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B ny0smkauum npencTasiieH KIMHUYECKHIA ClIyYail MyKOBHCIMI03A € NOJMOPraHHbIMM MOPAKeHUsIMH Y pebenka 9 jet. Meauko-co-
MHAJTbHAS 3HAYMMOCTh MYKOBHCIH1032 00YCJIOBJIEHA 3HAYNMbIM CHIDKEHHEM Ka4eCTBA JKIU3HH 00JIbHBIX, HEOOXO0IMMOCTDIO JLTHTE b~
HOTO JIeYeHH s, €r0 CTOUMOCTBIO, TOCTOSIHHOM JMCIIAHCEPHbIM HA0TI0JeHHeM, paHHeil MHBAIMu3alueil NalUeHTOB U OrPAHUYEHHOI
NPOIOJIKUTETbHOCTBIO MX HKU3HH.

B npencraBieHHOM KJIMHMYECKOM CJIydyae 0TMeYaeTcsl PAHHUI BO3pacT 1e0l0Ta MyKOBHCINI03a, TSKe/I0e TedeHHe ¢ opaKeHneM
OPOHX0JIErOYHO# CHCTEeMbl, KUIIEYHUKA, TMO/LKEJTYI0UHOI JKejie3bl, MeYeH! M Pa3BUTHEM BbIPAKEHHOI NMaHKpeaTHyecKoi, Oei-
KOBO-3HEPreTHYECKOi, JbIXaTeIbHON HEIOCTATOYHOCTH, 2 TaKKe aHemuu. HecMOTps Ha PaHHIO IMATHOCTHKY 3a00JI€BaHMS,
y peOeHKa pa3BUIACH MOTHOPIaHHAS HEOCTATOYHOCTD, 00YC/IOBIEHHAS] HATMYHEM COMYTCTBYIOIMX 3200/1eBaHMil, 4TO onpeseseT
HeOIaronpUsATHDIA MPOTHO3.
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The publication presents a clinical case of cystic fibrosis with multiple organ lesions in a 9-year-old child. The medical and social
significance of cystic fibrosis is due to a significant decrease in the quality of life of patients, the need for long-term treatment,
its cost, constant clinical supervision, early disability of patients, and limited life expectancy.

In the presented clinical case, an early age of cystic fibrosis onset, a severe course with damage to the bronchopulmonary system,
intestines, pancreas, liver and the development of pronounced pancreatic, protein-energy, respiratory failure, as well as anemia
is noted. Despite the early diagnosis of the disease, the child developed multiple organ failure due to the presence of concomitant
diseases, which determines the unfavorable prognosis.
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MCJII/IKO—COL[I/IEU‘[I)H&H 3HAaYUMOCTb MYKOBMCLIMI03a
00ycJIOBJIeHa BbIpa)KEHHBIM CHMXEHHUEM Kaue-
CTBa XKMU3HU OOJIbHBIX, HEOOXOAMMOCTBIO IUTEIHLHOIO
JIEYEHUsI, €T0 BBICOKOI CTOMMOCTbBIO, TTOCTOSTHHBIM JUC-
MaHCEepHBIM HaOJIOJeHUEM, paHHEW WHBaIWaMU3alIuein
MalXeHTOB U OTPAaHUYEHHOU MPOJOJIKUTEIBHOCTBIO MX
KU3HU. MYKOBHCIMIO3 IIPEICTaBIsSIET COOOl ayTOCOM-
HO-peLleCCUBHOE MOHOTEHHOE HacJeICTBEeHHOe 3a00-
JIeBaHUE, KOTOPOE TMOpaxKaeT BCe 9K30KPUHHBIE XKeJie3bl
U XKM3HEHHO BaxKHbIe OpraHbl U cucTembl. PacripocTpa-
HEHHOCTb MyKoBHMcuMI03a B Poccum coctasisier 1:9000
HOBOPOXAeHHBIX [1]. U3BecTHO, YTO pa3BUTUE MYKOBUC-
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1uao03a cBsi3aHo ¢ myrauuei reHa CFTR, KOoTopblii HaXo-
JIATCS B CepeIMHE UTMHHOTO T1jIeda XpoMOCOMbI 7 [2].

MyKoBUCLIMI03 OTIMYaeTCs paHHeW MaHudecTa-
LMel KIMHUYECKUX TMPOSIBIIEHUN U UX TTOJIMMOPGU3MOM.
Boiiensiior cinenyolime ocHOBHbIE (hopMbl 3a001€BaHUS:
KJIaCCMYECKMIT MYKOBUCLIMIIO3; CMEIIaHHasl, WU JIero4-
HO-KuIlleyHast, ¢opma 3abojeBaHUsl (MYKOBUCILIMIIO3
C TIaHKpeaTM4yeceKoll HEeI0CTaTOUYHOCThIO); JIerouHasl
¢opmMa MYKOBHCIIMIO3a C HEHapylIeHHOW (yHKIIMEH
MOIKeyI0YHOI Xesesdbl [3]. B kamHMueckoll KapTuHe
JOMUHUPYIOT CUMIITOMBI TIOpakKeHMS OPOHXOJETOUHOM
CHCTEeMbl, KOTOPbIE pPa3BMBAIOTCS OOBIYHO OYEHb pPaHO
U ONpEeIesiioT MPOrHO3 3a00JIeBaHUs, SIBIISISICH TTPUYM-
Holi cMepTH 6ojiee ueM y 90% GobHbBIX [4]. XpoHUYeCKUi
MH(DEKIIMOHHO-BOCTTAJIMTEIbHBIN TIPOLIECC B CUCTEME
OpraHoOB [IbIXaHMSI XapaKTepU3yeTcsl HeNpepbIBHO-PELIM-
JMUBUPYIOLIMM TEYEHUEM C UCXOJO0M B JAbIXaTEIbHYIO HE10-
CTaTOYHOCTD; B 3TUOJIOTUM KJIIOUEBasi POJib MPUHAIICKUT
30JIOTUCTOMY CTa(hUTOKOKKY, TeMOMDUIHLHON U CUHETHOM-
Hoii masiouke [5]. B HacTosiiee Bpemst TporHo3 3a001eBa-
HUsSI B LIEJIOM OCTaeTcsl HebOaaronpusaTHeIM [6]. JuarHos
MYKOBMCIIM032 OCHOBBIBAETCSI Ha TUMUYHON KJIMHUYE-
CKOI KapTUHE B COYETAHUU C MOJOXUTETbHBIM TTOTOBBIM
TECTOM U TeHETUYECKHUM HCCIIEIOBAHUEM.
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JleueHne OOJBHBIX MYKOBHUCIIUIO30M MHOTOKOM-
IMOHEHTHOE, TPOBOAUTCSI Ha (hoHE cOaaHCUPOBAHHOM
BBICOKOKAJIOPUIMHOM ITUEThl M BKIIIOUAET aHTUOAKTEPH-
aJbHbIe, MYKOJUTUYECKHE, OpPOHXONUTHYECKHUE, dep-
MEHTHbIC TIperaparbl, a Takxke KuHe3uorepanuio [7].
BoJbIIMHCTBO GOJBHBIX MYKOBUCIIMIO30M MMEIOT BhIpa-
SKEHHYIO BHEITHECEKPETOPHYIO HEIOCTATOYHOCTh IO -
SKEJTYIOUHOM KeJie3bl, IMO3TOMY B HACTOSIIEe BpeMs
MPUOPUTETHBIM  HAIlpaBJIcHUEM JIeYeHUs] TIpU3HaHa
3aMeCTUTEeIbHAsI Tepanusd [8].

Knunuyeckuii ciayyail. PebeHok 9 Jer nocTtymui
B DI'BY «IlpuBomkckuii ¢enepajbHblii MeIULIMH-
CKUIi HCCIeNoBaTeIbcKUi 1IeHTp» MuH3apaBa Poc-
cum 18.09.2020 . ¢ xanobamMu Ha MaJIONIPOAYKTUBHBIN
KallleJib, XXMPHBII KallleoOpa3HbIil CTyJ1 10 4 pa3 B JIeHb,
MOBBIlIEHUE TeMrepaTypbl Tesa a0 39,7—40 °C B TeueHune
MOCJEAHUX 2 HEl.

CocrostHue pebeHKa TIpU  TIOCTYIUIEHUU OLIEHEHO
Kak Tsokenoe. OTMedaroTcsl BBIPaKEHHBIC TPOSIBJICHUS
0EJIKOBO-2HEPreTUIECKOM  HEIOCTaTOYHOCTH, WHICKC
Maccel Tesma 13,23 Kr/M?% TPOSIBACHUSI XPOHUYECKOM
WHTOKCUKALIMM B BUIE OJETHOCTH KOXHBIX TTOKPOBOB,
MepruopOUTATLHBIX TeHel. Kalllenb HeyacThblil, MaJonpo-
JIYKTUBHBIN, HOCOBOE JIbIXaHUe 3aTpyaHeHO. OTMevaroTcs
3aeqbl B ymiax pra. Ha mepenHeit moBepXHOCTU TpyaHOM
KJIETKM BbIpakeHHasl BeHO3Has ceTh. Ham jerkumu mep-
KYTOPHBIiA 3BYK C KOPOOOYHBIM OTTEHKOM, XPUIIOB HET.

Anamues wcuznu. PeOGeHOK M3 acolnMajbHON CeMbH,
OT TepBOIi OEpEMEHHOCTH, TIpoTeKaBlel Ha (oHe aHe-
MMU, THGEKINY MOYEBBIBOISIINX ITyTel B 36 Hel, Kype-
HUs Ha paHHUX cpokax. Poael Ha 37—38-ii Hexene, OKoO-
JIOTIJIOAHBIE BOJABI 3eJIEHbIE, Macca Tella MPU POXKICHUU
2815 kT, pocT 48 cM. [lcuxoMoTOpHOE pa3BUTHE ITPOXO-
IIWJIO C OTCTaBaHMEM. Y OTLA MH(MWILTPATUBHEINA TyOep-
KyJie3 JIETKUX, POOTIePUPOBaH.

Anamnes 3aboneéanus. Y pedeHKa ¢ IIEpBOTO Mecsla
SKU3HA OTMeYaJicsl Kalllelb Ha (DOHe HOPMAaJIbHOM TeM-
neparypbl Teiga. B 2-mecssuHOM Bo3pacTe HaXOAWJICS
Ha JiedeHur B OO0JaCTHON AETCKOM KJIMHUYECKOW 0O0JIb-
nuue H. Hosropoma (c 05.10.11 mo 10.11.11) ¢ aumar-
HO30M: MYKOBMCIIWIO3, CMelllaHHas ¢opma, CpeaHei
CTETIEHW TSKECTU, OOOCTpPEeHUE; LIUTOMETaTOBUPYCHAST
MHOEKIMS, OCTpOe TeUeHHUe; Mayias aHOMalldsl pa3BU-
THS cepaia (OTKPBITOE OBATbHOE OKHO, JOTIOJTHUTEIbHAS
TpabeKyJa B MOJIOCTH JIEBOTO XKeJTyI0uKa).

KpoBb Ha CKpMHMHT B pomjoMe He 3abupasiachk. XJI0-
punel mota B 1 Mec — 123, 124 1 106 MMOJTB/J1, TPOBOAMIIACH
JAHK-mnarnoctuka 13.10.11 — aHanu3 Hanbosiee 4acThIX
MYTallMii B TeHe MYKOBHUCIIMIO03a, METOIOM ITOJMMepas-
Holi uernHoi peakiuu B reHe CFRT oOHapyXeHa MyTalusi
delF508 B romo3urorHoM coctostHuu. [loryyan aHtnbakTe-
pPUAJIbHYIO TEPAINuio (3pUTPOMULIMH, 1Ie(DOTAKCUM), MHTa-
JIIIIMOHHO — (IIYUMYLIMII, ITyJIbMO3UM, Oepomyai. [IpoBo-
Jvtach usnortepanust. BeimucaH ¢ yaydieHueM.

BriepBrie peGeHOK Haxomuicst Ha JeueHun B Hioke-
TOPOJICKOM MCCIIEAOBATEIbCKOM WHCTUTYTE JETCKOM
racTPOSHTEPOJIOTUY B MaJlaTe WMHTEHCUBHOW Teparuu

KJINMHUYECKUE CJ1YHAU

B Bo3pacte 4 Mec (¢ 05.12.11 no 14.12.11) ¢ nuarHo-
30M: MYKOBHUCILIMAO3, CMeElIaHHas (JIeroYHO-KUIIey-
Hasi) opMa, TsKenoe TeyeHue, 00OCTpeHHe; LIMTOME-
raJIoBUpyCHass WHQEKIUs; TermaTUT XOJeCTaTUYECKUIA,
AKTUBHBIN, C BBICOKOW OMOXMMUYECKON aKTUBHOCTHIO;
MevyeHoYHasi HeJJoCTaTOYHOCTh — (); aria3usl XXeJTYHOTo
Iy3bIpst; AMCOMO3 KUIIEUHNKA CYOKOMITEHCUPOBAHHBII;
aHeMUs JIETKOU CTEIeHU TSKeCTH, HOPMOXPOMHasl, CMe-
IIaHHOM 3TUOJIOTUU; XPOHUUYECKasi OEJIKOBO-3HEPIreTH-
yeckasi HeIoCTaTOYHOCTh 1o Tuny runorpogum 11 cre-
MeHU; Majias aHOMaJlusl pa3BUTHUSA cepiua (OTKPBITOE
OBaJIbHOE OKHO, IOTOJHUTENIbHAsI TpabeKyia B MOJIOCTH
JIEBOTO XKeJTyI0uKa).

IMoBTopHas rocriuranusanust ¢ 11.11.15 mo 26.11.15
C IMarHo30oM: MyKOBMCLIMI03, CMelllaHHas popma, cpe-
HeTskenoe TedyeHue. [eHetnueckuit nuarHos — delF508/
delF508. XpoHuyeckuii OPOHXOJIETOYHBIN IIPOILIECC BHE
000CTpeHUsI; XpOHHWYEeCKasl IaHKpeaTudyeckasi HeI0-
CTaTOYHOCTb TSKEJOW  CTeneHUu; CTa(uIOKOKKOBAsI
UHGEKIMS; XPOHUUECKUI AYOAeHUT (TTOCTOYILOAPHbIiL),
Mepyuoa 000CTPEHUS; Majlasi aHOMAJIUSI Pa3BUTHS Cepllia
(OTKpbITOE OBaJIbHOE OKHO, JIOTOJIHUTEIbHAS TpadeKya
B TIOJIOCTU JIEBOTO 3KEJydoukKa); yMepeHHasi OeIKOBO-
SHEepreTHyeckasi HeIOCTaTOYHOCTh. DBBUT  BBITIMCAH
C MOJIOXKUTETbHON TUHAMUKOM.

IMocne BBIMUCKM B KOHTPOJBHBIX MOCEBAX OTICIISI-
€MOTO CO CJIM3UCTON O0O0JIOUKHM 3€Ba OTMEYalicsl BbICEB
CUHETHOWHOI nanouyku. [1o MecTy XXuteabcTBa peOeHOK
aHTHCUHETHOIHYyI0 Tepanuio He nomydan. C 16.03.16
mo 05.04.16 Haxomuicss Ha oOCIEIOBAaHUU W JIeYCHUU
B HukeropoJackoM 06JIaCTHOM KIMHUYECKOM IPOTUBO-
TyOepKyJIe3HOM IMCIaHCepe ¢ AUaTHO30M: TYOUMH(pUIIN -
POBAaHHOCTb C HapacTaHWEM YyBCTBUTEJBHOCTHU, TyOep-
KyJsie3Hbiii KOHTakT VIA/VIB rpynribsl (y oTiia BbISIBJIEHbBI
WHOWIBTPATUBHBINA  TTOJOXUTEIBHBI ~ MUKOOAKTEPH-
aJTbHBIA TyOepKyJie3, MHOXKECTBEHHAsl JieKapCTBEHHasI
YCTOMUYMBOCTB). Y peOeHKa MpU KOMITbIOTEPHON TOMO-
rpadun (11.01.16) BoIsIBIeHBI o4aru (prudpo3a B JIETKMX.
OrMeuaeTcsi HepaBHOMEPHOE YTOJIIIEHUE CTEHOK KpPYII-
HBIX OPOHXOB (CMMIITOM <«pEJIbCOB»), YYaCTKU allbBEO-
JISPHON MHMUIBTpALUUK JIETOYHON TKaHuW. [1o maHHBIM
Tpaxeobponxockoruu 22.03.16 — xpoHWYecKuit mud-
GY3HBI pacnpocTpaHeHHbBIN Oe(OPMUPYIOIINA THOM-
HbI 6poHXUT Il cTeneHn MHTEHCUBHOCTH BOCTIAJICHUSI,
nedopManust JeBbIX OpoHXxOB 1, 2, 3, 6 (xpoHUYecKast
0OCTpYKTUBHas1 00Jie3Hb JIeTKUX). JledeHue nMpoTUuBOTY-
OepKyJIe3HBIMU TIpernaparaMy He POBOAUIIOCE.

IMocnennsisi rocnuranu3zanus Obuia B utoje 20191,
JIMarHO3: MYKOBUCIIMI03, CMelllaHHas ¢opma, TsKeloe
teueHue. [eHernueckuii nuarHo3 — delF508/delF508.
XpoHUUECKUIT THOMHBIN OPOHXUT, MEpPUOI 000CTPEeHUS,
JbIXaTeJbHas HeJaocTaTouyHOCTh I crereHn. MHTEpMUT-
TUpPYIOLIKUI BbiceB Pseudomonas aeruginosa. Kucto3Hblit
¢Gubpo3 ¢ IPyruMu MposiBJICHUSIMU.

Vxymmenune otMmedaercss ¢ ceHtsops 2020, Korma
cTajia TIOBBIIIAThCST TeMmepaTypa Teia 1o 39—40 °C, ycu-
JIVJICS Kallelib. B ledeHnu nmosryyan cymames repopaibHo,
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Cadosnukosa U.B. u coaem. KTnHudeckuii cyJaii MOJMOPTaHHOTO TOPAXEHUS TIPU MYKOBHCIINI03¢

uHransguum ¢ 6epoayaniom. OTMevanoch KpaTKOBPEMEH-
Hoe yny4diieHue. 14—15 ceHTa0pst oTMEUeHO MOBBIIICHNIE
TemmepaTtypbl Tena g0 39,7—40 °C. PeGeHok moirydaeT
kpeoH 10 Teic. (20 karcyit), ypcocaH (2 KarcyJsibl), MHra-
JISILIMOHHO A0pHa3a-ajbda 2,5 ML

B xoMrmuiekc obcienoBaHUsT BKJIIOYEHBI OOIIMIA aHa-
JIN3 KPOBM, MOYH, Kaja; YJIBTPa3ByKOBOE MCCIIeOBaHUE
OpraHoB OPpIOIIHOM TIOJIOCTU; 3JIeKTpoKapauorpadusi;
sxoKapauorpadust; KOMITbIoTepHasi TOMorpadust rpyi-
HOM KJIETKM, OKOJIOHOCOBBIX TIa3yX; OaKTepHOJOTHYE-
cKOoe wuccieaoBaHuEe OMOCyOCTpaToB; OMOXMMMYECKUIA
aHaJIu3 KPOBU; 2JIACTOMETPHUs TeYeHU; dj1acTa3a Kaua,
OMOXMMMYECKUI aHAIM3 Kaja; aMuja3a MOYU, KUCIOT-
HO-IIIEJIOYHOM GajaHC KPOBU; CITMPOMETPUST; KOHCYJIb-
TalMsl OTOJIAPUHTOJIOTa, (PU3MOTepareBTa, KUHE3UTepa-
MeBTa, TMETOJIora; UMMYHO(MEPMEHTHBIM aHaIu3 KpOBU
Ha KaHAWIbI, aCTIEPTUJUIBI, TTUKEMUIECKUT TTPOMUITH.

B cOOTBeTCTBUU C COBPEMEHHBIMM PEKOMEHIALIN-
MW B IJIaH JICUEHUS] BKJIIOYEHBI KPEOH 25 ThIC. eI,
ypcocas 750 MT Ha HOYb, MHTAJISIIINY Yyepe3 HeOyaii3ep:
nopHasza-anbda 2,5 Mr kypcoMm B 20 aHEU, TUTIEPTOHU-
yeckuii pactBop NaCl 7% (rnaHe0), aleTUIIUCTEUHO-
Bast kuciora 200 mr kype 20 nHeii. C uesblo KOppeKiuu
BUTAMUHHOM HEIOCTATOYHOCTH MAIlMEHT ITOCTOSIHHO
nojiydaetT ButamMuHbl E (MacisHbIli pacTBOp ayibtha-To-
kodepona 10%), K (MeHagumoHa HaATpusi OUCYIbGOUT),
A (3,44% wmacnsgHBIE pacTBOp peTWHOJA alleTaTa),
D (xonekanbuucdepon) BHyTpb. C 1elbl0 KOPPEKLIUU
HYTPUTHMBHOTO CcTaTyca Ha (hoHe XPOHUYECKOTro OpOH-
XOJIETOYHOTO TMpoliecca Ha3HAUYeHO JOMOJHUTEIbHOE
nutaHue — HyTpukomI 200 MJI/CyT exXeaHEeBHO Ha BeCh
MepUOJ CTAIIMOHAPHOTO JICYCHUS.

B cBs3u ¢ obocTpeHMEM XPOHUYECKOTO OPOHXOJIe-
TOYHOTO IpOoliecca U TOBTOPHBIM BICEBOM CUHETHOMHOM
MMaJIOYKY B JIEYeHUE BKIIIOYEH MHTASILIMOHHO TOOpaMu-
uuH 1o 300 mr 2 pasa B JaeHb, Kypc 28 maHeil, BHyTpU-
BEHHO KaIleJJbHO Ha3HayeHa aHTMCUHETHOMHAs Teparust
COTJIaCHO BBISIBJIEHHOM YyBCTBUTEJbHOCTA CUHETHOMHOM
MMaJIOYKY K aHTUOMOTUKAM Y B COOTBETCTBMU C KIIMHUYE-
CKUMM peKoMeHaauussMu. C 1eblo KOPPEKIIMU COCTO-
STHUST MUKPOMIIOPBI KMIIIEYHWKA B TUIAH JICYSHUS BKITIO-
YyeH OubumymMoaKTepuH.

B OwmoxuMmyeckom aHaim3e KpOBU OOHApy:KEHO
M3MEHEHWE YPOBHS JIUTIOMPOTEMHOB: BBICOKOW ITJIOTHO-
ctu — 0,84 mMonb/n (Hopma ot 0,98 MMoOJIb/JT), HU3KOM
mioTHocT — 1,49 MMonb/n1 (HopMma ot 1,63 MMOb/1),
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yBeJIMueHue KoHIeHTpaun C-peakTuBHOrO Oeilka —
20 mr/n (Hopma 0—6 mr/m). Ilo maHHBIM YJIBTPa3BYKO-
BOTO MCCJIeIOBaHMS OpIOLIHONM TTojIocT OT 21.09 BEHIAB-
JieHbl UG @y3HbIe M3MEHEHUS TIeUeHM, YBEJIMUYCHHBIC
JuMdaTryecKre y3ibl B BOpPOTax IedeHu, Aucbdy3HbIe
M3MEHEHUSI TTOKETYIOUHOM KeJie3bl, TPU3HAKKA JTUCMe-
TaboMYeckoll HedpoIlaTuM, IOMOJHUTEIbLHAS ITOJIbKa
ceneseHku. Ilpm sxokapamorpapuu ot 21.09 oGHapy-
JKEHBI JTOTIOJTHUTENIbHBIC TPaOeKyIIbl JIEBOTO XKeIyaouKa,
dusnoornueckass peryprutanys Ha KjiarnaHe JISTOYHOM
apTepuu, TpUKyCIUIAJIbHOM KiamaHe. 1o pesyiabraTam
MYJIBTUCTTPATIBHOM KOMITBIOTEpPHOM TOoMorpaduu Jier-
kux ot 21.09 momydeHo 3axkmouyeHue: KT-kaptuHa xpo-
HUYECKOTO OpPOHXOJIETOYHOTO TIpoliecca 06e3 OuYaroBbIX
¥ MH(OWIBTPATUBHBIX U3MEHEHUI B Jierkux. [1pu MyIbTH-
CMUPAJIbHON KOMITBIOTEpHON TOMOrpachuu OKOJIOHOCO-
BbIX T1a3yx oT 21.09 oOHapyKeH IMOJIUITO3HbIN MTAaHCUHYCHT.

3aknovyeHue

Takum oOpazom, B TIPeACTaBICHHOM KIMHUYECKOM
HaOJIIOICHNHM CJIEIYeT OTMETUTh paHHUI BO3pacT je0ioTa
MYKOBHUCIIMI032, TSKeJIoe TeYeHUeE C MopakeHueM OpoH-
XOJIETOYHOM CHUCTEMBbI, KHWIIEUYHUKA, TTOKEITyI0YHOM
JKeJie3bl, TIEYEHU U Pa3BUTUEM BbIpaXKEHHOM MaHKpeaTu -
YecKoii, 0eJIKOBO-3HEPreTUIECKOM, AbIXaTeJIbHOW Hello-
CTaTOYHOCTH, a TAKKe aHEMMU. 3a0osieBaHuE TTPOTEKaIo
Ha (oHe COIyTCTBYIOIIMX aHOMaJIWN pa3BUTHUS Cepilia
U KEJTYHOro ITy3bIpsi. JInarHo3 ObL1 YyCTAaHOBJIEH paHO
(B 2-MecslYHOM BO3pacTe) M TOATBEPXKACH pe3yJbra-
TaMu TMOTOBOI MPOOBI M TEHETUYECKOTO MCCIIe0BaHUsI.
PeGeHok HEOMHOKpPAaTHO TOCHUTAIM3UPOBAJICS, OIHAKO
MOJIOXKUTEBHBIN 3¢ @GEKT JIedeHUsT ObLI HECTONKNM,
COXpaHsijlach CHUMITOMAaTHMKa 3a0oJieBaHUSI, OTMeyva-
JINCh PELUANBBI OPOHXOJIETOUYHON MH(MEKIIUU C BHICEBOM
CUHETHOWHOM Majoyku. Y JaHHOTO MalMeHTa B JoMalll-
HUX YCJIOBUSIX JIEUEHWE 3aTpyAHEHO, TaK KaK peOeHOK
MPOXMBAET B acollMajbHOU ceMbe. TeueHue 3aboJieBa-
HUS OBLJIO OCJIOXHEHO TakXKe HajJuyuheM COIMYTCTBYIO-
el TaTojJoruu — WHQGWIBTPATUBHOTO TyOepKyJe3a
JIETKUX, HapylIeHMEM YIJIEBOAHOIO OOMEHa C Yrpo3oii
pa3BUTUSI caxapHOro nuabera, MPUCOEAMHEHWEM Mopa-
XKeHMs modek. TakmM oOGpa3oM, HECMOTpPSI Ha paHHIOIO
MMATHOCTUKY 3a00JieBaHMSI, Y peOeHKa pa3BUIach MOJIM-
OopraHHasi HeIOCTaTOYHOCTb, CBSI3aHHasi C HaJIUYueM
COMYTCTBYIOIIMX 3a00JieBaHMii, YTO OOYCJIOBIMBACT
HeOJIaronpusITHBIN MPOrHO3 3a00J1eBaHUS.
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