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OCOBEHHOCTHU SK30KPMHHOM U YHAOKPUHHON ®VYHKIIUN
TTOAJKEAYAOUHOM JKEAE3BI Y AETEM C CUHAPOMOM
IIIBAXMAHA-AANMOHAA

LOTBOY BO «PoCCUUCKUA HAIMOHAABHEIN HCCACAOBATEABCKUY MEAUIIMHCKUY yHuBepcuTeT uM. H.W. TTuporosa»
M3 PO, 2ATKB Ne 13 um. H.®. ®unatoBa A3M, Mocksa, PO

Cunapom IllBaxmana—/laiimonma (CIII/I) — 3aGoieBaHue, XxapakKTepu3ylouleecd 3K30KPUHHOM
HeI0CTATOYHOCThI0 Mom:kexynouHoii :kexespl (IIJK), remaTosornyeckuMu HapymIeHMSMU, 3aJePiK-
KO poCcTa M KOCTHBIMHM aHOMaJuaMu. 3aboneBanusa IIJK, mporekaromue ¢ 9K30KPUHHON HexOCTa-
TOYHOCTHIO, UMEIOT BBHICOKMII PHCK pPa3BUTUA caxapHoro nuabera. Ileap mcciemoBaHus — M3YyYUTH
3K30KPUHHYIO U 3HTKoKpuHHYI0 hyHKINN IIJK y nereii ¢ CIII/I. MaTepuaiabl 1 METOXBI MCCIETOBAHUA:
I u3ydeHusi 3k3okpuHHON (yHkiuu IIJK omenumBanau ypoBeHb aMuiIassl B KPOBHM, Pe3yJIbTaThI
KOIIPOJIOTMYECKOT0 MCCJIEeTOBAHUA U 3J1acTa3bl Kaxa-1. ®yHknuio sHmokpunHoi cexpennu IIJK ome-

HUBAJH HA OCHOBAHUM OIIPe/ieJIeHU IIII0K03bI HATONIAK, ypoBHA C-menTtuaa, nucyanna. Beem neram
OBLTO MIPOBEIEHO YIABTPa3BYKoBOe ucciaenopanne (Y3H1) opranos 6promHoil mojoctTu. Pe3yabpTaTsi: B
HameM ucciaegoBanum y Beex aereil ¢ CIIIJ] Ha6aromanack BeIpaskeHHasA SK30KPHHHAA HETOCTATOY-
HocTs IIVK, koTopas accomupoBaHa ¢ HU3KMM YPOBHEM aMHJIa3bl B KPoBHU. Tsaskenas 3k30KpuUHHAA
HemocratouHocTh IIJK y nereii ¢ CIII[] coueraercs ¢ runmoxosiecTepuHeMueii, 4To TpedyeT Ha3HAYEHU
3aMeCTHUTEeJIbHOM (l)epMeHTHOﬁ Tepanu B BBICOKHUX HO3ax. B HCCJIe}IyeMOfI HaMHy rpymnime He OBLIO
BBIABJIEHO KIMHNYECKHN 3HAYNMBIX Hapyme}mif[ YrijieBoaHoro ooMeHa.

Kntouesvie cnosa: cundopom Ileaxmarna—/laiimonda, sKk30KPUHHASL HeAOCMAMOYHOCMb, NOONCeNYIoHU-
Has JHcenesa, Yyzne600HbvLiL 00MeH, Oemu.
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PECULIARITIES OF PANCREAS EXOCRINE AND ENDOCRINE
FUNCTIONS IN CHILDREN WITH SHWACHMAN-DIAMOND
SYNDROME

IPirogov Russian National Research Medical University;
2N.F. Filatov Children's City Clinical Hospital Ne 13, Moscow, Russia

Shwachman—Diamond syndrome (SDS) is a disease characterized by exocrine pancreatic
insufficiency, hematologic disorders, growth retardation and bone anomalies. Pancreatic diseases
with exocrine insufficiency have a high risk of developing diabetes mellitus. Objective of the
research — to study pancreas exocrine and endocrine functions in children with SDS. Study
materials and methods: to study pancreas exocrine and endocrine functions, the level of amylase
in blood, coprological examination results and fecal elastase-1 were evaluated. Endocrine
secretion function was assessed on the basis of fasting glucose, S-peptide level, insulin. All
children underwent ultrasonography (US) of the abdominal organs. Results: all children with

SDS had marked exocrine pancreatic insufficiency, which is associated with low level of amylase
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metabolism, children.
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3abosieBaHuA TOMKeaynouHOU skesedbl (IIVK)
— OoJHa U3 aKTyaJbHBIX IPOOJIEM COBPEMEHHOI
MeAUITNHBbI. S3HAUYMMOCTh ITaTOJOTHM O0YyCJIOBJIEHA
TeM, UYTO BPOKJIEHHBbIe U TpPHOOpeTeHHbIE 3ab0Jie-
Banua II¥K, mporekaiomime ¢ SK30KPUHHOI HEIO-
CTATOYHOCTBIO, ACCOIMMPOBAHBI C HapPYIIEeHUAMU
YIJIEBOSHOrO OOMEHA M BBICOKHMM PHCKOM pas3BU-
T caxapHoro gmabera 1-ro tuma (CHO1) [1-T].
Manudecranusa CII m mosaBieHUe KJINHUYECKUX
IIPU3HAKOB XapPaKTEPHO IJIA CHMMKEHUS (PYHKIUU
B-rieTox 10 20% u MeHee OT UCXOJHOTO YPOBHA [8],
HapyllleHue TOJIEPAHTHOCTH K YIJIEBOJAM MOJKET
MaHU(ECTUPOBATH yVoKe Ha PaHHEN CTaguu XPOHU-
yeckoro namkpearura [9].

Cpenu HacaencTBeHHBIX 3abomeBanuii IIIK,
MPOTEKAOIINX C AK30KPUHHOM HEJ0CTATOUHOCTHIO,
II0 YaCTOTEe BCTPEUAEMOCTH HA IIEPBOM MECTE CTOUT
mykoBucHugos3 (MB). Meauana ge6iora ClI y mamu-
euTtoB ¢ MB cocraBisger 18—21 rox, comee 50%
nanueHToB crapiie 30 JeT UMeT MYKOBUCIIUI03-
dapucumbiit CI (M3CI). PacumpocTpaHeHHOCTH
M3CIl y mereit muanmine 10 ser HusKasg, OZHAKO
KasK/able MOCJeAyIoue 5 JieT KU3HU PUCK Pa3BU-
tusi M3C]] yBesmuuBaerca uHa 5% [10]. Coraacuo
Poccuiickomy peructpy namuenToB ¢ MB uwacrtota
MS3C/I, cocrasasier 20,9% , HapyIIeHU YIIEBOIHO-
ro oomena — 45% [11]. CpegHsasa IPOLOIMKNATEb-
HOCTSH Ku3HU nanueHToB ¢ M3CJl HuKe 1o cpaBHE-
HUto ¢ mamuentamu 6e3 Cll: MequaHa BBIXKUBAE€MO-
ctu y naruerToB ¢ M3C]Il — 24 roma mo cpaBHEHUIO
¢ 32 rogamu y nanuerToB ¢ MB, #o 6e3 CII. 3a 2—4
roza no mauudecranuu CJl yxyairaorcs mokasare-
JIU HyTPUTUBHOT'O CTaTyCa, IbIXaTeJbHON (QYyHKIIUU
[12]. C0 yBenuuuBaeT PUCK CMEPTHU HAIMEHTOB C
MB B nepuop oXKuIaHUA TPAaHCILIAHTAIIUMN JETKUX
[12].

Bropoi#t o uacToTe BPOMKAEHHOI IaTojJoruei
II3K saBaserca cuaapom IllBaxmama—IatimoHma
(CIIII). 9To ayTOCOMHO-peIlecCuBHOE 3a00IeBaHMe,
XapaKTepusyoleecs dSK30KPUHHON HEJOCTATOUHO-
creio 13K, muroneHuAMy (HENTPONIEHUAMU U aHe-
MUSAMHT) 1 KOocTHBIMU aHoMaauamu [ 13]. ITo mpensa-
PUTEJNBHBIM OIEHKAM, PaCIPOCTPAHEHHOCTH 3a00-
aepanusa cocraBiager 1:50 000-1:76 000 macee-
Hud [14].Yacrora CIIII B Poccuiickoit Penepanunu
HEeM3BeCTHA.

B ocHoBe 3abosieBaHUA JeyKaT MyTAIl[UX TeHA
SBDS, xkotopsliii Kogupyet 6esmoxk SBDS. Ha cerox-
HAITHUH IeHb TOYHBbIEe (DYHKIIUYU 9TOT0 OeJIKa u3yde-
HbBI HegocTtaTouHo. OOHAKO M3BECTHO, UTO OEJIOK
SBDS B He6GOJBIITOM KOJUYECTBE dKCIPECCUPYETCH
B KJIETKaX IIPAKTHYECKU BCEX OPraHOB W TKaHel

in the blood. Severe exocrine pancreatic insufficiency in children with SDS is combined with
hypocholesterolemia, which requires substitution enzyme therapy in high doses. In the group
studied were no clinically significant disorders of carbohydrate metabolism.
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Quote: M.G. Ipatova, P.V. Shumilov, S.P. Blokh, D.L. Shagalova, Yu.G. Mukhina. Peculiarities of
pancreas exocrine and endocrine functions in children with Shwachman—Diamond syndrome.

YeJIOBEUECKOr'0 OPTraHM3Ma, U B HAaUOOJIBIIIEM KOJIU-
yecTBe STOT O€JOK OOHaApyKMBaeTCAd B KJETKax
II3K, KocTHOTrO MoO3ra m KOocTHOM TKammu [15—18].
ITuM 00yCI0BIECHO IPENMYIIIECTBEHHOE TTOPaKeH1e
IaHHBIX opraHoB u cucteM. Onucansl caydau CII y
naruenTos ¢ CIII [19-21].

Kax u MB3[1, CII mpu CIII[] oTHOCHTCA K CIIeIV-
buueckomy Tumy ClI, coueTarlmnerocs ¢ reHeTude-
CKUM CHUHIPOMOM, IIPX KOTOPOM HAPAAY CO 3HAUU-
TeJbHLIMU HAPYIIEeHUAMY SK30KPuHHON yactu [IWK
HabJII0jaeTca HeJOCTaTOYHOCTb CEKPETOPHOM (hYHK-
Y 3-KJIETOK, BeAyInel K Pa3BUTUIO MHCYJINHOBOTO
Iedunura, peIKUM Pa3sBUTHEM OCTPOTO KeT03a MU
KeToaIluIOTUYECKOTO COCTOSIHUSA B MOMEHT MAaHU-
decramuu CII u TpedyroIero 06sA3aTeIbHOTO Ha3Ha-
ueHUA mHCyJmHOTepanuu [19, 22, 23]. B sTuoso-
ruueckoi kaaccupuramuu CI (ISPAD, 2009) CII
npu CIII orHOcuTca K 3-# rpymnme: «III. Ipyrue
cuenupuueckue Tunbl CI. BosesHu sK30KPUHHOMN
YaCTH MO KeyT0UHOM sKee3nbl» [24].

Ilens wuccnemoBaHUA: U3YUYUTH OCOOEHHOCTU
SK30KPUMHHON U dSHAOKpuUHHON (QyHrnui WK y
nmereii ¢ CIIIII.

MaTepHaJILI 1 MeTOIbI MCCJIeTOBAHUA

Ia pelreHusT IMOCTaBJIEHHOIN 3amadu OBIIO
MpoOBEeIEHO HCcJefoBaHUe, OmOOPeHHOe JTUuYe-
ckuM KoMmuretroM Poccuiickoro HammonaiabHOTO
WUccaemoBarensckoro MeamnmmuHCKOTO Y HUBEPCU-
tera um. H.W. IIuporoga.

WccnemoBanme mPoOBOAMIOCH Ha 0ase [leTckoii
TOPOACKOM KAMHUYECKO 00JabHUIIBEI N 13 um. H.D.
dunaroBa. Briiu oocimenoBanbl 14 nereii ¢ CIIII — 6
IeBOoUeK 1 8 MaJbuUMKOB B Bo3dpacTe oT 1 roga 1 mec
no 12 mer (cpemuuit BodpacT 3,97 yer) ¢ reHeTuye-
cku moaTBep:kaeHHbIM CIII]T.

s usyuenud sk30KpuHHON QyHKunu [T onenuBa-
JI¥ yPOBEHb aMUJIa3bl B KPOBU, Pe3yJIBTAThl KOIIPOTPAMMBbI
¥ 9J1acTasbl-1 B Kaje cTaHgapTHBIMU MeTogaMu. @yHKITUIO
SHAOKPUHHON cexkpernuu [IJK omeHMBasm Ha OCHOBAHUU
oIpeziesIeHusI YPOBHA IVIIOKO3bI, yPOBHsA C-TlenTuma, HHCY-
JUHA CTaHAAPTHRIMU MeTonaMu. IlokasaTesu yrieBogHOTO
o0MeHa y JieTeli OIpe/iesIaan OMHOKPATHO YTPOM HATOIIAK,
nocaenuuit npuem numu HakanyHe B 20.00—-21.00. Becem
neTsaaM OBLIO TIPOBENEHO YJIbTPAa3BYKOBOE WCCJIEIOBaHUE
(Y3U) oprasoB OPIOITHOIT TOJOCTHU.

Bce mammeHTHI moJyyasim 3aMECTUTEJNBLHYIO Tepa-
OHUI0 IpenapaTaMu IaHKpeaTWHa B MUHHMHKpPocdepax
(Kpeomn) B cpenueii gose 3535 EIl/cyT (Tabu. 1), mpenapa-
Thl TPAHYJIONUTAPHOTO KOJOHUECTUMYJIUPYIOIIero (ax-
topa (I'"KC®) B mo3e 1-5 MKI/KI' IO MHAWUBULYAJIBHON
cxeMe, KypcaMU — JKMPOPACTBOPMMEIe BUTaMUHEL A, D,
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E, K, npemapaTsl KaJbI[Ud, YPCOAE30KCUXOJEBYIO KUC-
JIOTY, aJeMeTHOHWH W mpoOumoTuku. Taxske AeTH IIOJIy-
YaJIu JOIOJHUTEILHO JeuebHoe muTanue (5 gereil — cMmech
Hyrpunu SHeprus, 6 gereil B CBA3U ¢ HETIEPEHOCHMOCTHIO
0eJKOB KOpOoBBero mojsioka — Ilemramen [[»xyHUOp, 3
IeTell B CBA3U C TAMKEJLIM TEUECHUEM aTOIMYECKOTO Jep-
MaTHUTa — CMeCh Ha OCHOBE aMUHOKUCJIOT — HeokeriT).
CraTucTUYecKyio 00paboTKy IMIPOBOIUJIN C IIOMOIIIBIO
Ko puirmenTa paHrosoil Koppeaanuu CoupmeHa: 3Ha-
yeHns Koddgdurrenta pasusie 0,3 1 MeHee — MOKa3aTeIn
caaboil TeCHOTHI cBA3UW; 3HauYeHUs O6ojsee 0,4, HO MeHee
0,7 — IoKasaTeJ I YMEePeHHOI TeCHOTHI CBA3U; 3HAUCHUS
0,7 u OoJiee — MOKasaTeJW BBICOKOM TECHOTHI CBSI3U.
CTaTUCTUYECKYI0 3HAUMMOCTD IOJYUYEHHOr0 KO03(DPUIMI-
€HTa OIeHWBAJIN IpU ImoMoIu t-Kpurepusa CTbIogeHTA.

Pe3yabraTsl

¥V Bcex mereit HabI0AAINCEH Ja00PATOPHEIE IPHU-
3HAKU 9K30KPUHHOI HemoctaTounoctu 11K B Bume
CHM)KeHU:A dJjiacTasbi-1 B Kase: y 11 mammeHTOB —
Ts)Ke ol cremenu (asactasa-1 B Kame memee 100
MKT/T), ¥ 3 HeTeil — yMepeHHOH cTemneHu (dyacra-
3a-1 B kame memee 200 mKr/r). Cpenmee sHaue-
HUe 3sjacTasbl-1 B Kaje cocraBuio 72,1 MKr/T.
VsveHeHUsA B KOMPOJOTUUECKOM aHajau3e Ha (PoHe
npueMa MaHKpeaTWHa B MUHUMHUKpocdepax: y 11
mereit (79% ) oTmMeuasioch HaaWUYMe HENTPaAILHOTO
JKUpa B MAJIOM KOJIMUecTBe; y 7 JeTeil BBIABJIEHBI
JKUPHBIE KHUCJOTHI (y 8 — B MaJioM KOJUYECTBE
u 'y 4 — B yMepeHHOM KoJymnuecTBe); y 11 mereit
(79%) oTmMeuasoch HamIUUMe COJEH KETUHBIX KIUC-
JoT (MbLTa) B KomporpamMme (y 3 meTeil B GOJIBIITOM
KOJINUECTBe, ¥ 3 — B YMEPEHHOM U Y 5 — B MaJIOM
KOJIMYECTBE COOTBETCTBEeHHO) (Tabsa. 1). ¥V 11 us 14
nereit (79% ) HabIIOZATIOCH CHUKEHNE YPOBHS aMuU-
Jaassl KpoBu g0 16,2 En/n (4—19 Exn/n) npu HOpMe
22—-80 Exn/n. Tonbko y 3 meTeil ypoBeHb aMUJIa3bl
B CBIBOPOTKE KPOBU OBLI B Ipefesiax ped)epeHTHBIX
suauenwnit. Ciegyer OTMETUTD, UTO ITO OBLIN JETH,
Y KOTOPBIX dJiacTa3a KaJia Onlia 6osee 100 MKr/T.
Huskwuit ypoBenb xoJsectepuna (XC) — B cpemHem
2,86 mmoub /a1 (HopMa 3,5—5,2 MMoOJIb/JT) — HAOJIIO-
mancay 13 mgereit (92,8% ). JIumib y ogHOro peberka
ypoBeb XC B CBIBOPDOTKE KpoBe ObLI B HOpME H
cocTaBua 3,9 MMOJIb/JI.

IIpu anasmse mokasaTesell aMUJIa3bl CHIBOPOT-
K1 KpoBu, XC, hekaabHOI 9acTasbl, ToKasaTeaei
KOIIPOrpaMMBbI, H03bI (hepMeHTO3aMeCTUTEJIbHOMN
repanuu y gereir ¢ CIIIJ] mamu Oblaa BBISBJIEHA
obpaTHasi CUJIbHAA KOPPEJISAINMOHHAS CBA3L YPOB-
A XC ¥ [03bI MaHKpeaTWHa; YPOBHA 3JacTashi-1
B Kajie W KOJWYECTBA COJIeM KEeJUHBIX KUCJIOT B
komporpamme (rS=-0,804 u rS=-0,716 cooTBeT-
CTBEHHO); MpAMasd yMepPeHHas KOPPeJanuoHHAS
CBA3b MEK/AY KOJUUYECTBOM HEHTPaJBHOTO JKHUpa U
MbLIaMu B Konporpamme (rS=0,666, p<0,05).

TlonyueHHBIE pPE3yJabTATBI MOMKHO OOBACHUTH
CJeAyIOIMM O0pasoM: HU3KWE 3HAUeHUs dJacTra-
3bl KaJjla U CTeaTopes B KOIporpaMMme SBJISIOT-
csA MapKepaMu 9SK30KPUHHON HEJOCTATOYHOCTHA
II3K. BeipakeHHasi cTeaTopesd B KOIIPOJIOTHYE-
ckoM uccaenoauumu y gereii ¢ CIIII obycioBieHa

rnmorepeil JUMUIOB CO CTYJOM, W, KaK CJIEICTBUE,
HusKuMu sHaueHuAMU XC B CBHIBOPOTKE KPOBH.
CrnenmoBaTesbHO, HEOO0XOAWMMAa KOPPEKIUA TO3BI
MaHKpeaTuHa C [eJIbI0 CHUKEeHUA WU JUKBUIAIUNA
cTeaTopeu cpenyd HaOJMOJaeMbIX TAIllMeHTOB, UTO
npuBegeT K Hopmaausanuu ypoBaa XC.

Bcee nmarnuenTsl nmenu nsMmeneHus Ha ¥ 31 opra-
HOB OPIONITHOM mojiocTu: y 6osabinuuacTa (71,4%) B
BuUje yBeaudeHusa pasmepos 113K, moBeIlieHns 9X0-
TeHHOCTU IapeHXuMbI, pesxe (28,6%) — B Bume ee
HEOTHOPOAHOCTU. Buaumo, 310 06yCI0BIEHO KUPO-
Boii muctpodueit ITHK, Koropas xapakTepHa IJid
CIIII [13-15].

IIpu usyuenuu sugoxpuHHOl GyHKIUU IIJK y
nanuenTos ¢ CIIIJ] ypoBeHb nHCyJIMHA OBLI B IIpeie-
JlaX HOPMATUBHBIX 3HAUYEHUI, 3a HCKJIIOUEHUEM
OHOTO pebdeHKa, Y KOTOPOTO OTMeUaIach M'UIIOTJIN-
Kemua po 2,17 mvoab/a (taba. 2). IToxkasarenb
WHCYJIMHA Y MAHHOTO pebeHKa TaKsKe ObLI HIKe
HopMbl u coctaBua 2,03 mMxEx/mia. YposeHb
C-mentuna y 9 mereii (64% cayuaeB) ObIT CHUKEH
110 OTHOIIEHUIO K HUKHEeMY ped)epeHCHOMY 3Haue-
HUIO U B cpexueMm coctaBua 0,72 Hr/MJa. YPOBeHb
TJIMKEeMUM HaTOIAaK B HCCIELyeMO# rpymme, 3a
UCKJIOUEeHNEM OJHOTO pebeHKa, OBLI B IIpemeax
pedepeHTHBIX 3HaYeHWN u cocraBua 4,45+0,27
MMoJab/a (HopMma 3,3—6,1 MMoab/a). YUuuThIBaA
OTCYTCTBHE T'HIEPrINKEMUN U IIOBBIIIEHUS KMHCY-
JIMHA BbIIIE ped)epeHTHBIX 3HAUCHUH, OIIpe[esIeHue
ungexca HOMA-IR 065n1y10 HelesiecooopasHo.

30JI0TBIM CTAHAAPTOM BBLISIBJICHUSA HAPYIIEHUS
YTJI€BOAHOTO OOMEHA CJIYKUT TJII0KO030-TOJIEPAHT-
HBIA TECT, KOTOPBIN, KaK MMPaBUJIO0, HE IPOBOAUTCSA
meram muaaire 10 ger. Cpeguuii BospacT Haboma-
e€MBbIX JIeTeil COCTaBUJI OKOJIO 4 JieT, T09TOMY JaHHOe
uccJiefoBaHUe He IpoBoamiock. Ilokasarenu yrie-
BOJHOT'0 OOMEHA y eTel Opee/IsaInch OMHOKPATHO
YTPOM HATOIAK, IOCACJHUN MPUeM MUIA HaKaHy-
e B 20.00-21.00.

IIpu aHasmse moKasaTesieil yrieBOOHOTO oOMe-
Ha ¥ TaHKPeaTUYeCcKol aMuIasbl obpalaio Ha cedsa
BHUMAaHNE, YTO y JeTell ¢ HU3KUM YPOBHEM aMIJIa-
3bl HaOMIOJAJICST W HU3KUM ypoBeHb C-menTuga B
CBIBOPOTKE KPOBU, OTHAKO MOCTOBEPHOU KOppEeJs-
nuu amuiassl ¢ C-enTu oM MoJyueHo He ObLIOo.

O6cy:xmenue

B mamtem uccaemoBanuu y gereit ¢ CIIII Beipa-
JKeHHasd SK30KpUHHAaA HemocrarouHocTh IIFK acco-
nuupyeTcad ¢ HUBKUM YPOBHEM aMMJa3bl B KPOBMU.
B wmccienoBaHMAX Ha DKCIEPUMEHTAJBHBIX MOJe-
JAX OBLIO IIOKA3aHO, YTO WHCYJVH yBEJIUYUBAET-
BBICcBOOOXKIeHUe dhepmenToB [IHK, ocobernHO ammiia-
3bI, B OTBET Ha JeHCTBUE PEryJATOPHBIX IaCTPONH-
TeCTUHAJIbHBIX TOPMOHOB [25]. I3BecTHO, UTO MHCY-
JINH OKas3bIBaeT TpoduuecKkoe AelicTBUe Ha alluHAP-
HBbIe KJIETKU C IIOMOIIBIO CIIeIaJbHOTO pelenTopa
IGF-1 (amrua. insulin like growth factor-1, mmcy-
JIMHOMONOOHBIN (aKTOp pocTta 1): Oamskaiiiime K
OCTPOBKaM aIlMHapHBbIE KJIETKU NMEIOT OoJIbInue
pasMepbl M cojep:KaT OoJibIlle I'PaHyJ ¢ (hepMeH-
ramu. COOTBETCTBEHHO, IIPU CHUKEHUU AKTUBHO-



Tabauua 1

Pe3yabpTaThl 1a60pPaTOPHOTO 00CIETOBAHUSA M O3Bl 3aMeCTHUTEIbHON (hepmeHToTepanuu y gereii ¢ CIII/L

Pe3yapTaThl KOIIPOrpaMMbI

Maxu- Bospact 2T LT, HeﬁTpa?IbHBII‘/’[ mnl:)m,l:e S L Anlcv;»ﬂ?f,a mﬂ:f,;ﬂ,

€HTBI MMOJIb /]I AP s s MbBLIA¥* | MKI/T Kaja En/n En/kr/cyr
1 5 jer 1 mec 3,1 + — ++ 28 19 6000
2 3 roga 6 mec 2,91 + — + 56 6 5500
3 6 jet 7 mec 2,72 — - + 78 10 4100
4 2 roza 4 mec 2,62 + ++ ++ 28 16 6000
5 12 jer 7 mec 3,9 + — — 106 48 3300
6 8 ner 1 mec 3,4 + — + 89 18 3600
7 2 roma 8 mec 2,9 — + — 96 6 4000
8 2 roza 3 mec 3,01 + — ++ 86 11 2000
9 1 rox 2,54 + — +++ 16 4 3000
10 2 roma 4 mec 3,01 - + — 86 12 2200
11 1 rox 1 mec 1,3 + ++ +++ 18 11 3800
12 1 rox 3 mec 2,65 + ++ + 128 23 1800
13 6 Jjier 2 mec 3,4 + + + 180 28 1200
14 1 rox 6 mec 2,64 + ++ +++ 15 16 3000

*QrcyTCcTByeT, +MaJio, ++yMepeHHo, +++00JIbIII0e KOJIUUECTBO.
Tabauua 2

IToka3zarean, xapakTepusyomue 3HK0KpuHHYyI0 pyHknuio IIJK y mereit ¢ CIILJT

Damnewrst | Boapact | (. IR MMOMEE | opnn B850 mewir) | (nopoes 317 et on)
1 5 jer 1 mec 4,68 0,79 7,09
2 3 roza 6 mec 4,89 0,47 2,03
3 6 ser 7 mec 5,05 0,89 5,12
4 2 roma 4 mec 4,52 0,701 3,42
5 12 jger 7 mec 4,67 0,711 4,1
6 8 jer 1 mec 4,8 0,69 6,2
7 2 ropa 8 mec 4,1 0,44 7,4
8 2 roma 3 mec 4,82 0,56 6,8
9 1 rox 3,561 0,58 6,6
10 2 rozga 4 mec 4,85 0,56 6,3
11 1 rox 1 mec 2,17 1,17 2,03
12 1 rox 3 mec 4,7 0,82 7,24
13 6 seT 2 Mmec 4,67 0,81 3,13
14 1 rox 6 mec 4,9 0,88 4,4

CTV U KOJIMUECTBA [3-KJIETOK MOYKeT HaOJIoJaTbCca
HeraTHUBHOE BJIMAHUE HU3KOr'0 YPOBHSA WMHCYJIMHA
Ha SK30KPUHHYIO ceKkpernuio. Cpequ HAOI0OZaeMbIX
IeTeil TOJIBKO Yy OSHOTO pe0eHKa BBISIBJIEHO CHUIKe-
HUe YPOBHS WHCYJIMHA HUKe ped)ePeHTHBLIX 3HaUe-
Huii. O0palaer Ha ce6sa BHUMAaHNIE, YTO Y JAHHOTO
mamueHTa ObLiIa 0eJIKOBO-9HEPreTHUYeCKass HeqoCcTa-
TouHOCTb III crenneru. IloMmuMo CHUMKEHUA MHCYJIU-
Ha OTMEeYaJUuCh TUMOTJIHMKeMusa a0 2,17 MMOJb/J
U rumoxoJjecrepuHemMusa g0 1,3 mmous/a. Cienyer
OTMETHUTh, UTO y AaHHOTO pebeHKa muarnos CIIIIT
OBLI TOCTaBJI€H 3a 2 HeJeJH OO0 TOCIUTAIH3AI[UU
B AT'KB Ne 13 um. H.®. dunarosa. Haznauenue
BBICOKUX 7103 (DEPMEHTOB [0 MOMEHTA I'OCIIUTAIN3a-
[ HEe TPOBOJUJINCE.

C-mentupn — O€JIOK, OTIIEILIAIONINICA B IIPO-
mecce OMOCHHTE3a OT IPOUHCYJIUHA, IPEIIIeCTBEH-
HuKa nHcyauHa. Ilo KonuuecTBy C-mmentuma cygar
0 COXPAHHOCTH MHCYJINHCEKPETOPHOI CIIOCOOHOCTU
B-raeror ITHK [26]. Ilo maHHBIM JUTEPATYPHI, YPO-

Beub C-mentupa menee 0,4 umonab/a (1,2 Hr/Mmi)
aBasaercsa puckom pasButua CIl. B mccaemyemoit
HaMM TpYIIle IMalNeHTOB IOoKasaTesnb C-menTuma
B 64% ciayuaeB OblLJI CHMUIKEH II0 OTHOIIEHUIO K
HUKHEMY pe()epeHCHOMY 3HAUEHUI0, OTHAKO HU Y
oIHOTO pebeHKa JaHHLII MOKa3aTelb He CHUIKAJCS
Huke 0,4 HMOJNIL/JI. YUUTHIBasdA, UTO AJA JeTeil ¢
CIIII xapakTepHa HyTPUTUBHASA HETOCTATOUHOCTD,
TO HU3KUH MOoKas3aTeb C-IenTuaa MOXXHO PACIIeHN!-
BAaTh KAK KOMIIEHCATOPHYIO BO3MOYXHOCTH OPraHu3-
Ma B IMOAAeP:KaHUU HOPMOTJINKEMUU.

OpHaKO YUUTBIBAS, UTO YaCTOTA BCTPEUAEMOCTU
CIl, obycmoBiernoro MB, pacter mo mepe yBesuue-
HUs BodpacTa u cocraBiaeT 9% y 5—9-meruux, 26%
— y 10-20-neraux u 50% & 30 rogam [10], HeoO-
XOAUM JaJbHEHINNHA AUHAMUUYECKHUII KOHTPOJb 3a
IMOKAas3aTe/JIsIMU YIJIEBOAHOI0 OOMEHA y MAIMeHTOB C
CIIO. YuuTbiBasgd UMeOIUeca CBeIeHUA O YaCTOTe
manudecranuy M3CII 1 6bICTPBIX TEMIIaX ee pocTa
C BO3pacTOM IAI[MEeHTOB, HeOOXOAUM IaJbHEHIINit
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IUHAMUYECKUN KOHTPOJIb 3a MOKAa3aTeJsaMu yrje-
BogHoro obmeHna y mamueHToB c¢ CIIIII, a Takke
1eJiecoo0pasHa MoATOTOBKA JUATHOCTUUECKUX KPU-
TepUeB PAHHEro BBHIABJICHUS HaPYIIeHUN YIJIeBOI-
Horo oomena mpu CIIIIl, kak »TO IpeacTaBJIeHO I
M3CII [11, 24].

3akJaoueHue

Takum obpasom, Hallle HCCIeIOBaHMEe MIOKasa-
J0, uro nanueHTsl ¢ CIIII] Hy:X1a0TCAa B TIIATENb-
HOM KOHTPOJI€ KaK 9K30KPUHHOM, TaK 1 9HIOKDPUH-
ot (yurmumamu IIJK. IlaTorHOMOHUYHBIM I
MTaHHOTO CHUHIPOMA SABJISAIOTCA HU3KWE 3HAUYECHUS
amuyiadbl 1 XC B CHIBOPOTKE KPOBU, 3JIaCcTadbi-1 B
KaJjie U creaTopesi. ITU MOKa3aTeJ I B COUETAHUU C
HeNTpOoIleHnel MOryT ObITh MCIOJIL30BAaHLI B Kaue-
cTBe nuarHoctTuyeckux Kpurepuen CIIIII.

Tsaxenaa sk30KpuHHaA HemoctaTouHocTh IIGK
y mereir ¢ CIHII] coueraercsa ¢ TUIIOXOJIECTEPUHE-
Mueit, 4yro TpedyeT HA3HAYEHUS 3aMECTUTEJILHON
depMeHTOTEPAIINY B BHICOKUX J03aX.

B wmccinenyemoii HamMm TrpyIie IIaleHTOB He
OBbLJIO BBISBJIEHO KJMHUYECKH 3HAUMMBIX HapyIle-
HUM yriaeBoguoro oomena. OqHaKo, yUUTHIBAS Orpa-
HUYEHHOe KOJMYeCTBO HAOJII0JaeMbIX HAMU JAeTel,
Pa3HBIN BO3PACT MAIIMeHTOB, HEOOXOAMMO JaIbHe-
Iree fMHaMUUYeCcKoe HaOJIoeHue 3a ITOKa3aTeIaMUI
sumokpunHOUN pyurnuii II¢K. Bcem nersam mmocie 10
JIeT IJIAaHUPYeTCs IPoBeJieHne OPaJIbHOTO TUII0K030-
TOJIEPAHTHOTO TeCTa.

ROH¢JLUJ€m unmepecos: agmopvlL cmambdvu noamsep-
duau omcymcemeue KOHGYAUKMA unmepecos u QuUHAHCO-
801l noddepicKu ucciedo8aHUs, 0 KOMOPbLX Heo0xo0umo
coobwume.

JIuteparypa

1. Finkelstein SM, Wielinski CL, Elliott GR. Diabetes
mellitus associated with cystic fibrosis. J. Pediatr. 1984; 112:
373-3717.

2. Moran A, Pillay K, Becker DJ, Acerini CL. Management
of cystic fibrosis-related diabetes in children and adolescents.
Pediatric Diabetes. 2014; 15 (Suppl. 20): 65—-76.

3. Cui Y, Andersen DK. Pancreatogenic diabetes: special
considerations for management. Pancreatology. 2011; 11: 279—
294.

4. Cavallini G, Frulloni L, Pederzoli P. Long-term follow-
up of patients with chronic pancreatitis in Italy. Scand. J.
Gastroenterol. 1998; 33: 880—889.

5. Lankisch PG, Loehr-Happe A, Otto J, Creutzfeldt W.
Natural course in chronic pancreatitis. Pain, exocrine and
endocrine pancreatic insufficiency and prognosis of the disease.
Digestion. 1993; 54: 148—-155.

6. Jlonamrxuna T.H. XpouudecKuil nankpeatur. HOBbII
MeIUIUHCKUN KypHas. 1997; 2: 7-11.

7. Kopomvro I'.®P. Poib maHKpeaTHUECKON 9K30CEKPeInu
B IMUIEBAPUTEJIbHOM KOHBeliepe. BeCTHUK XUPyprudyecKoi
racrposureposorun. 2007; 3: 35—40.

8. Loser C, Mollgaard A, Folsch UR. Faecalelastase 1:
anovel, highlysensitive, and specific tube less pancreatic
function test. Gut. 1996; 39: 580—-586.

9. Christopher J. Taylor, Kathy Chen, Karoly Horvath,
David Hughes, Mark E. Lowe, Devendra Mehta, Abrahim 1.
Orabi, Jeremy Screws, Mike Thomson, Stephanie Van Biervliet,
Henkjan J.Verkade, Sohail Z. Husain, and Michael Wilschanski.
ESPGHAN and NASPGHAN Report on the Assessment of
Exocrine Pancreatic Function and Pancreatitis in Children.
JPGN. 2015; 61: 144-153.

10. Mainguy C, Bellon G, Delaup V, Ginoux T, Kassai-
Koupai B, Mazur S, Rabilloud M, Remontet L, Reix P.Sensitivity
and specificity of different methods for cystic fibrosis-related
diabetes screening: is the oral glucose tolerance test still the
standard? J. Pediatr. Endocrinol. Metab. 2017; 30 (1): 27-35.

11. Perumctp O6OJBHBIX MYKOBHUCIHAO30M B Poccuu
3a 2015 r. 73 c.http://mukoviscidoz.org/doc/registr/_
Registre_2015% 20[210x290]% 20(1).pdf

12. Terliesner N, Vogel M, Steighardt A, Gausche R, Henn
C, Hentschel J, Kapellen T, Klamt S, Gebhardt J, Kiess W,
Prenzel F. Cystic-fibrosis related-diabetes (CFRD) is preceded
by and associated with growth failure and deteriorating lung
function. J. Pediatr. Endocrinol. Metab. 2017; 30 (8): 815—-821.
doi: 10.1515/jpem-2017-0005.

13. Shwachman H, Diamond LK, Oski FA, Khaw KT.
The syndrome of pancreatic insufficiency and bone marrow
dysfunction. J. Pediatr. 1964; 65: 645—-663.

14. Goobie S, Popovic M, Morrison J, Ellis L, Ginzberg H,
Boocock GR,Ehtesham N, Bétard C, Brewer CG, Roslin NM,
Hudson TJ, Morgan K, Fujiwara TM, Durie PR, Rommens
JM. Shwachman—Diamond syndrome with exocrine pancreatic
dysfunction and bone marrow failure maps to the centromeric

region of chromosome 7. Am. J. Hum. Genet. 2001; 68 (4):
1048-1054.

15. Dror'Y, Donadieu J, Koglmeier J, Dodge J, Toiviainen-
Salo S, Makitie O,Kerr E, Zeidler C, Shimamura A, Shah N,
Cipolli M, Kuijpers T, Durie P, Rommen o, Siderius L, Liu JM.
Draft consensus guidelines for diagnosis and treatment of
Shwachman—Diamond syndrome. Ann. N.Y. Acad. Sci. 2011;
1242: 40-55.

16. Austin KM, Leary RJ, Shimamura A. The Shwachman
—Diamond SBDS protein localizes to the nucleolus. Blood. 2005;
106 (4): 1253-1258.

17. Austin KM, Gupta ML, Coats SA, Tulpule A,
Mostoslavsky G, Balazs AB, Mulligan RC, Daley G, Pellman
D, Shimamura A. Mitotic spindle destabilization and genomic
instability in Shwachman—Diamond syndrome. J. Clin. Invest.
2008; 118 (4): 1511-1518.

18. Cipolli M, D’Orazio C, Delmarco A, Marchesini C,
Miano A, Mastella G. Shwachman’s syndrome: pathomorphosis
and long-term outcome. J. Pediatr. Gastroenterol. Nutr. 1999;
29 (3): 265-272.

19. Kamoda T, Saito T, Kinugasa H, ITwasaki N, Sumazaki
R,MouriY,Izumil, Hirano T, Matsui A. A Case of Shwachman—
-Diamond Syndrome Presenting With Diabetes From Early
Infancy. Diabetes Care. 2005; 28 (6): 1508—1509.

20. Filippi L, Tronchin M, Pezzati M, Chiti G, Dani C,
Vichi GF, Rubaltelli FF. Shwachman syndrome in a preterm
newborn associated with transient diabetes mellitus. J. Pediatr.
Gastroenterol. Nutr. 2002; 34: 219-223.

21. Gana S, Sainati L, Frau MR, Monciotti C, Poli F,
Cannioto Z, Comelli M, Danesino C, Minelli A. Shwachman—
Diamond syndrome and type 1 diabetes mellitus: more than a
chance association? Exp. Clin. Endocrinol. Diabetes. 2011; 119
(10): 610-612.

22. Akdogan MF, Altay M, Denizli N, Gucun M, Tanrikulu
S, Duranay M. A rare case: Shwachman—Diamond syndrome
presenting with diabetic ketoacidosis. Endocrine. 2011; 40 (1):
146-147.

23. Koncencyc ISPAD 1o KiimHUYeCKO# TpakTuke. Paruap
Xanac, Kum C. [Jonaxsio, [»kopa:xuanua Kaunreacmur, Ilurep
.®. Cudr. Ilep. c auri. Yepuoroit T.O. Ilereprora B.A., pen.
M.: Usn. LifeScan, 2009: 233.

24. HanumoHa/bHBIN KoHCeHCYC «MyKOBUCIIHI03: OIpese-
JIeHVe, UAarHOCTUYeCKUe KPUTepuun, Tepanusi». KoopaunHaTopsr:
E.U. KouxgparseBa, H.}IO. Kamupckasa, H.MI. Kanpanos. M.,
2016: 204 c.

25. Singh J, Adeghate E. Effects of islet hormones of nerve
mediated and acetylcholine evoked secretory responses in the
isolated pancreas of normal and diabetic rats. Int. J. Mol. Med.
1998; 1: 627-634.

26. Caxapublili muaber: AUArHOCTHUKA, JEUYEHUE, IIPO-
bunaxkruka. U.M. Hemos, M.B. IllecraxkoBa, pex. M.: 000
«UsparenscTBo «Memumuuckoe nHGOPMAIMOHHOE areHTCTBO»,
2011: 808 c.



