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1 XapbKOBCKMIM HALUMOHAABHbIN MEANLIMHCKMIA
YHUBEPCUTET

2KYO3 «ObaacTHag AeTCKas KAMHMYeCKas
60AbHMLA», XapbKOB

B craTbe mpeacTaBIeHsl 0COOEHHOCTI MOPAKEHIST TO/UKEITY TOUHOM sKere3bl Ha (hoHe MYKOBHUCIII03a, IPHBOAIIIE K HopMuU-
POBAHHMIO CaXapHOro JuabeTa, YTo sIBISIETCS HeOIArOMPHUsATHBIM MPU3HAKOM T€YEHUsT OCHOBHOTO 3ab0eBanust. [IpoBeien anams
JINTEPATyPHBIX AAQHHBIX C ONUCAHWEM CHeNN(MUKN TeUyeHWS W KJINHHYECKUX IMPOSBJICHUI MYKOBHCIIHIO3-aCCOIMIPOBAHHOTO

caxapHoro guabera y jereil.

[Tpoanamsuposana ncropust Gosesun pebGerka 15 Jet, y KOToporo MyKOBUCIIH/I03 ObLT BBISIBJIEH B S-JleTHEM Bo3pacte. B jaib-
HeHIIeM PUCOSNHUIINCH KIMHUYECKUE TIPOSIBJICHHsT caXapHOro auabera.

V peberika nMesia MecTo parHsist MaHu(ecTalus caxapHoro guabera Ha (pore MyKoBUCInA03a. 115t paHHel IMarHoOCTUKKA MyKO-
BUCIIHI03-ACCOIUMPOBAHHOTO CAXapHOTO Ainabera CJe/yeT PEryJisipHO TIPOBEPSITh IIINKEMUYECKHUH CTaTyC Y BCEX jieTeil, GOMbHbIX

MYKOBUCIIU/IO30M, C MOMEHTA YCTAHOBJIEHUA INATrHO3A.

Kiouessbie ciioBa: MYKOBUCIIU/103, MyKOBI/ICL[I/IZ[OS-aCCOHI/II/IpOBaHHbIﬁ CaXaprIﬁ I[I/Ia6CT, HOZ[pOCTKOBI;Iﬁ BO3pacT.

Myxosucuuaos (MB) (Cystic Fibrosis) — ayrocom-
HO-pelieccuBHOe 3abosieBaHue, 00yCJIOBJIEHHOE MyTa-
el reHa MyKOBMCIMIO3HOIO TPaHCMEMOPaHHOTO
PeryJisiTopa, XapakTepHU3yIOIeecs: TOPAKEHUEM K30K-
PUHHBIX JKeJie3 KU3HEHHO BAKHBIX OPraHOB M CHUCTEM
[1, 4]. Hactora MB B Mupe B cpemHeMm cocTaBJisieT
1:2500—3000 HOBOpOKIEHHBIX, B YKpanHe — 1:2300
HOBOPOsKIeHHbIX. KinHmueckue mposiBieHust 3abosie-
BaHWS Pa3BUBAIOTCS TOJBKO Y TOMO3UTOT IO aHOMaJIb-
HOMY TeHy MYKOBHUCI[IJIO3HOI'O TPaHCMEMOPaHHOIO pe-
ryasatopa (MBTP), y ero Hocuresneii 0ObIYHO He
BBISIBJISIIOT HUKAKUX CHMIITOMOB 3a0osieBaHust. [eH
MBTP wuzomuposan B 1989 r. On comep:xut 27 sK30-
HOB, oxBarbiBaeT 250 000 map HYKJIEOTUIOB U PacIioJio-
JKEH B cepe/iMHe JUIMHHOTO Tieya 7-1f xpomocombl. Ha
CErofHANIHUIT JeHb Bbigesnero Oosee 1000 myrarmit
reHa, OTBETCTBEHHBIX 3a pasBuTHe cuMIToMoB MB.
N3-3a 610Kl XJIOPHIHBIX KAHAIOB HE MPOUCXOIAUT
peabcopOIy HOHOB XJIOpa U HATPHs B ITOTOBBIBOIS-
MUX TMPOTOKAX, YTO MPUBOAUT K 3HAUYUTENbHOMY
MOBBINIEHUIO KOHIIEHTPAIUN 9TUX MOHOB B 1 MJI TIOTa.
ITOT (heHOMEH MCIOJB3YIOT TIPU narHoctuke MB.

[Topakenue NOJKETYIOUHON JKeJle3bl, BBI3BAHHOE
3aKyTIOPUBAHUEM €€ MMPOTOKOB T'YCTBIM, BSIBKUM CeK-
PETOM, TIPUBOAUT K 00PA30BAHMIO KUCT U B JaJIbHEl-
eM — K KHCTO3HO-(PUOPO3ZHOMY IIEpepOKIEHUIO Ha-
PEHXUMBI TIOJKEJIYIOUHOM sKesie3bl. B pesysbrare
Pa3BUBAETCs BHEITHECEKPETOPHAsT HEOCTATOYHOCTD
MOJIKENTYIOUHOM JKeJie3bl € SIBJIEHUSIMH CTEaTOPEH,
MaJ1babCOPOIY ¢ COIYTCTBYIOIIEH HEOCTATOUHOCTHIO
skupopactBopuMbix ButamMutoB A, D, E, K, orcraBa-
Hue B GU3NYECKOM pasBUTUH. B Gosiee crapiieM Bo3-
pacre u3-3a (GUOGPOZHOTO MEPEPOKAECHUS CTPOMBI
MOJIKENTYIOUHOM sKeJsie3bl U TIPU TIOPAsKEHUN OCTPOB-
koB JlaHrepraHnca pa3BUBaeTCsl SHIOKPUHHAS HEJIO-
CTAaTOYHOCTD IMOJKEJTYIOUHOM KeJe3bl, TPUBOJISIIAST
Kk opmuposanuio caxapuoro auabera (CJ]). Cumi-
TOMBI TUTIEPTIUKEMUN U HAPYIIEHWS] TOJEPAHTHOCTH
K TJoKo3e y 0oibHBIX MB BIepBBIE ONUCAHBI
D. Andersen B 1938T. B 1955r. H. Schwachmann
3acdukcuposas nepsblie caydan C/I, accommupoBan-
Horo ¢ MB (MBC/), y nereii B Bo3pacte 13 u 14 et
[2]. Ha cerognsiianit nens C/I mpu MB cran Berpe-
4yaTbCsl BCE yallle, MOCKOJbKY YCIEXU B JIEUEHUH

CrarTs HaajiiwAa Ao peaakuii 21 aotoro 2018 p.
CeHatopoBa laHHa CepriiHa, A. MeA. H., npod. Kaeapu neaiatpii N2 1 Ta HeoHaToAoOriT
61022, M. XapkiB, npocn. AeHiHa, 4
E-mail: ganna.senatorova@gmail.com 61



YKPATHCbKUI XKYPHAA AUTAYOT EHAOKPHUHOAOTIT

I.C. CeHaropoBa Ta criasr.

Ne 12018

MB y neret yBemuniv MpoI0JKUTETHbHOCTD KU3HI
6osbHbIX. MBC/I Habmonaercst y 30 % takux 60Jib-
HbIX crapire 25 setr. Kpome roro, y marmentos ¢ MB
10 COBPEMEHHBIM CTAHJAPTaM €3KErO/IHO MCCIAENYIOT
COCTOSTHIE YIJIEBOAHOIO 0OOMEHA, YTO TAKIKE YJIydIIIN-
s0 soisgiagemocts CJI cpeau takmx GosbHbIX. I1o
JTAHHBIM MOHUTOPHHTA MEJIMIIMHCKOTO 1eHTpa Cpen-
Hero 3anaza (CIHIA), HopMmasbHas TOJEPAHTHOCTH K
rJIIoKo3e cpeu 60bHBIX M B ycTaHoBieHa TOJIBKO y
50 % meteit 'y 25 % B3pociabix, a CJI maitnen y 9 %
nereit, 26 % 1oapocTkoB 1 35 % GOJIBHBIX B BO3pacTe
20—29 ner [3]. C/I mpu MB acconmupyercs ¢ yxy-
nieHreM (QYHKIIUU JIETKUX, TJIOXUM CTaTyCOM ITHATA-
HUSI ¥ CHIDKEHUEM YPOBHST BBIKMBAEMOCTH 110 CPaBHE-
Huio ¢ naiuentamu ¢ MB 6e3 CJI. B perpociexkTus-
HOM aHammse 448 maruenToB ¢ M B, koTopbIx auna-
Mudecky Habmoganu Ha npotsukeHun 10 jer, orme-
yena 25 % BbukuBaemocts ipu MBC/I B 30 sret 1o
cpasuenuio ¢ 60 % y mozeit 6e3 CJI, o6ycroBieHHO-
ro MB. HemaBHo ObliM OTMEYEHbI BbIPAKEHHDBIE
MoJIOBbIe pas3ianuus B BekuBaeMoctu nmpu MBC/I ¢
MeJIMaHO BbIKMBaeMocTH B 47 u 49 JeT mid MyK-
CKOTO TI0JIa 110 CPaBHEHUIO TOJIbKO ¢ 31 TomoM st
JKEHCKOTO 1oJia. TemM He MeHee 9TU T0JIOBbIE Pa3Jiu-
Yusi He OTMEYAJNCh TIPU HEJaBHEM WCCJIE0BAHUM
17-n1eTHelt MpoceKTUBHON KoropThl n3 237 dpaH-
Iy3cKux jieteir ¢ MB.

MBC/I npusnan BO3 kak oTzmesbHAs HO30JIOTHSI.
B stnosoruueckoit kmaccudurarmun CJ[ (ISPAD,
2009) C/I npu MB oTHOCHUTCS K TpeTbhel TpyIiIe:
«III. [lpyrue cneruduyeckne TUIbI caXapHOTO /[Ua-
6era. C. BoJiesHr 9K30KPUHHOI 4acTH MOKETy0Y-
Hoii :xene3bl». MBC/l nmeet ueptor kak C/I 1 Tuma,
tak u CJI 2 Tuma, HO OTJIMYAETCST OT HUX, YTO 00yC-
JIOBJINBAET YHUKAJIBHBIA TOAXOJ K JUArHOCTHKE W
JiedeHuro 3a60JIeBaHu.

B ocnose pazsutus MBC/] sexut napyineHue
CTPYKTYPbI OCTPOBKOB JlaHrepraHca moJiKeny104Hoi
JKeJIe3bl, BOSHUKalolee 3a cuer ¢pubposa 1 sKUPOBOro
nepeposkIenust kejesbl. llpexamosaraercs, uTto B
natoreneze MBC/] urpaer posib 1 MHCYJIMHOpE3UC-
TEHTHOCTb. PE3NCTEHTHOCTDh K MHCYJUHY CHUKAETCS
B pe3yJibTaTe XPOHUYECKOH WHMEKIIUHU, BBICOKOTO
YPOBHSI KOPTHU30JIa, BBIJEJISEMOTO TIPU XPOHUUYECKOI
MH(DEKIUN KaK CTPECCOBOI CUTYyaIlUH, a TaKkKe BCJIel-
CTBUE YACTOTO TMPUMEHEHUS KOPTUKOCTEPOUIOB.
MBC/I uamie Bo3Hukaer y marueHToB rnpu MB ¢
TskeabiMu My Tartusimu ([—I11 kracesr) u y i sxen-
ckoro nosia. [To manaeim EBpometickoro peructpa, y
20 % manwmenToB ¢ myrammamu [—II1 xmaccos pas-
Busicst MBC/I u tonbko y 1,5 % — ¢ myTamusimu IV u
V knaccos [3].

MBC/I pasBuBaeTcst MOCTETIEHHO, U Y TAIUEHTOB
roJlaMu MOJKeT He ObITh KJIMHMYECKOU CUMIITOMATH-
KU, 4TO 3aTpyAHsier paHHoio auarHoctuky C/I.
Ha nammune MBC/I moryT ykaseIBaTh cieyroline
CUMITOMBIL: TTOJIMYPUS WU TIOJTUAUIICUST; HEBO3MOK-
HOCTb YBEJTUYEHUST WU MTOJIEPKAHIS OIPeIeIeHHOM
MacChl TeJla, HECMOTPSI Ha yBeJTWUYEHHE TTUTAHUS;
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HapyleHe pocra; 3ajiepkka mybeprara; HeOObsIC-
HUMOE yXyjlleHue JjerouHoir ¢yHkuuu. Jlabopa-
TopHbiMU ocoberHOCTIMU MBC/I siBiisitoTest: oTeyT-
CTBUE KETOAINI03a, CHIKeHHe Oenka, OTCYTCTBUE
TUTIEPIUTTHIEMIH, CHIKEHITE KOJIIMYeCTBA TPOMOOIIH-
TOB 1 (PaKTOPOB CBepTHIBaHU:. [IpogorKuTebHOCTD
sku3an manueHToB ¢ MBC/I HmKe 1Mo cpaBHEHUIO C
narmenTamu ¢ MB Ge3 mauabera: MeanaHa BBIKH-
BaemocTu y narmentoB ¢ MBCJl — 24 rona no cpas-
Henuio ¢ 32 rogamu y nanueHToB ¢ MB 6Ges auabera.
3a 2—4 roma no MaHudecTauu auabera yXyiia-
I0TCS TIOKasaTeJu HYTPUTHUBHOTO CTaTryca ¥ JIbIXa-
TenabHOU DyHKIMKU. MUKpOaHTHOTIATHYECKHE OCJIOXK-
Henwst peaxu 10 10 mer pmurenprocTn 3a60I€BaHNM,
MaKpOAHTHOMATHYECKIe OCJIOKHEHNS /10 HACTOSIIIIETO
BPEMEHU He OTHCaHbl [3].

Kananueckoe HaGJIIO/]eHI/Ie

lleBouka B., 15 jer, Haxoammach 1moj HabJIo-
JeHUuEeM B KJIMHHUKE C 5-JI€THErO BO3pacTa ¢ JAMartHo-
3oM «MykoBuciuaos (rerorurr: delF508), serouno-
KuineyHasi hopMma, TSDKEJIoe TeYeHUe; XPOHUUECKU
1A dysHbIE OPOHXUT; PacIPOCTPaHeHHbIe GPOHXO-
9KTa3bl; BTOPUYHAS JIETOYHAS TUTIEPTEH3USI, JIETOUHOE
cep/ilie; cepleTHO-JIerouHasi HeJJoCTaTOYHOCTh 11 cre-
[eHU; caxapHblii guabert, Tskesast popMa; XpOHUYeC-
Kasl TTaHKpeaTuvecKasi Hel0CTaTOYHOCTD, TSKesast
CTeTleHb; IUPPO3 TeYeHH, MAKPOHOILYJISIPHAsT (hOpMa,;
MopTajbHas TUIEPTEH3Us; TUIIEPCIIJIEHU3M; OTCTaBa-
Hue B (GU3UIECKOM PA3BUTHU.

M3 anaMHe3a jKU3HU ¥ OOJIE3HM H3BECTHO, 4TO
peOEHOK POJKAEH OT BTOPOI OepeMEeHHOCTH, IIPOTe-
KaBIeil Ha GpoHe yrpossl npepeiBaHus. [lepsas Gepe-
MEHHOCTb OblLja [IPepBaHa MCKYCCTBEHHBIM aboOpPTOM
10 JKeJTaHuTo MaTepu. Posbpl mepBbie B cpoke 33 Hele-
Ju rectaiu. Macca Testa peGeHKa IpU POKACHUN
2400 r. K rpyiz mpusioskeHa Ha TPeThbU CyTKU, OTHAKO
OT TPYIW OTKa3biBajach. KopMuiach CleXeHHBIM
MOJIOKOM JIO JIBYX MecsiieB. M3 poauibHOTO J0Ma
Boincana Ha 21 cytkm. Marp — 36 Jert, 3moposa.
Orerr — 36 Jser, cTpajaer A3BEHHOI OOJE3HDIO JBe-
HAJIIATUTIEPCTHOM KUIIIKH.

PeGeHok cumraercss OOJBHBIM C POKAEHMs, KOr/Ia
HOSABUJICS OOWJIBHBIA KUPHBIA 3JI0BOHHBIA MHOTO-
KpaTHbIN Ty B Bo3pacre 3 Hezesnb IMarHOCTHPOBA-
Ha 3aTsDKHAsl ITHEBMOHUS, TIOCJIE KOTOPO OTMedasn
TTOCTOSTHHBIN HaBA3YMBBIN CyXOH Kallleh.

B Bo3pacte 8 mecsreB ycraHoBieH anarHos MB.
DepmMeHTaTUBHAS TEPATTHS TTAHKPEATHHOM OKa3aJ1ach
Hea(PeKTUBHON: OTMEYaIn YacTbie GPOHXOJIErOYHbIe
obocTpenust, peGeHOK OTcTaBaj B (DU3UYECKOM U
ncuxoMotopHoM paszsutuu. C 3 JjieT nepeBe/ieHa Ha
«Kpeon», mosyyasa cuMITOMaTU4ecKoe JieUeHMUe,
aHTuGakTepuanbHyto teparuio. CocTosHie pedeHKa
MEPUOUYECKH  YIIyUIIaJ0Ch, OIHAKO OTMEYaiach
cToiikas renatoMerayus, muddysHbie U3BMEHEHUS CO
CTOPOHBI TIeYeHH, MOBBIIIIEHNE TpaHcaMuHa3. B 8 jer
JIMAaTHOCTUPOBAH ITUPPO3 [T€UEeHU, TOPTATbHAS IUITep-
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TeH3us. B 3T0 jKe BpeMsl MOSIBUJIMCD TTOJTY PUST, TIOJIU -
JIUIICHsI, HEMOTUBHUPOBAHHOE CHUKEHHE MacChl Teja
Ha ¢oHe MOBBINIEHHOTO ammeTuTa. JuarnoctTupoBan
C/l. Haznauena nHCcyJIMHOTEpAIns B BUJjie MHCYJINHA
acrapra, 71032 KOTOPOro Kojiebaaach B 3aBUCUMOCTH
oT ypoBHs Toko3bl KpoBu oT 10 1o 12 Ex B cyTky;
nHcynuHa geremupa — ot 6 mo 10 Ex B cytkm.
Teyenne CJl xapakTepr30oBajoch OTCYTCTBUEM KETO-
aly/03a, IMPU3HAKOB MUKPO- U MaKPOAHTHOIATHI,
Pe3KuX KoJeOaHUil YPOBHS TIITOKO3bI KpoBH. OmHAKO
obpamiaio Ha cebs BHUMaHUe yJaiieHue 000CTPEHMs
XpoHudeckoro Oponxura nocjie nossienus CJI.
DBponxoskTaTnyeckre M3MeHEHUsI B JIEFKUX [IPOrPec-
cupoBasn. Hapacrasia jierouno-cepjiedtnast HejocTa-
TOYHOCTb.

[Ipu mocieareM TOCTYIJIEHUU B ITyJIBMOHOJIOTH-
yeckuii ieHTp O/IKD cocTostHue meBoYKu TSKeTOe,
GECIIOKOUT HABSI3YMBBIII MAJIONPOLYKTHBHbIN Kallle/b,
OJIbINIIKA. 3HAYMTEIbHOE OTCTaBaHue (HU3MYECKOTO
pa3BuUTH HIUXKe 3-TO IeHTuIst (Macca tena — 37 KT,
poct — 110 cm). OTcraer B MOJOBOM Pa3BUTUH
(Axy,Py,Mays,My). Hacrtora apIxaTesbHbBIX IBUXKE-
Huit — 28—30 3a 1 MuH, YacToTa CepJeIHBIX COKpa-
mennit — 122—124 3a 1 MmuH. ApTepmnaibHoe 1aBJe-
nue (AJl) — 100/60 mMm pt. ct. Caryparus KpoBu
kucsopogoM — 96 %. KoskHble MOKpOBbI OJieHbBIE,
3JIEMEHTHI TeMOPPArudecKoil ChIIMKM Ha HUKHUX
KOHeuyHOCTSX. [loAKOKHO-KUPOBOW CJION Pa3BUT
HEJI0CTATOYHO, paciipe/ieen pasaomepro. Obpamaior
BHMMaHMeE IMPU3HAKN XPOHUYECKON TMITOKCHUU: TIAJIbI[bI
B Bujie «6apabaHHbIX MAJ0YEK», HOITU — <YACOBBIX
crexos». Cimsucrast 3eBa po3oBast. HocoBoe JipixaHue
cBobGomHoe. IpyaHas KieTka aM(pU3EMaTO3HO B3/YTa,
[EPKYTOPHO — JIETOUHBIN 3BYK ¢ KOPOGOYHBIM OTTEH-
KOM. AYCKYJIBTaTUBHO — JIbIXaHK€e PAaBHOMEPHO 0CJIal-
JIEHHOe ¢ 00eruxX CTOPOH, BBICJAYIIMBAIOTCS CyXKe
paccestHHbIe ¥ MEJTKO-, CPE/THEITY3bIPUaThie XPUIThI Ha
BCEM IIPOTSKEHUM JIeTKUX. [PaHuUI[bl OTHOCUTETHHOM
cep/ledHol TynocTtu: mpaBag — Ha 2,0 cM KHapyKu
[IPaBOil OKOJIOCTEPHAJbHON JIMHUU, BEPXHSAS —
IT pe6po, nesasg — Ha 2,0 cM KHapysK¥ OT JIEBOII cpej-
HEKJIOYNYHON JinHuM. TOHBI cepilia PUTMHUYHBIE,
npurayienbl. JKUBoT yBesudeH B pazMepax (OKpyxK-
HOoCcTh — 83 cM), iedeHb BbicTymaeT 70 8,0 cM HIKe
Kpast moapebepbs, cemeseHka — 1o 15 cem. Crya
odopmiter. Cumrnrom IlacTepHaAllKOTO OTpHUIIATENTH-
HBII ¢ 00enx cTopoH. MouenciryckaHusi cBOOOAHbIE,
6es6osiesHeHHbIe, [Iuypes 10CTaTOYHbIH.

Jannwvie donosnumenvivlx uccie006anuil

Kiaunuyeckuil ananms KpOBH: TeMOIJOOMH —
128 v/, aputporutsl — 4,3 x 10'2/51, peTuKyIOIUTH —
14 %o, TpomboruTel — 39 x 10°/11, seitkouuTel —
4,5x10°/11, s03unopuns — 1 %, Gazodpuasr — 1 %,
MaJI0YKOsiziepHble — 3 %, CerMeHTOsiziepHbIe — 76 %, TiM-
dorurer — 16 %, MonormTel — 3 %, COd — 3 MMm/4ac,
BpeMsI CBEPTBIBAHMUS KPOBH YJIMHEHO /10 6 MuH 15 c.

Kiaunuueckuil ananus Moun 6e3 0COOEHHOCTEN.
Mukpoanpdymut mMoun — 20,17 Mxr/mia (HopMa —
20 MKT/MJT).

N°1 2018

Bakrepuosiornueckuii 1oceB MOKPOTHI: BbIJIEJI€HBI
Pseudomasaeruginosa (5 x 10%/mur), Staphylococcus
haemolyticus (exuHuyHble KOJOHWUK), TPUOBI poja
Candida (5 x 10%/mu).

Konporpamma: MbillieyHbie BOJIOKHA TIepeBapeH-
HbIe — HEMHOTO, HEHTPAJIbHBII KUP — MeCTaMu, Iie-
peBapuBaeMast KJIeT4aTka — MHOTO.

PesynbraThl IIJIOKapPIIMHOBON TIPOGKL: 65 MIKB/ 11,
70 MaKB/J1, 75 MAKB /1.

VY pebeHKa BbIsIBII€Ha MyTallisi FeHa MYKOBHCIU-
JIO3HOIO TPaHCMEMOPAaHHOTO peryJsitopa — JeJibTa
F508, xapaktepusyiomierocst TsoKeJIbIME (DEHOTHIIH-
YECKUMU TTIPOSIBIEHUSIMH.

BuoxumMuyeckoe uccieloBanre KPOBU: aKTUBHOCTb
anannnamuHoTtpancdepassl (AJIT) — 0,11 mmomb/4 - o1
(mopma — 0,06 MMOJIB/4 - JT), aKTUBHOCTH acnapTar-
amuaoTtpancdepass (ACT) — 0,11 mmoms /4 - 11 (HOp-
Ma — 0,06 MMoOJIB/4 - 1), TIOKa3aTedb COAEP KAHUS
B-numnonporenioB — 30 e1. ONTUYECKON IJIOTHOCTH
(nopma — 35—55 ej1.); cojepskaHne XoJiecTeputHa —
2,7 mmoas/n (nopma — 3,15—5,17 Mmmoiib/71); ax-
TUBHOCTB IieiouHoi gpocdaTazsr — 6800 HMOIB,/C - T
(Hopma — 1200—6300 HMOJIb/C - JT); copepsKkaHe Oeska
kpoBu — 61,2 v/ (HOpMa — 65—85 r/i1), KpeaTHHUH
kpoBu — 61,5 MMosb /01 (HOpMa — 44—88 MMOITb/ 1),
MoOuYeBWHA KpoBU — 4,2 MMmoJib/cyT (Hopma — 1,7—

8,3 MMOJTB/CYT).
Conep:xanue T10K03bI KpoBu — 3,0—14 MMOJIB /11,
[JIMKO3MINPOBaHHbIil remoriobun — 10,4 % (Hop-

Ma — 6,0—8,3 %).

VibTpasByKoBoe HccaeoBaHie OPIOIIHON 1moJoc-
TH: [leYeHb yBesindeHa Ha 6,0 cM Huske Kpast pebepHoi
JyTH, Kpail 3aKpyryeH, KOHTYPbl OyrpucTbhie, CTPYK-
Typa HEOTHOPO/IHA 32 cUYeT (POPMUPOBAHUS MHOKECT-
BEHHBIX Y3JIOB TIOBBIIIEHHOW 3XOTE€HHOCTH, BOPOT-
Hasl BeHa pacuiupena 1o 13,5 MM, mepumopraabHbIi
(bubpos, nedyeHouyHbIe BeHbl — 6 MM, PUCYHOK 00enX
BEHOBHBIX CHUCTEM DPE3KO o0elHeH, aedOpMUPOBaH;
MOJIKEJTYIOUHAS JKeJie3a YTOJIIEHA, TOJI0OBKA — 27 MM,
Tesio — 19 MM, XBOCT — METEOPHU3M, KOHTYPbI YETKHE,
9XOTeHHOCTh MOBBIIIEHA, CTPYKTYpPa OJIHOPO/HAS,
ceJie3eHOYHAsi BEHA HAa YPOBHE TOJIOBKU pacliipeHa
no 11 MM, JIOIUPYIOTCST aHACTOMOBbI; CeJie3eHKa —
198 x 82 MM, yBesnuena (Ha 15 cM HuzKe Kpast pebep-
HOW JIyru), OJTHOPOJIHAS, CeJie3eHOUHAsT BeHa Paciiu-
pera 10 15 mm.

DJIEKTPOKAP/IMOTPaMMa; CUHYCOBasT TaxXUKap/us,
PENOJIAPU3AIMOHHbBIE HAPYIIEHUST JAUCMeTaboIndec-
KOTO XapaKkTepa 3a CueT OCHOBHOTO 3a00JIeBaHMsL.

Jlommiepoaxokapauorpadusi: BTOpUYHAS JIeTo4-
Hasl TUTIePTEH3NUs.

[lommreporpadust aprepuii HUZKHUX KOHETHOCTET:
AQHTUOTIATHY HE BbISIBJIEHBIL.

Pentrenorpacdusi opranoB TpyJAHOH KJIETKU:
JIErOYHBIE TIOJISI TOBBIIIEHBI B Mpo3padnocTu. Jle-
TOYHBIN PUCYHOK TSIKUCT, 1e(hOPMUPOBAH 32 CUET
dubposza. CrnpaBa HHUKHEMEAMAJbHO — Y4acTOK
HEroMOreHHOTO 3aTeMHeHus. KopeHb mpaBoro Jier-
KOTO pacliupeH, [OBOJbHO CTPYKTYPEH, JIEBOIO —
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Gouiblire 3a TeHblo cpegocTennst. CUHYChI CBOOOIHBIL.
Cepaile — B npejiesiax HOPMbI, KOHTYPbl HEUETKHE.
Ha ¢one xponmueckoro sabosieBanus OPOHXOJIE-
TOYHOU CUCTEMBI IPU3HAKH MPABOCTOPOHHEN TTHEB-
MOHUU.

Kowmmbiorepras Tomorpacdust OpraHoB Tpy/IHON
MOJIOCTU: MHOKECTBEHHBIE MTOJIOCTU C CEPIOBU/IHBIM
oboakoM auamerpom 10—30 MM, yuactku Gubdposa,
MIPEUMYIIECTBEHHO B BEPXHUX U HWKHHUX OT/eJax
ITPABOTO JIETKOTO, HEPABHOMEPHO BbIPAKEHHbBIE yUaCT-
KW YIJIOTHEHUST JIETOUHOM TKAHU TI0 TUITY «MaTOBOTO
CTEKJIa.

DOynkuus BHemHero abixanus: JKEJT — 2,65 a1
(nopma — 4,33 1), ODB1 — 1,08 i1 (Hopma — 3,61 i),
ODB1/DXKEJ — 66,2 % (Hopma — 86,6 %).

Koncyubramust okyaucTa: epejiiie OTIebl, pe-
JIOMJISTIOIIIHE CPEJIbl, TJIa3HOe JHO Oe3 MaTOJOrHH.

B nanbHeiinem y peberka Ha (hOHE PE3KOTO CHU-
JKEHUsI KOJIMYECTBA TPOMOOIUTOB OTMEYAIOCh JKeJry-
JIOYHO-KHUIIIEYHOEe KPOBOTEUEHUE, B CBI3U C YeM Jie-
BOYKA IepeBejieHa B JIETCKOE XUPYPruueckoe oTje-
Jierue. [Ipyu MOBTOPHOM KeJTyZI0UHO-KUIIIETHOM KPO-
BOTEYEHUW CITACTU JIEBOUKY HE YIAJIOCh.

Oc00EHHOCTBIO JAHHOTO CJIyYast SIBJSIETCS PaHHIS
matudecraiyss CII y 8-yetHeil GOJIBHON MyKOBHCIH-
no3oM (110 manHbiM juTeparypbl, MBC/I y GoJibHBIX
1o 10 met Betpeuaercs kpatine peako) [4]. st panneit
muarnoctuku MBC/] ciremyeT mpoBouTh perysisipHoe
HCCIIEIOBAHME TJIMKEMHUECKOTO CTaTyca y BCEX JIeTel,
6osbHBIX MB, ¢ MOMEHTa YCTaHOBJIEHUS IarHO3a.

KoHhAMKT mHTEpecoB OTCYTCTBYeT. Y4acTtue aBTOpPOB: KOHLUENUusi U AM3ariH cTatbu, c60p u 06paboTka matepuasa, aHaam3
AutepatypHbix AaHHbIX — A.C. CeHatopoBa, A.H. YepHeHko, A.I. TeabHoBa; c6op aHamMHe3a, oLeHKa AaHHbIX OGbEKTUBHOIO OCMOTPa,
aHaAM3 AabopPaTOPHbIX M MHCTPYMEHTaAbHbIX METOAOB uccreaoBanus — C.b. AoArapesa (Aevallmri Bpad naumeHTa); HanvicaHue
Tekcta — A.H. YepHeHko, A.l'. TeabHOBa; peaakTmpoBaHme Tekcta — A.C. CeHaTopoBa.
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MyKOBICLIMAO3 i LLYKPOBMI AjabeT y miaAiTKa

I'.C. CenaropoBa ', A.I'. TeabHoBa ', A.M. YepHenko ', C.b. Aoarapesa 2
’ ’ ’
1 XapKiBCbKMIM HaLLIOHAAbHWMIA MEAMYHWIA YHIBEPCUTET
2K303 «ObaacHa AMTSYa KAIHIYHA AiKapHsi», Xapkis

¥V crarti npeacraBieHo 0coOJIMBOCTI YPAKEHHST T ANLIYHKOBOI 3aJ103U HA TJIi MyKOBICI[U03Y, 110 TIPU3BOAUTD /10 (hopMyBaHHS
IyKPOBOTO JliaGeTy, 1110 € HECIIPUSTIMBOI 03HAKOIO TIepediry OCHOBHOTO 3axBoptoBaHHs. [IpOBeIEHO aHAII3 JTiTepaTyPHUX JaHUX
3 onucoM crerudiku nepebiry Ta KIiHIYHUX BUABIB MyKOBICIIH/03-aCOIIHOBAHOTO IyKPOBOTO Aiabery y aiTeii.

ITpoananizoBaHo icTopiio XBopoOu autuHK 15 POKiB, y Kol y Bili 5 pokiB OyJ10 BusBaeHO MyKoBicimua03. Hagauni npueanaincs
KJIHIYHI BUSIBU I[yKPOBOTO /iabeTy.

VY aurtunu BigOynacs panHs MaHidecTailig mykpoBoro aiabery Ha T MyKoBiciugosy. s paHHbBOI AIarHOCTUKK IyKPOBOTO
miabety, acoUiiOBaHOTO 3 MYKOBICIIUI030M, CJILJl PErYJISIPHO TIEPEBIPSATY TIIKEMIYHUI CTaTyC Y BCIX [iTeil, XBOPUX Ha MYKOBICI[U-
1103, Bi/l MOMEHTY BCTaHOBJICHHS iarHO3Y.

Koouosi cioBa: MyKoBiciu03, IyKpoBUii giabet, aconiloBaHUi i3 MyKOBICIIUI030M, Mi/IJIITKOBUN BIK.

Cystic fibrosis and diabetes mellitus in an adolescent

H.S. Senatorova !, L.G. Telnova ', L.M. Chernenko ?, S.B. Dolgareva 2
T Kharkiv National Medical University
2Communal Health Care Institution «Regional Children’s Clinical Hospital», Kharkiv

Presented in this article are peculiarities of pancreas affection against the background of cystic fibrosis, leading to development
of diabetes mellitus, which is an unfavorable attribute of progression of primary disease. We have conducted an analysis of
literature data with description of particularity of progression and clinical manifestations of cystic fibrosis-associated diabetes
mellitus in children.

We have analyzed the case record of a child aged 15 years, diagnosed with cystic fibrosis at the age of 5 years. Later, clinical
manifestations of diabetes mellitus emerged.

Against the background of cystic fibrosis there was early manifestation of diabetes mellitus in a child. For early diagnosis of
cystic fibrosis-associated diabetes mellitus it is recommended to regularly check glycemic status of all children with cystic fibrosis
since the moment of diagnosis.

Key words: cystic fibrosis, cystic fibrosis-associated diabetes mellitus, adolescence.
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