo, Ha nepuod UHGY3UOHHOU mepanuu u 8 cy4yae
Hanuyusa CUHOPOMA 3a0epXKU XudKkocmu y nayueHmos 6e3
uHgy3uoHHoU mepanuu.

3.3.2. KoHcepsamuegHaa mepanus emopodu JIUHUU.

ComamocmamuH u e2o aHasoau

o  PexkomeHpgyetca: Tepanua npenapatamy #OKTpe-
oTMaa** B cnyyae oTcyTCTBUA dddPeKTa OT AUazoKcuaa unm
ero HenepeHocumocTu. #OKTpeoTna** y naumeHTos ¢ BIU
Ha3HayaeTcs B CTapTOBOW Jo3e 3 MKI/Kr/CyT. B Buae gpob-
HbIX MOAKOXHbIX NHBbEKLNI Ka)<able 6 YacoB UK B BUAE He-
NPepbIBHON NOAKOXKHOW NHOY31M (C NPUMEHEHEM NHCYNN-
HoBoW nomnbl). Mpu oTcyTcTBMM 3ddeKTa 03a MOXKET ObITb
nocTeneHHo yBenmyeHa. MakcnmanbHasa TepaneBTUYeCcKas
fo3a coctaBnset 20 mkr/kr/cyT. [19, 30, 32, 51].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTU AOKa3aTeNnbCcTB — 5)

e  PexkomeHgyeTcAa: npu npuMeHeHUU #OKTpeoTu-
Ja** ero HenpepbIBHOE MOAKOXHOE BBeAEHME, YTO NO3BO-
nAeT fobUTbCA CTOMKOM KOHLEHTPaUUK NpenapaTa B KPOBK
YU MUHVMU3MPOBaTb BapMabesibHOCTb MIMKEMUN B TeueHne
OHA [19,32,56].

Problems of Endocrinology. 2026;72(4):80-97



92 | NMpobnembl sHROKPUHONOrMK / Problems of Endocrinology

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 4)

° PekomeHpayeTcs: y nauvieHToB ¢ auddysHon dop-
MO 1 Hannumm xopoluero 3¢ deKTa oT #oKTpeoTnga** nepe-
BOA Ha Tepanuio comatocTatuHom (Mpynna ATX ComaTocTa-
TWUH 1 ero aHanorn HO1CB) NPONOHIMPOBAHHOIO AeNCTBUA
(B TOM uncne npenapatbl #/laHpeoTna** B cTapToBON f03€
30-35 mr 1 pa3 B 28 gHeln 4YTO CyWweCTBEHHO MOBbIWAET Ka-
YeCTBO »KN3HU 6onbHbIX [19, 32, 52, 57].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 4)

Cpeaun nobouHbix 3¢pdeKkToB Hanbonee 4Yacto BCTpeya-
loTCA:

1. Aucnencusn, guapes, cteaTtopesn, KOANKM.

. PekomeHpayeTcsa: Ha3HaueHWe Tepanum depmeHT-
HbIMW MpenapaTamu B BO3PaCcTHbIX 4O3MPOBKAX AeTsAM CTap-
we 3 neT no nHCTpyKumm [19, 32, 58].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 5)

2. XenuekameHHaa 6GonesHb, Gonee xapakTepHa A
nauveHToB CTapluero Bo3pacTa (y AeTei nepBoro roga
XKIM3HU BCTPEYaeTCs KpaviHe peako).

. PekomeHpayeTcs: NpoBefieHe KOHTPOJbHbIX Yib-
TPa3BYKOBbIX MCCIefOBaHUA OpPraHoOB OPIOLIHOWM MONOCTY
(komnnekcHoe) 1 pa3 B 12 mecaues [19, 32, 54].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 3)

3. OcTpblit HEKPOTUYECKUI SHTEPOKONNT, peaKoe n da-
TaJIbHOE OCNIOXKHEeHUe. ONMCaHO TONbKO Y AeTel NepBbiX
AHEN 1 Hegenb *un3Hu #OKTpeoTNa** NpoTnBONOKasaH
JAETAM C ABNEHUEM HEKPOTUYECKUI sHTepoKkonuT (HIK)
B aHamHe3e [53, 55].

4. CHMKeHue TeMNoOB PocCTa, nopasneHune cekpeuvu CTI.
. PekomeHpayeTca: perynfapHoe r3MepeHue pocTa,

onpegeseHne UHCynuHonopo6Horo dakTopa pocTta 1 B Kpo-

BY NPW AINTENBHOM NPUMeHeHN #oKTpeoTuga** [54].
YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-

BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 3)

5. MmnoTnpokcnHemumaA. B pegkux ciyvyasax MOXeT OoTme-
YyaTbCA NPU NPUMEHEHUMN BbICOKUX A03 (15-20 MKr/Kr)
#okTpeotnga** [19, 32, 54].

. PekomeHpyeTcs: npoBefeHME  KOHTPOJIbHOMO
onpepneneHns ypoBHsa TMpeoTponHoro ropmoHa (TTT) B Kpo-
BV 1 OmnpefeneHne ypoBHa cBob6ogHoOro tupokcrHa (CT4)
B CbIBOPOTKE KPOBM B AnHamuKe [19, 52, 54, 56, 571.

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fOKa3aTeNbCTB — 4)

KommeHmaputi: ona #okmpeomuda** xapakmepHa ma-
Xxugunakcus. B 6onbwiuHCcmMee c/iyyaes 8 cmapme mepanuu
ommeqaemcs nosvllleHue Ypo8Hs 2/IUKeMuUuU, 0OHAKO, 8 me-
yeHue 1-3 OHell nompebHOCMb 8 UHY3UOHHOU Mepanuu Mo-
XKem 80306HO8UMbCH.

3.4. Xupyprunuyeckoe neyeHue BIr'v

. PekomeHayeTca: MpoBefeHre XUPYPruyeckoro
nevyeHns npu ¢oKanbHbIX GopMax B 06beme YaCTUYHON pe-
3eKUMA NOXKENYAOUYHOM Xese3bl C yaaneHnemM naTonornye-
ckoro dpokyca [19, 32, 58-60].

YpoBeHb y6epgutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTM fO0Ka3aTeNbCTB — 4)

KommeHmapuli: 8 ucxooe onepayuu — nosiHAs pemuccus
Bry.
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e  PekomeHpyeTcA: MpPOBEAEHUE XUPYPrUYECKOro
neyenus npv auddysHbix bapMakopesnCTEHTHbIX popmax
B 06beme cybTOTanbHOWM NaHKpeaTakToMmm (95-98%) Mpu
Anddy3HBIX POpPMax BO3MOXKHO NPOBELEHME YaCTUUYHOM pe-
3ekuumn (70-80%), KoTopas He NO3BONAET OOUTLCA MOSTHOrO
BbI3JOPOBEHUS, OAHAKO, B MOC/IE0NePaLMIOHHOM nepuoge
MOXeT 6bITb KOHTPONUpYyeMa NpenapaTamm, CHUXKaoLWUMM
ceKkpeuuo MHCYNuHa (amnasokcng, #okTtpeotup** B pgo3ax
YKa3aHHbIX NPV Tepanuu BPOXAEHHOIO TMMNEPUHCYTUHU3-
Ma (cMm. Bbiwe)). O6bem onepaTMBHOrO BMELLATENbCTBA NPW
anooysHon dopme [omKeH 06CyKAaTbCA KoNnermanbHO
B KaXk[IOM KOHKpeTHOM cnyyae [19, 32, 58-60].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTenbCcTB — 4)

Kommenmapuu: Vicxod onepayuu — 8 nepsbie 200bl NO-
CJle oNnepamugHo20 seqeHus syzauxkemusa (50-60%), eunoe-
nukemuu (30-40%), caxapHviti ouabem (10-20%); npu omoa-
JleHHbIX HabsoeHUsx 6onee 10 nem — caxdpHeili duabem
00 95%, 3K30KpUHHAA HedocmamoyHocmeo [32, 58-60.]

BbinosniHeHuUe onepayuli 803MOXHO KAaK 1anapomomuye-
CKUM, mak u iandpockonuydeckum oocmynom [61]. Onepayus
00/1HA NPOBOOUMCA ONbIMHbLIM XUPYp20OM. B x00e onepayuu
NoKasaHo nposedeHUe CPOYHO20 UHMPAONEPAayUOHHO20
Nnamosi020aHAMoOMUYeCcKo20 UCC/1e008aHUS 019 OONOJIHU-
mesibHoU 8epugukayuu Mopgosiozudeckoli hopmbl U OUeHKU
PAaoUKaIbLHOCMU XUPYp2UHYeCKo20 JiedeHUs npu oKasibHoU
popme.

0606weHHbIl anzopumm OUd2HOCMUKU U JleYyeHUs nd-
YUeHMOo8 C BPOXOEHHbIM 2UNepUHCY/IUHUIMOM C y4emom
K/TUHUYeCKUX U 2eHemuyecKux ocobeHHocmel npedcmassieH
HA pucyHke 2.

4. MEOULMHCKASA PEABUIUTALUA U CAHATOPHO-
KYPOPTHOE JIEYEHUE, MEAULIMHCKUE MOKA3AHUSA
W MPOTUBOMOKA3AHUA K NPUMEHEHUWIO METOAI0OB
MEAULMUHCKOW PEABUIUTALUM, B TOM YUCIIE
OCHOBAHHbIX HA UCNOIb30BAHUM NPUPOJHBIX
NEYEBHBIX ®AKTOPOB

. PekomeHpyetca: HabnogeHne Bpaya-HEBPOJIOra,
Bpava-odpTanbmosiora U MEAULMHCKOTO Jiororneaa Bcem ge-
TAM € B[U (yumTbiBas BbICOKME PUCKM HEBPOJSIOTNYECKUX OC-
NOXXHEHWN Y NaLWEHTOB C HeOHaTaNlbHOW FMMepUHCYNNHe-
Muyeckor runornukemmeit). O6bem 1 NPOJOIKUTENBHOCTb
peabunMTaLMOHHbBIX MePOMNPUATMIA ONpeaensaioTca cTene-
Hblo runornukemmnyeckoro nospexaeHua LLHC n onpepens-
0TCA Bpayom-HeBponorom [19, 32, 62, 63].

YpoBeHb y6egutenbHocTn pekomeHpgauuin C (ypo-
BeHb JOCTOBEPHOCTU AOKa3aTeNnbCcTB — 5)

5.MPOOUNAKTUKA N AUCNAHCEPHOE HABJIIOAEHMUE,
MEAVWUNHCKMUE MOKA3AHMA N NPOTUBONOKA3AHUA
K NMPUMEHEHWUIO METOAOB MPOOUNIAKTUKHN

. PekomeHpyetca: perynspHoe ob6cniefoBaHue
getenn ¢ BIM c uenbto oueHKM KomneHcaumm 3aboneBaHus
1 3¢ dEKTMBHOCTM MPOBOANMOrO fiedeHns. MHormm nccne-
JoBaTtenAMu 6bly10 OTMEYEHO, UTo TeueHue BI'M c Bospactom
CTaHOBUTCA Gonee MAMKMM, @ B HEKOTOPbIX Ciy4yasx, BO3-
MOXHa [aXke NoJsiHaa pemuccus. ITo, B NepByto ovepeb Ka-
caeTca AeTeln C TPaH3UTOPHbIMK BapuaHTamu (NocnencTeumA
neprHaTanbHON acouKcmm, cMHapoManbHble dopmbl BIA).
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Mpo6a c grma3oKkcaom
5-15 mr/kr/cyT
He MeHeee 7 fHeNn

[naszokcng-uyBCTBUTENbHOE [naszokcna-pesncTeHTHoe
TeueHue TeueHue
Y A MpoBegeHue
TpaH3nTopHOE Mepcuctupyiouee ! ?-B%_%FA
TeyeHune TeyeHune
B,

00YCNOBIEHHbI

nepuHaTanbHbIM ®okanbHas AvnddysHan
cTpeccom dopma dopma
CrvHapoMarnbHble
Y (reTepo3UroTHbIN (reTepo3UroTHbIN
BapWaHT) N TOMO3UTOTHbIV
A
Mposouvpytowmin

\

¢dakTop?

Pesekuuna pokyca
nog»kenyao4yHom
xenesbl

BapuaHT)

OTtBet
Ha OKTPeoKTMA Her
5-20 MKr/Kr/cyT
ABCC8 u KCNJT11
(reTepo3uroTHbIN BapuaHT),
GCK, HK1, INSR

CuHAapomanbHble Gopmbl

\/

A A A
MpoTeunH- lvnornukemma
. MNepeBopg Cy6ToTanbHan
WHAYLMPOBaHHble nocne opm3nyeckon
Ha naHpeoTua MaHKpeaTIKTOMUA

rMNoranKemMmnm Harpyskm

GLUD1, HADH SLC16AT
ABCC8 uKCNJ11
(reTepo3uUroTHbIN

BapWaHT)

PI/ICyHOK 2, A]'IrOpI/ITM NieyeHnA NnauneHToB C BPOXXAEHHDIM TMNEePUHCYNTMHN3MOM C YYETOM KITMHUNYECKUX U TeHETUYECKNX

0Co6eHHOCTEN.
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Takmm naumeHTaM BO3MOXHa OTMEHa Tepanuu B TeyeHue
nepsbix 3—12 MecAueB xn3Hu [2, 19, 30, 64].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JJOCTOBEPHOCTMN fAOKa3aTeNnbCcTB — 5)

JuncnaHcepHoe HabnogeHwe peteil ¢ TPAH3UTOPHBIMY
mArkumn dopmamun BI'M (nocnepcteus 3BYP, nepuHaTtanb-
HOW achrKCMm, CUHAPOMAasIbHble GOPMbI):

. PekomeHpayeTcAa npoBefeHve criegylowmnx Mepo-
NPUATUIA:

1. OcMOTp-KOHCYynbTauusa

He pexe, yem:

- [Npuem (ocmoTp-KOHCYNbTaLMA) Bpaya - AETCKOro SH-
JokpuHonora — 1 pa3 B 3 mecAua.

- [Npuem (ocmoTp-KOHCYNbTaLmA) Bpaya-HeBponora —
1 pa3 B 3 mecaua.

- [puem (ocmoTp-KOHCYNbTaUMA) Bpaya-negmnatpa —
1 pa3 B 3 mecaua.

- MMpurem (ocMOTp-KOHCYNbTaLmaA) Bpava-ohTanbmMosio-
ra-1 pas B 6 mecsLes.

2. Jla6bopaTtopHbie o6cnegoBaHuA:

- WccnepoBaHume rnioko3bl KPOBY Kaxkable 3 yaca B Te-
yeHue 2-3 gHen Ha poHe Tepanum — 1 pa3 B 3 me-
cAua.

- [MMpoBepeHne npobbl ¢ ronogaHvem (MccnegoBaHue
rMIOKO3bl KPOBM, MCCNefOBaHUE WHCYNMHA KPOBWY,
unccnepgoBaHme C-nenTuga KpoBW, uUCCegoBaHue
3-rmapoKkcm 6yTmpaTa B KpPOBUW, MPU [AOCTUXKEHMWU
HOPMATUBHOIO FOJIOAHOTO MPOMEXYTKA U Ha poHe
rMnornMkeMnn) Ha poHe Tepanum — He pexe Yem
1 pa3 B 6 Mec.[19, 30, 32, 65].

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-

BeHb JJOCTOBEPHOCTMN AOKa3aTenbCTB — 5)

. PekomeHpyeTcA NpobHaA OTMeHa Tepanum fMa3okK-
CUAOM NPU CTONKOM OTCYTCTBUM FTMMOTMNKEMUA I MUHUMAb-
HOIl TepaneBTUYECKON A03e Npenaparta (MeHee 3 Mr/Kr/cyT).

Yepes 3-4 gHA nocnie NofHoW OTMeHbI pebeHKy NpoBo-
anTca npoba c ronogaHuem (MCCnegoBaHUE rOKO3bl KPOBY,
nccnefoBaHne NHCYNMHA KPOBU, nccnegoBaHue C-nentnga
KPOBW, UCCrieloBaHne YPOBHA KETOHOBbIX TeN B KPOBU Mpwn
OOCTVIXXEHWY FOJIOAHOTO MPOMEXYTKA MO BO3pacTy pebeHKa
U Ha GoHe rMNornnKemMnm).

Mpu OTCYTCTBMM AaHHbIX 3@ TMNEPUHCYINHK3M, Heob-
XOAUMOCTY B AajibHENLeM feyeHn Takux NaumeHToB HeT
[19, 30, 32, 64].

YpoBeHb y6epgutenbHocTn pekomeHpauuin C (ypo-
BeHb JJOCTOBEPHOCTMN AOKa3aTenbCTB — 5)

JuncnaHcepHoe HabnofgeHre aeTen ¢ NepcucTUpyoLm-
MU papmaKko-uyBCTBUTENbHBIMK dopmamu BIU:

. PekomeHAyeTcss KOMMJIEKCHOE 06CnefoBaHue
C KpaTHOCTbIO He pexke yueM 1 pa3 B 3 MecALa Ha epBOM rogy
KM3HWY, 3aTeM He pexe yem 1 pa3s B 6 mecALeB o 3-X eT, 3a-
Tem (B Cnyyae KOMMeHcauuun) — He pexe, yem 1 pas B rog
B cnepytoulem obbveme [19, 32, 651:

1. OcMOTp-KOHCYNbTauna Bpayeil cneynanncros):

- [Npuem (ocmoTp-KOHCYNbTaLmA) Bpaya - AETCKOro SH-
IOKPUHONOTra;

- [Npuem (ocMOTp-KOHCYNbTaUMA) Bpaya-HEBPONOra;

- [Npuem (ocmoTp-KOHCYNbTaUKWA) Bpaya-negmaTpa;

- MMpurem (ocMOTp-KOHCYNbTaumaA) Bpava-ohpTanbmMosio-
ra c opranbMoCKonuer;

- [Mpuem (ocMOTp-KOHCYNbTaLMA) MEAULUHCKOrO JIOro-
nepa.

Bpauen  cneuvanucToB
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2. JlabopaTopHblie 06cneqoBaHNA NA NaLNEeHTOB, No-
nyyvalwmx anasoKkcua;

- WNccnepoBaHume rmioko3bl KPOBY Kaxkable 3 yaca B Te-
YyeHue 2-3 fHel Ha poHe Tepanuu.

- KoHTponbHas npoba c ronogaHuem (uccnegoBaHue
TMIOKO3bl KPOBW, UCCIEAOBaHUE MWHCYNIMHA KPOBMU,
uccnegoBaHue C-nentvga KpPoBU MpW OOCTUXEHWU
HOPMATMBHOIO FOJSIOAHONO MPOMEXYTKA U Ha GpoHe
TMNOANKEMAN, UCCIIeJOBaHNE YPOBHSA KETOHOBBIX
Ten B KPoBW) Ha poHe Tepanum.

- O6wui (KNMHUYECKNI) aHANU3 KPOBU Pa3BEPHYTHIN.

- OnpepeneHne ypoBHelN Kanud, HaTpuAa, MOYEBOW
KUCIIOTbI B KPOBU.

2.1. JlabopaTopHble ob6cnepgoBaHnA AnA nauu-
€HTOB, NosyvYawlWmux Tepanui npenaparTa-

My 13 rpynnbl COMaTocTaTUH U ero aHanoru

(Tpynna ATX ComatocTaTUH M €ro aHanoru

HO1CB)

- WccnepoBaHne rnoKO3bl  KPOBU  KaxAble
3 yaca B TeueHue 2-3 gHel Ha GOHe Tepanuu.

- KoHTponbHas npoba c ronogaHvem (uccnego-
BaHMeE [JI0KO3bl KPOBM, NCCNIelOBAHNE UHCY-
NMHa KpoBw, nccnegosaHvie C-nentnga Kposu
npyv SOCTVMXKEHWUM HOPMATUBHOMO FOSIOLHOMO
NpoMeXyTKa Unn Ha GpoHe rmnornuKkemuu, nc-
CnefjoBaHNe YPOBHA KETOHOBBIX TeJl B KPOBM)
Ha ¢oHe Tepanuu.

- O6wui (KNMHNYECKU) aHann3 KPOBM pa3Bep-
HYTbIN.

- OnpepgeneHrie YpoBHEW afiaHMHAMUHOTPAHC-
¢depasbl, acnapTatammHOCTpaHchepasbl, 06-
wero 6GunupybuHa, wenouHom ¢ocdatasbl
B KPOBW.

- WccnepoBaHne TpeoTpomnvHa B KPOBW, UC-
cnepoBaHMe cBOGOAHOIO TMPOKCKHA B KPOBY,
uccnegoBaHUe YPOBHA WHCYIMHOMOZOOHOMO
¢dakTopa pocTa 1 B KPOBM.

YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JOCTOBEPHOCTMN AOKa3aTeNbCTB — 5)

KommeHmapuu: Koppekuus 003 npenapamos OO/IKHA
6bImb 8 nepayio ouepedb OCHOBAHA HA NOKA3AMesIsX 2JiuKe-
Muu u pesynemamax 06cs1e008aHus, a He 6bimb UCK/TIOHU-
meJibHO pacdemHod.

B nybepmamHom nepuode Moxem ommedamscs 0eKOM-
neHcayus 3a60/1e8aHUA, CHUXeHUe KOMNIaeHMHOCmu npu-
emMda npenapamos, ymo mpebyem 6osee 8HUMAMebHO20
o06cnedosaHus Oemed, a 8 HEKOMOPbIX CJTy4dsax NpUssIeYeHUs
ncuxosoauyeckol No0OepXKKU.

3. UHcTpymeHTanbHble o6cnepoBaHuaA:
- YNbTPa3BYKOBOE WCC/IeJOBaHNE OPraHoB OPIOLWHON
nonocTn (KomnnekcHoe) (AnA nauveHToB, NosyYato-
WX Tepanuio npenapatamm u3 rpynnsl ComatocTa-
TUH U ero aHanoru (Mpynna ATX ComaTocTaTviH 1 ero
aHanorn HO1CB.)

- MPT ronosHoro mo3sra (no pekomeHgaL M HeBPOJIO-
ra n/vinu optanbmonora)

- Dxokappauorpadusa (maymeHTam, Nonyyarlmm Tepa-
nyo Ana3oKcmaom, He pexe 1 pasa B rog)

- DnekTtposHuedanorpadus (Mo pekomeHZauUuMn He-
BpoJiora).

YpoBeHb y6egutenbHocTn pekomeHgauuin C (ypo-

BeHb JOCTOBEPHOCTMN AOKa3aTeNbCTB — 5)
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JucnaHcepHoe Habro0eHUe demeli nocsie
cybmomaneHou naHkpeamskmomuu [32, 68, 69]:
. PekomeHpayeTtca: ob6cnefoBaHMe C KpPaTHOCTbIO
He pexe ueM 1 pa3 B 3 MecALa Ha MePBOM roly *KM3HU, 3aTeM
He pexe yem 1 pa3 B 6 mecALeB Ao 3-x JieT, 3aTem (B csiyyae
KOMMeHcaLmm) — He pexe yem 1 pa3 B rog, B CyiefiytoLlem
obbeme:
1. OcMOTp-KOHCYNnbTauusa Bpaueil cneynanancros
- [Npuem (ocmoTp-KOHCYNbTaLMA) Bpaya - AETCKOro SH-
LOKpUHOMora
- [puem (ocmMOTp-KOHCYNbTaLMA) Bpayva-racTposHTe-
ponora
- [Npuem (ocmoTp-KoHCYNbTaUKWA) Bpaya-negmaTpa
2. JlaGopaTtopHble 06cnefoBaHUA — KOMMJIEKCHOE
obcnenoBaHme Ha npegmeT PasBUTUSA WHCYNMH3aBU-
CUMOFO CaxapHoro puabeta (uccnepoBaHUeE YPOBHSA
rMOKO3bl B KPOBW, UCCNIeAOBaHNE YPOBHA MNKUPOBaH-
HOrO remornobrHa B KPOBWY, MIOKO30TONIEPAHTHBIN TECT)
N OLIEHK/ IK3OKPUHHOM GYHKLMN NOAXKENYAOUYHOM Ke-
nesbl (konponoruyeckoe mnccnefoBaHue, onpeaeneHne
aKTMBHOCTU NMaHKpeaTU4eCcKom snactasbl-1 B Kane).
YpoBeHb y6egutenbHocTn pekomeHpauuin C (ypo-
BeHb JJOCTOBEPHOCTMN fOKa3aTeNnbCTB — 4)

6. OPTAHU3ALINA OKA3AHUA MEAULIMHCKOMN
nomoLuu

MokasaHuAa AnAa rocnutTannsayun B MefULNHCKYIO
opraHusauumio:
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1) BnepBble BbIIBNIEHHAsA rMNOriuKemMus y pebeHka ¢ ue-
Nbl0 NpoBefeHna 06CNefoBaHUA U YTOUYHEHUs Aua-
rHosa.

2) runornvkemusa y naumeHToB ¢ BI'M, conpoBoxpatoLan-
cA cypgoporamu/noTepen CO3HaHUA OnA KynvpoBaHUA
OCTPOro COCTOAHUA 1 Noabopa/KoppeKL M Tepanuu.

3) npoBefeHne XxMpypruyeckoro neyenus Br.

4) nnaHoBasa rocnuTanusayma nauneHTos ¢ BI'M gna npose-
[EHVA KOHTPOJIbHBIX NPO6 C Lienblo KOppeKLmM NPoBo-
OVIMOTO NneyeHuns.
lNMokasaHMA K BbINWCKe MauyieHTa U3 MepuLUHCKON

opraHusauymm

1) Hanuume KIMHWKO-NABOPATOPHON MeLMKAMEHTO3HOW
KOMMeHcaLmm no pesysbratam o6cieloBaHmA.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢duHaHcmpoBaHmA. PaboTa BbIMONHEHA B paMKax TeMbl
roczafaHva «MepcoHndnLMpoBaHHas KOMMIEKCHasa Tepanua 3aAepKkin
poCTa 11 MOJIOBOrO PasBUTWA Y AeTeil C BPOXAEHHbIMU OpdaHHbIMU SHAO-
KprHonatnammu», Homep 126022417900-6

KoH)nuKT nHTepecoB. ABTOpbI AEKNApUPYIOT OTCYTCTBME ABHbIX
1 NOTeHLMasbHbIX KOHGJIMKTOB MHTEPECOB, CBA3aHHbIX C NMy6nvKaLumen Ha-
cToALWEN CTaTbM.

YyacTtue aBTOpOB. BCe aBTOpb 0A06pUNM GUHaNbHYIO BEPCUIO CTaTb
nepep nybnvkauyuer, Bbipasun coriacme HeCTM OTBETCTBEHHOCTb 3a BCe
acneKTbl paboTbl, NOAPa3yMeBaloLLYIO HafJIeXallee n3yyeHne 1 pelueHne
BOMPOCOB, CBA3AHHbIX C TOYHOCTbIO UM AOOPOCOBECTHOCTbIO NH06OI YacTh
paboTbl.
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