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MNOB’A3aHUH I3 MYKOBICLLUAO30M.
KAIHIYHI BUNQAKM

K.B. Xpomux', T.B. lNoTteeBa?, 1.B. Yurip'

' BIHHMLbKMIA HaLiOHAaAbHUIA MEAVMYHWIA YHIBEPCUTET
iMmeHi M.I. INuporosa

2 KHI «BiHHMLbKa 06AACHA AMTSYA KAIHIUHA AiKapHS
BiHHMLbKOT 06AACHOT paam»

MyKoBicIum03 — ojiHe i3 HARTONTUPEHIMUX OphaHnHuX MOHOTEHHUX 3aXBopioBanb (1 Bumanok na 2500 HOBOHAPOIKE-
HUX). 3aXBOPIOBAHHSI XapAKTEPU3YEThCS OPYIIEHHAM TPAHCIIOPTY XJIOPY 3 KIITHHHE 1 30iablieHHsaM abcopOLii HATpiio y
KJITHHY, 1[0 TPU3BOIUTH JI0 3MEHIIIEHHS BMICTY BOJIM Y CEKPETax yCiX eK30KPUHHUX 3a7103. HeBesmmknii 06’eM repiarnikaiib-
HOI eIiTeTialbHOl PIIMHYU TEePENTKOKAE TTPABUIBHOMY MYKOIUJTIapHOMY KJIIDEHCY, a BeJIMKa KOHIIEHTPAIIisl XJIOPUILY
HaTpifo Ta 3miHa pH pigmHu 3Mmenmiye akTuBHICTh (hepmenTiB. HalimommpenimmMn yckiIagHeHHIMI MYKOBICITUIO3Y €
IyKpOBUI AiabeT, 3aXBOPIOBAHHS TEYiHKN Ta KiCTOK, CHHIAPOM AUCTAIbHOI KUIIKOBOI OOCTPYKILii, racTpoesodareaibHa
peduriokcra xBopoba i genpecist. [lykpoBuil giabet sk yekIagHeHHsT PO3BUBAECThCs y 6m3bKo 80 % MallieHTiB, AKi cTpaxk-
JIAI0Th HA MYKOBICIIU103, 110 40-piuHoro Biky. [lykpoBuii giaGet, 1oB’si3aHuil i3 MyKOBICIIUI030M, — OJIHA i3 (DOPM IyKPO-
BOTO JiiabeTy, 110 MOTPedyE MiAXO0/LY 13 3aIyYeHHIM MYJIBTHANCIUILITHAPHOT KOMAH/IH.

3asBuuail Manidecranis Ta mepebir ykpoBoro piabery € 6escumnToMHUMI. KITiHIYHUME BHsIBAMH I[yKPOBOTO jiabeTy,
OB’SI3aHOTO 13 MYKOBICIIUI030M Y AiTel, MOKYTh OYTH TIOCTiiiHE BiUyTTs BTOMH, BTpaTa MacH Tijia 3a BiZICyTHOCTI 3MiH y
XapyuyBaHHi, 3aTpUMKa (HisHuHOro abo CTaTeBOro PO3BUTKY.

Ornrcano KJIHIYHI BUIIAJKU IyKPOBOrO iaGeTy y HAI[EHTIB 13 MyKOBICIMZ030M, 30KpEMa MPOBEIEHO MOPiBHIHHS
1e6I0Ty Ta MOAAJIBIIOro nepediry MyKpoBOro aiabery, 0B I3aHOr0 i3 MyKOBICIIMI030M, Ha IIPUKJIa/l ABOX AITEIl.

Vei narienTu i3 MyKOBICIIUZI030M TIOTPEOYIOTh IPOBEACHHS CKPUHIHTOBUX TECTIB /ISl BUSBJICHHS TiNepriikeMii, mouu-
HAIOYH i3 PpAaHHBOTO MIKIJIBHOTO BiKY. €MHUM METOOM JIKYBaHHS ILyKPOBOTO AiabeTy, OB sI3aHOTO i3 MyKOBICIIMI030M, €
IHCYJTIHOTEparis 3 MPOAOBKEHHAM TillepKaJIOPIITHOTO XapIyBaHHS Ta MOCTIHHUM MOHITOPHHTOM He JIUIe TTOKa3HUKIB
riikemii, a i mapameTpiB (pi3MUHOTO i CTATEBOrO PO3BUTKY, MOKA3HUKIB (DyHKIII] 30BHITHLOTO [UXAHHI, JIiHOTO MIPO-
dimo Tomo.

Kiouosi cioBa: 1iykpoBuii fiabet, MyKOBICIIU03, HiTH.

ykoBiciinzo3 (MB) — naiinommupeniime Je-

TaJbHEe aBTOCOMHO-PEICCUBHE 3aXBOPIOBAHHS,
o Bpaxkae 6su3bko 1 i3 2500 KUBOHAPOKEHNX, 13
4acTOTOIO HOCi#icTBa narosioriunoro rena 1/36 cepen
sxurestiB [iBuiunoi €spornu [1]. Baussro 70 Tuc. ocib
y CBiTi kuByTh 3 MB [2]. 3axBopioBaHHS BUHUKAE
BHACJIIZIOK MyTalliil TeHa-PeryisTopa TpancMeMOpaH-
Hoi mposiguocti (CFTR) kicrosuoro ¢hibposy, 1o

CIIPUYMHSIE YTBOPEHHS TYCTUX JIMITKUX CJIN30BUX BU-
JIJIEHb B OpraHax, 1o BUpoOJstioTh MytuH. [le mpu-
3BOZIUTDH /IO XapaKTEPHOI MATOJIOTI] JIeTeHDb, a TaKOX
0 TIOPYIIEHb Y [MisJIBHOCTI TIIYHKOBO-KHUITKOBOTO
TPAKTY, HiAMITYHKOBOI 3271031 (€K30KPUHHOI Ta €HI0-
KPUHHOI ), PEIPOYKTUBHOI Ta KiCTKOBOI CUCTEM.

¥ 1950-x pokax oviKyBaHa TPUBAJIICTb JKUTTS XBO-
pux i3 MB cranosusia menire poky, a 1o 1970 p. —
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36LbITIIIacs 710 8 pokiB. Taka Majia TPUBAJICTD KUTTST
Oysia cripuunHeHa GaraTbMa YNHHUKAMH, HACAMITEPE]]
MOTAaHUM JIKYBaHHSIM JiereHeBUX iH(eKIN i Hemo-
CTaTHIM PO3yMiHHSIM eTiojiorii Ta matoreHesy MB.
¥ 2013 p., 3a nranumu Peectpy martientis i3 MB (Cystic
Fibrosis Foundation), cepexniii mporHo3oBanuii Bik
BIKUBaHHA cTanoBUB 40,7 poky y nomyJsiii CIIIA ta
45,1 poky y momyJsaiisx kpain €spomu |5, 8]. Omxmax
301JIbLIIEHHST TPUBAJIOCTI JKUTTS O3HAYAE, 1110 HAIIEHTH
MalOTh iHII YCKJIa/IHEHHs, KPiM 3aXBOPIOBaHb JIeTeHb
1 mopyiieHHs1 HyTpuTuBHOTO crarycy. Haltnmommpe-
HINTUMY 3 HUX € I[yKPOBUH [iabeT, moB’si3annii i3 MB
(ILZIMB), 3axBOpIoBaHHS MEUiHKH i KiCTOK, CHHAPOM
JIMCTAJIbHOI KMITKOBOI 0OCTPYKIIiT, racTpoesodareaib-
Ha peduiokcHa xBopoba Ta genpecig. Tak, IIIMB
miarsoctyioth v 2 % xBopux na MB y mutumcTBi Ta
20 % mimitkiB. Bamabko 80 % narienTis i3 MB maru-
myTh [I/IMB micasg 40 poxkis [9].

[Tatorenes II/IMB € xomIuleKCHUM Ta TIOENHYE
reHeTUYHO JleTepMiHoBaHi 3Minu, os’si3ani i3 CFTR,
JIU3PETYJISIII0 cCeKpellil iHCYTiHY, 3MEeHIIeHHsT KiJTbKOC-
Ti KJIITHH, 110 BUPOOJIAIOTH IHCYJIH, AucOaianc Mix
BITbHUMU PaINKATaMU i aHTHOKCUAAHTAMU, XPOHITHI
Ta TOCTPi iH(eKIi, 1Mo MPU3BOAUTH IO TPUBATIOTO
3aMaJIbHOTO TIPOIlecy. Xoua IyKpoBuil miader 1 Tuiry
ta I[JIMB 1nos’s3aHi 3i 3SHUKEHHSM BUPOOJIECHHS 1HCY-
JIIHY, aBTOIMYHHUH TeHe3, XapaKTepHUH /1715 IyKPOBO-
ro mgiaGery 1 tury, He crioctepiraersest ipu IIJIMB [6].

3assuuaii manidecraris Ta nepebir IIJIMB e Ges-
cumritomanmu. ManidecTartist 3aXBopioBaHHs i3 po3-
BUTKOM KETOAIN/I03y — PiZIKICTh, @ HASIBHICTD MOy Pil
Ta MoJI Ui — yacTe siBUIIe y narieHTis i3 MB Ge3
ykposoro miaGery. Kuiniuauvmu susiBamu [[JIMB y
JiTeit MOKYTh OyTH TIOCTIiTHE BiTyTTST BTOMHU, BTpata
MAacH TiJia 32 BIZICYTHOCTi 3MiH y XapuyBaHHi (TTOCTiliHa
rinepkajopiiiia jiera), 3aTpuMKa pocTy Ta,/abo crarte-
BOTO PO3BUTKY, YacTi Ta/abo TsKKi 3arocrpents MB.

[iarnos II/IMB Mo:xHa BCTAaHOBUTH ITiJT 4ac 3ar0CT-
PEHHS OCHOBHOTO 3aXBOPIOBAaHH:, KOJIM CIIOCTepira-
€TbCS CTiliKe TMi/IBUIEHHST PiBHS TJIIOKO3U B KPOBI.
TpansuTopHa rinepriikeMis Ha MOYATKY 3aroCTPEHHS
YacTo MBUAKO MUHAE IICISA TMOYATKY JIKYBaHHS 1 He
BBaKAETHCST IIYKPOBUM JliabeToM, ajie TilnepriikeMis,
stka 30epiraeThest MOHa 48 TOJI Bl IOUATKY JIIKYBaHHS
3aroCcTpeHHs, MOTPeby€E TPOBEIEHHS PETENbHOTO
obcresxennd Ha LI/IM B, ockinbky BoHA Ma€ TEHAEHITIO
MOBIJIBHO 3HUKATH Ta PEIUMBYBATU 3 HACTYITHUMH
3arocTpeHHsiMU. JliarHOCTOBaHMIT yKpOBHil aiaber
ACOIIIOETDCS 13 TIABUIIIEHUM PiBHEM JIETAJIbHOCTI.

Hitsam, xBopum Ha M B, i3 paHHBOT0 HIKIJIBHOTO BiKY
HEeOOXiTHO TIPOBOUTH CKPUHIHTOBI TECTH, 110 MOXKYTh
BU3HAUUTHU HASIBHICTD TIMEePrIiKeMii, 30KpemMa PaHI0M-
He BU3HAYeHHs PiBHS TJIIOKO3W B KPOBI Ta HaTIIE IPU
3arocTpeHHsaxX M B, mpoBejieHHsT OpajbHOTO TJTI0K030-
TOJIEPAHTHOTO TecTy. Bu3HaueHHs PiBHS TJIIKO3MJIbO-
Baroro remoriobiny (HbA1c) He Moske Gy TH CKpUHIH-
TOBUM MeTonoM Ha HasgBHicTh [[JIMB, ockimbku y
2/3 matienTiB 3i BcraHoBsienum miaraosom [[JIMB
suavendss HbAlc — y Meskax HOpMaJIbHOI'O [ialia3omy.
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Bwmict HbAlc moske OyTu HOMATKOBUM MOKAa3HUKOM
npu BeraHoBJeHHi giarnosy LIJIMB. Moro mosxma
BUKOPHUCTOBYBATH SIK TIOKA3HUK KOHTPOJIO [4].

Hiarnos I1/IMB ycTaHOBIIOIOTH TOII, KOJIN TUTUHA
BIIEpIIe Bi/ITIOBi/Ia€ TaKUM KpuTepisim [7]:

— PpiBeHb IIIOKO3U HaTIIE > 7 MMoJib/J1 (126 Mr/mm)
abo
— piBenb ToK03u uepe3 120 xB > 11,1 mMmomb/n

(200 mr/ )

abo
— BUITQ/IKOBE BU3HAUEHHS PIBHS TJIIOKO3W B KPOBI

>11,1 mmomb/n (200 mMr/mm) i3 cuMOTOMaMu Ti-

repriikemii

abo
— HbA1C = 48 mmoun/moub (6,5 %).

Benenns martientis i3 II/IM B nosisitae nacammepen
y HaBUYaHHI iX CAMOKOHTPOJIO miabeTy, a TaKOoK Yy
JIOTPUMaHHI OCHOBHUX TTPUHITUITIB:

— BIJINIOBIJIHE XapuyBaHHS,

— iHCyJiHOTEparis;

— MOHITOPHUHT TJIiKeMii;

— MOHITOPUHT (DYHKIIIT 30BHITIHBOTO ANXAHHS;

— MOHITOPUHT TlapaMeTpiB (i3MYHOTO Ta CTATEBOTO

PO3BUTKY.

Xapuysanns nireii i3 [IJIMB nosisirae y 36epeskeH-
Hi rinepkrasopiitHol mieru, HeoOXiTHOT JIJIsT HAIIEHTIB
i3 MB, 110 oTpeby€e npuCKiIImMBinoro BuOOpy iHcy-
giorteparii. /lieta namienTis i3 MB Bupizasiernes
36ibientsaM g000Boro kamopaxy y 1,5—2,0 pasy
TTOPIBHSTHO 31 37I0POBUMU JIITbMU 1 I0/IaTKOBUM BKU-
BaHHAM coJii (6113bK0 5 1/100y). [TamienTn He 0OMex-
VIOTb BKUBAHH BYrieBoIiB (45—50 % Bij 3araabHOTO
Kaymopaxy) ta skupis (40 % Biz 3arabHOTO KaJIOPAKY ).

Incyninomepanis. BigmosigHo 10 po3pobieHnx Ta
3aTBEP/KEHUX PEKOMEH/IAINN 3 BeleHHS TAIliEHTIB i3
I/IMB incyniHoTeparisi y MaiieHTiB i3 rinepriikemMieo
Hariie 3a6e31MeuyeThCst Ha3aTbHO-OOTIOCHUM PEKUMOM
3a JIOIIOMOrOI0 1HCYJIIHOBUX TOMII ab0 KOMOIHAIIEIO
6a3aJIbHOTO IHCYJIIHY TPUBAJIOI /Iil Ta IHCYJIiHY MIBUAKOT
JUT 717151 TOKPUTTS! B)KUTHUX BYTJIEBO/IIB 1 KOPEKIIii rinep-
ruikemil. TTamientu Ge3 rimepriikeMii HaTIle OTPUMY-
10Th 1HCYJIIH IIBU/IKOI /il repes mpuioMamMu ki, 1110
3MEHIITy€ XPOHIYHY BTPATy MacH Tijia i HUHI BBAXKAETh-
csI CTaHIAPTHUM JIiKyBaHHAM. PesxnM iHcysiHoTepartil
06UPArOTh BIIIOBIHO 10 CTOCOOY JKUTTS TalfieHTa. Bin
Mae BianoBigaru morpebam o0 JikyBants MB.

Iwimifina nosa incyminy cranosuth 0,5—0,8 O/ / kr
MacH Tija Ha Jo0y: 6asanbuuii incynin — 0,25 O/l /kr
Macu Tisa Ha 100y, 6omocuuii 0,5 — 1 O/l Ha KOKHUX
15 t cnoxuTx ByraeBomiB. Kopekitito mos3u mepen
inoro 3asBuyail mounnaoTs 3 0,5 7o 1,0 O] mBuIKO-
JTOUOTO iHCYJTiHY Ha KOKHIX 2,8 MM0oJTh,/J1 (50 MT/1171)
> 8,3 Mmmouib/a1 (150 Mr//101) i KOPUTYIOTB 32 IOTPEHOIO.
ITpu 3aroctpentsix MB namieHTu 3a3Buyail morpedy-
I0TD TIEPETJISILY 1031 iHCYJIiHIB y OiK 1i 301rbieH st [ 1].

VY nanienris i3 MB 6e3 I/l MoxyTh MaTu Miciie
eMmi30/iM TIMOTiKeMil Yepe3 HAgBHICTH XPOHIUHOI
rinoKcii Ta TopyIeHHst pOGOTH Ty HKOBOT 3aJ103U.
HocmimxerHd mokasany, 1o KOHTPPETYIATOPHA Peak-
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11is1 TJIIOKaroHy MOPYIIYETBCS 1 JINIe YaCTKOBO KOM-
MEHCYETHCS IHTAKTHO0 a60 0CJIa0IEHOIO PEAKIIIEI0 HA
kaTexosaminu. Tomy yac cexpeltii iHCyTiHY 3a3BUYail
3aTPUMYETDCS, 10 TIPU3BOAUTD /10 HEaIeKBaTHO BUCO-
KOi cexpettii iHcymiHy y a3y 3HMKEHHS PiBHS IJIIOKO-
3 T/l YaC OPajbHOTO TJIOKO30TOJEPAHTHOTO TECTY,
o notpebye yBaru y marientis i3 MB [2, 3].

Crocrepeskennd y maiienTis i3 [IJIMB nosgrae y
iITPUMAaHHI IiThbOBUX PiBHIB TJIIOKO3H, IO BiITIOBi1a-
I0Th 3aTraJbHONPUIHATUM pekoMmenaiissMm ADA s
BCiX 0ci0, gKi cTpakaaioTh Ha Jiaber. PekoMeHmoBaHO
npoBouTH BuMiptoBauHs BmMicTy HbA1c mokBaprais-
HO JIJIsT KOPEKIIil iHCyJIiHoTeparii, 1[iJTbOBUM € piBeHb
<7 % (53 mmosb/Moub). [IpoBoguTut MOHITOPUHT
apTepiaibHOTrO TUCKY ITiJ] Yac KOKHOTO Bi3UTY [I0 CIie-
1iaJIiCTiB MYJIBTUIMCIUTIIIIHAPHOT KOMaH/IH.

HeoOXiHO MPOBOAUTU MIOPIYHUN MOHITOPUHT
MIKPOCYIMHHUX YCKJIQHEHD I[yKPOBOTO [Iiabery Ta
KOHTPOJIB JITTiTHOTO MTPODHiIIo 3 BAKOPUCTAHHSAM PEKO-
Menzarit ADA, mounHaioun yepes3 5 poKiB MmicJst mia-
ruocturu [[/IMB, abo, k1110 TouHuri 4ac AiarHOCTUKI
HEeBiIOMUH, TOTH, TOKU BIIEPITe A1aTHOCTYETHCS Tirlep-
TJIiKeMis HaTIIe.

Hasogumo aBa kiiniuaux sBunagaku L[JIMB mna
TTOPiBHSAHHA MPe3eHTAallil 3aXBOPIOBAHHS Ta BiTIOBIII
Ha MO/IAJIbIIIe JIIKYBaHHSI.

Kniniunuu sunadox Ne 1

JliBuunka, 11 pokis, sika cTpasknae Ha M B, mouana
CKapsKUTHUCS Ha MIIBUIIIEHY CITpary, HaMipHe BXK1BaH-
Hs1 piguau (6JU3BKO 5 /1100y ), BTpATy MacH Tijia Ha
TJI TIONEPEHBOTO PEKUMY XapuyBaHHSA. 3 OTJISALY Ha
OCHOBHE 3aXBOPIOBAHHS [UTHUHY HAINPABJICHO JIs
J006CTEREHHST MYJIBTHAMCITUTIITHAPHO KOMAH/IO10 3
nutanb M B y npodinbuuii ienTp. 3 aHaMHEe3Y BiJ[oMO,
mo miBunHKa Mae mytaiio rema CFTR F508del/
F508del. Bigznauyaerbest XxpoHiute HOCIHCTBO S. aureus+
i3 2016 p. ta Extended-Spectrum B-Lactamase-Pro-
ducing Escherichia coli (SBL)+ i3 2021 p. Cras pecri-
PATOPHOI CHCTEMIL: XPOHIUHII GPOHXIT, GPOHXOEKTAZH
HWJKHIX BiiTiB 3 060X OOKiB, XpOHIYHA [UXAIbHA
HEJIOCTATHICTD | cTyTens.

Jani 06’ekruBHOrO obcTeskeHHs: 3pict — 154 ¢mM,
Mmaca tina — 47 kr, IMT — 19,83 kr/m?. Brpara macu
TiJTa cTaHoOBMIIA 3,2 KT MOPIBHSHO 13 TIONIEPE/IHIM 1TOKa3-
HUKOM. 3TiJIHO 3 pe3yJIbTaTaMU OTJISITY Ta OOCTEKEHHST
OpTaHiB 1 CHCTEeM TATOJIOTIYHUX 3MiH HE BUSIBJICHO,
OKpIM THX, 1110 Bi/[TIOBi/Ial0Th OCHOBHOMY 3aXBOPIOBaH-
uio. [Ipu oninioBanHi (hyHKITIi 30BHINTHBOTO TUXAHHS
Bi/[3HAUEHO 3HIZKEHHS OCHOBHUX TTAPAMETPiB, 30KpeMa
(opcosanoi sxurreBoi emuicti Jerenn (DIKEJT),
00’emy opcosanoro Buauxy 3a 1 ¢ (ODB,), mikoBoi
o0’emuoi mBuzKicTi Buanxy (ITOMIB), MOC2575, Ha
15 % nopiBHSHO i3 pe3yibraTaMu MOMePeHbOTO TECTY.

3a pesyJsibTaTaMW CKPUHIHTOBUX JOCJI/PKEHb Ha
HAsBHICTH I[YKPOBOTO JiabeTy, piBeHb TJIIOKO3U
narme — 13 mmoun/n, HbAle — 7,8 %. 3 orusany Ha
PiBEHD TJTIOKO3W HATIIE OPATTBHUI ITIOKO30TOJIEPAHT-
HUH TECT He TTPOBOIUIIN.

N¢ 2 2023

Ha mincrasi pe3ysbraTiB CKpUHIHTY BCTAHOBJIEHO
niaruos [I/IMB ta posnouato incysinorepartiio (KoM-
Ginaiero 6azanbHoro iHCYiHY 22 O]l Ta 6OJHCHOTO
incysiny 38 O/l. Bianosizno 10 pekoMeHaItiii momo
BeseHHs [I/IMB pesknm xapuyBaHHS JUTHHU He 3Mi-
HeHo. JIikyBaHHS OCHOBHOTO 3aXBOPIOBAHHS TaKOXK He
3MiHMJIOCSI.

Kniniunuii sunadox Ne 2

Xnomuuk, 11 pokis, skuit xBopie Ha M B, ckap:xus-
Cs Ha HasIBHICTh YACTUX JIETEHEBUX 3aroCTpeHb, 1110
notpebyBajiv JIOBEHHOI aHTHOaKTepiasbHOI Teparrii
YOTHPU pa3u Ha pik. Takosk Matn 3adikcyBasa 3HAYHY
BTpaTy MacH Tijla TPOTATOM KOPOTKOTO TIepioy vacy
(4 xr 3a Mics11b). 3 aHAMHE3Y BiZIOMO, IO TAIIEHT Ma€
myraiio rena CFTR F508del/F508del i xponiune
HociiicTBO S. aureus i3 2017 p. Ctan pecripatopHOi
CHCTEMU: XPOHIUHWIT 0OCTPYKTUBHUN OPOHXIT, OPOH-
XO€KTas3! HIKHIX BB 3 060X OOKiB, XpOHiuHA
nuxajibHa HepocTaTHICTh [T crymens.

Jlati 06’€eKTUBHOTO OOCTEKEHHST AUTHHU: 3PiCT —
151 em, maca tima — 33 kt, IMT — 14,47 xr/m?. Brpara
MacH Tijla — 4 KT MOPIBHSHO i3 MOKa3HUKOM ITiJ] Yac
MOTIEPEeTHLOTO Bi3UTY. 3a pe3yabTaTaMy OTJISgAy Ta
00CTeKEeHHST OPratiB i CUCTEM IATOJIOTIYHUX 3MiH He
BUABJIEHO, OKPIM TUX, IO Bi/IMOBiAIOTH OCHOBHOMY
3axBopioBannio. [Ipu mpoBeneHni oIiHKU QyHKITI
30BHINIHBOTO JUXAHHS Bi/I3HAUEHO 3HUKEHHSI OCHOB-
HUX mapametpis, 3okpema MIKEJI, ODB,, ITOIIIB,
MOC2575, Ha 21 % TMOPiBHSIHO i3 pe3yIsTaTaMu morie-
PeHbOTO TeCTY.

3a pesyJsibTaTaMU CKPUHIHTOBUX JOCJI/IPKEHb Ha
HAsBHICTH I[YKPOBOTO JiabeTy, piBeHb TJIIOKO3U
narme — 8,8 mmosb/i1, HbAle — 5,9 %. Opanbhuii
TJIIOKO30TOJIEPAHTHUN TECT: PiBeHb IJIIOKO3M KPOBi
yepe3s 2 rog — 12,3 MMoJIb /1.

Ha mizctaBi HaBe/eHNX pe3yJibTaTiB yCTaHOBJIEHO
miarao3 [[/IMB Ta posmouarto iHcy iHOTepario KOM-
Ginariero 6asanbroro iHcyiny 20 O/l Ta 6oJH0CHOTO
incysiny 34 O/l. Bixnosizno 10 pekoMeHaItiii momo
BeseHHs [I/IMB pesknm xapuyBaHHS JUTHHU He 3Mi-
HeHo. JIikyBaHHS OCHOBHOTO 3aXBOPIOBAHHS TaKOXK He
3MiHUJIOCD.

[l TOpiBHAHHA KITIHIYHUX BUMAIKIB HABOAMMO
rpadiky MOJEHHOTO MOHITOPUHTY BMICTY TJIIOKO3W B
KpPOBi 000X TAI[EHTIB TPOTATOM MEPIIOTO MiCSIs
incysinoteparii (puc. 1).

[IpoTsiroM mepIioro Micsiisl JlikyBaHHS CKapr He
3aikcoBaHo, B 000X IAI[IEHTIB Bi3HAYEHO CTaOIbHUI
MIPUPICT MacH TiJIa, BiZICYTHICTh 3aroCTPEHHsI OCHOB-
HOTO 3aXBOPIOBaHHs. JK BUAHO i3 puc. 1, B 060X miTeil
HasBHI KOJUBAHHS PIBHS TJIOKO3H, aje y MiBUMHKU
(4opHa JiiHis) pe3yabraTy Aeno CTabiIbHIII.

BesnepepBHmil MOHITOPUHT TJIIOKO3W TPUBaB PiK
yepe3 0coOMUBOCTI mepediry, BeeHHs Ta JIKyBaHHS
narienTis i3 II/IMB (puc. 2).

Y xutonuuka 3a(ikCcOBAHO TPU MKW MiJBUIIEHHS
piBHA TJITOKO3U B KPOBI Ha BiIMIHY BiJl [iBUMHKH, B
SAKOT MOKA3HUKM OyJin GiIbII-MEHII CTAJIMMU.
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Puc. 2. PesyabTaTi 6e3nepepBHOro MOHITOPMHIY TAIOKO3M Y naui€eHTiB i3 LLAMB npoTsirom nepLuoro poky AikyBaHHS

[Topasbiie criocTepeskeHHs BUSBUJIO, 1O Y [IiB-
YUHKN BJAJOCS JIOCSITTH ONTHMaJIBHOTO KOHTPOJIIO
II/IMB, BoHa Mae cTasuii mpupicT Macu Tija, 3pocTy
Ta 3a/10BiIbHNUN cTateBuil po3BuTokK. [IpoTsirom mnepi-
OMly CIIOCTepeKeHHs 3arocTpeHb M B He BigzHadeHo,
MTOKA3HUKHU (DYHKIIIi 30BHINTHBOTO TMXaHHSA — Ha CTa-
JIoMy piBHI.

Y xJjomumMKa He BJAJOCS JOCSTTH ONTHUMAJIBHOTO
TJIIKEMIYHOTO KOHTPOJIIO IIPOTSITOM POKY, /103U 1HCY.JIi-
HOTeparii MOCTIITHO KOPUTYBAJIH 3 ypaXyBaHHsIM ITOKa3-
HUKiB. 3a(iKCOBAHO TPH €ITi30/I1 TiEePTIiKeMii Ta OMH
€Ii30/1 TSKKOI TilorJikemii, a TakKoXK [Ba eIi301u
saroctpetHst MB, 1110 motpedyBajiu OBEHHOI aHTH-
GakTepiaJbHOI Teparii, Ta JiBa 3aTOCTPEHHS, SIKi TTOTpe-
OyBasin TIEPOPATIbHUX aHTUOAKTEPialbHUX 3acObiB.
BinznaueHo BiZICYTHICTH CTAIOTO MMPUPOCTY MACH Tina
Ta 3pOCTY, 3aTPUMKY CTaTeBOro PO3BUTKY. Hampukiniri
MIEPITOTO POKY CHOCTEPEKEHHS Y TAIliEHTa 3'sIBUBCS
6iJb B TPaBOMY KOJIHHOMY CyTJI00i, 1[0 TIPOTPECyBaB
Ta CYIPOBOKYBABCs 30UIbIIIEHHSIM 00'eMy cyTrioda.

KoudbaikTy iHTepeciB Hemae. Yyactb aBTopiB criiAbHa.
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3a pe3yabTaTaMi T0JATKOBOTO OOCTEKEHHST BCTAHOB-
JIEHO JIiarHO3 OCTE0CAPKOMH ITPABOTO CTETHA Ta BEJIMKO-
TOMIJIKOBOI KiCTKH, PO3ITOYATO XiMioTepario.

BucuoBku

[Tykposuii giaber, noB’si3anuii i3 MB, — yHikaibpHa
(hopma 1yKpoBoOTO [MiabeTy, Mo TOEAHYE Pi3Hi maTodi-
3ioyoriuyni MexaHi3mMu (HEIOCTATHICTD TMPOIYKILii
IHCYJTiHY, 3HUKEHHSI YYTJWUBOCTI /10 1HCYJiHY, OPY-
IIeHHsI CUHTe3y TIJIIOKAroHy, MOCTIMHUI 3armajbHUi
rpoiiec Ta iH(eKILii, 1o PeNUAUBYIOTh). ¥YCi naiieHTn
i3 MB 11oTpebytoTh TIPOBE/IEHHST CKDUHIHTOBUX TECTIB
JIJII BUSABJICHHS TITIEPTJIiKeMii, TOYNHAIOUN i3 PAHHBO-
ro HIKiJIBHOTO BikKy. €auHuii MeTOH JiKyBaHHS
II/IMB — incysiHoTeparist i3 TpOJOBKEeHHSIM Tirep-
KaJOpiHOTO XapuyBaHHS Ta MOCTIHUM MOHITOPHUH-
TOM He JInIlle TIOKa3HUKIB IJiKeMii, a i mapameTpiB
(hizuuHOrO Ta CTATEBOTO PO3BUTKY, TOKA3HUKIB (DYHK-
11ii 30BHINIHBOTO JAMXAHHS, JITTTHOTO TPOMIJIIO TOIIIO.
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Diabetes mellitus associated with cystic fibrosis. Clinical cases
K.V. Khromykh', T.V. Poteeva?, I.V. Chyhir?

"National Pirogov Memorial Medical University, Vinnytsya
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Cystic fibrosis is one of the most prevalent orphan monogenic diseases (one case per 2500 newborns). The disease is
characterized by violation of the chlorine transport from a cell and an increase in sodium absorption into a cell, which
results in the decreased water content in the secretions of all exocrine glands. The reduced volume of periapical epithelial
fluid prevents proper mucociliary clearance, and increased sodium chloride concentration and altered pH of fluid decreases
enzymatic activity. The most widespread complications of cystic fibrosis are diabetes mellitus, diseases of kidneys and
bones, syndrome of distal intestinal obstruction, gastroesophageal reflux disease and depression. Complication of diabetes
mellitus develops in about 80 % of patients with cystic fibrosis under 40 years. Diabetes mellitus associated with cystic
fibrosis is one of the diabetes forms that require an approach with involvement of multidisciplinary team.

Usually, the manifestation and course of diabetes are asymptomatic. Clinical manifestations of diabetes associated with
cystic fibrosis in pediatric patients may include constant feeling of fatigue, loss of body weight in the absence of changes
in nutrition, delay in physical or sexual development.

The authors present clinical cases of diabetes mellitus in patients with cystic fibrosis and perform a comparison of the
onset and subsequent course of diabetes, associated with cystic fibrosis, on the example of two pediatric patients.

All patients with cystic fibrosis require conduction of screening tests to reveal hyperglycemia, starting from an early
school age. The only method to treat diabetes mellitus associated with cystic fibrosis is insulin therapy with the
continuation of hypercaloric nutrition and constant monitoring of not only glycemia indices, but also parameters of
physical and sexual development, indicators of the function of external respiration, lipid profile, etc.

Keywords: diabetes mellitus, cystic fibrosis, children.

27



