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AHTPOMOJIOTIYHI OOCIAXEHHS

Pesiome. B posori OUiHEHI 0COGMBOCTI KAIHIYHOrO nepebiry Mykosicunnosy ( MB) y nites. O6cTexeno 80 AiTed, )y(Boupmx Ha
MB, sixom Big 2 micsiuis no 17 POkiB (cepenHiii sik 9,48+0,57 POKiB). HaMpf 6yng BCTaHOB/‘I?HO, 140 96,3+4,45% mrey masiu
M@HKpEATNYHY HEAOCTATHICTS, j niue 3,8+4,57% Gy 3i 36epexeHo GyHKLiso MAaLnyHKoBoI 3a103u. 3 nerkum nepebirom MB
6yno 2,5% giresi, ia CepenHbLOoBaXKMM nepebirom - 43,8%, 3 BEXKIM - 53,8%. y nepion 3arocpens xsopoﬁw obcTexeHo 7 7, 5“ %
ANTUHN, B pemicii - 22,5%. 3'5coBaHo, 110 [T BAXKOrO nepebiry xapakrepHusi gucis 6//7ng arpecunsHoi Mikpogpnopw - Yy Aited 3
B&XKIM NepebiroM y rocisi MOKpOTUHHS Ps. aeruginosa susisasv 8 47,5% BUNaAKIB, Y NOPIBHIHHI 3 cepgaaﬁoeaxgmm nepe@rom
-6,1%. ¥28,7% BUNaakis criocTepirany nabopatopHi 03Haku aKTMBHQro Qal-'laﬂbHOf'O npogecy B neq/Hu{ npu .?/,acyTHOCTI abo
MIHIMETIbHUX KITIHIYHMX MposiBax. bByrno siamidero, wo 4acToTa Ta BaxkicTs KIIHIYHWX MPOSIBIB 3anexaTs BIZ nepiony Ta CTyneHs

Baxkocti MB.

Knioyosi cnoga: MYKOBICLIMAO3, KNHIYHE XaDaKTEPUCTUKE, AiTH.

Bectyn

Mykosicumaos ( MB) € ogrum i3 HaMWNOLUMPEHILLKX ayTo-
COMHO-PELIMCHBHUX 3aXBOPIOBAHL, LIO 3yMOBNIEHE MYyTa-
uieto redy CFTR (TpaHCcMeM6paHHuii PerynsTopHuii Binok
MYKOBICUMAO03Y) i X8PaKTepPU3YETLCS KIIHIYHUM noniMop-
®disMom. 3a panumu AY "lHcTuTyT cnagkosoi naTtonorii
HAMH Ykpainn” s YkpaiHi npoxusae sig 600 a0 800 xso-
PUX Ha Mykosicuupoa. Onupaiouncs Ha nawi TECTYBaAHHSA
720 350poswx OCi0, BCTaHOBAEHO, WO YyacToTa reteposu-
FOTHOro HocificTea MyTaujii rena CFTR CTaHoBuTb 1 Ha 29,
HacToTa MyKoBicUMAOSY - 1 Ha 3364 HOBOHapoaXeHuX [2].
Omxe, LOPOKY B YKpaiHi ouikyeTbcs HapoaxeHHsa 143 xBo-
p¥X Ha MykoBicuunos (BUX0As4M i3 NokasHuka Hapoaxy-
BaHocTi 509000 HoBOHapomKeHX Ha piK). 3a niopaxyHka-
MU, B YkpaiHi Mano 6u npoxwusatu sig 1700 no 4000 xeo-
PYX Ha MykoBiCUMA03, oTxe NepPeBaxkHy BiNbLUICTbL NaLjeHTiB
HE BusiBneHO [1].

Hane 3axsoposanHs 36epirae ceowo BUCOKY MEAVKO-
coujanbHy 3HaYyLLICTb, WO NOB'S3aHo 3 HW3bKOIO TpuBa-
ICTIO XUTTS: XBOPWX, paHHIM OopMyBaHHSM YCKIaOHEHb,
PaHHL010 iHBaNiAM3aujeto, npobnemamu cBoevacHoi niar-
HOCTHKM, HeoOxigHicTIo nocTiiHoro AncnaHcepHoro cnoc-
TEPEXEHHS, CKIaOHOCTIMU NiKYBaHHs Ta BUCOKIUM piBHEM
CMmepTHocTi [3]. 3 Bikom Y XBOPUX BUHUKAIOTb Taki ycknaz-
HEHHS 9K LykpoBuii Aiabet, uupos NeYiHKK, neyviHkosa
HELOCTaTtHICTb, nereHesa rinepTexsis, cepuesa Heno-
CTaTHICTb, AuXanbHa HEOOCTaTHICTb, 3HUXEHHS HYTPUTUB-
HOro crarycy, kuwkosa HENPOXiaHiCTb. lMporpecysaHHs
NiereHeBoi Ta cepueroi HEAO0CTaTHOCTI SBNSIETLCS HalyacT-
IOt NpuyMHOID CmepTi xBopux (95%). Cepen, iHwwux npu-
YYMH B ©KOHOMIYHO PO3BMHYTMX KpaiHax BUAINSIOTH: YCK-
NafHeHHs nicng TPaHcnnanTauii opranis (12%), 3axsopto-
BAaHHA neviHkM Ta nevinkosa HEAOCTaTHICTSL (2,3%), Tpas-
MK (2,1%), cyiumg (0,8%), iHLui (1,3%).

MporHos aaHoro SaXBOPIOBAHHS 3aIEXUTb Bif BYACHO
MOCTaBneHoro ajarHosy ta NPU3Ha4YeHHs ageksaTHO! Te-
panii. Lle Mmoxnueo s YMOBax Konv CycninscTso npoiHdop-
MOBaHe npo npobnemy Ta o6isHaHe & OCHOBHWX KNiHIYHMX
nposisax MYKOBICUMAO3Y, Lo £3€ MOXMBICTb 3aninospu-
TV XBOPOOy Ha paHHix CTPOKax Ta no3uTmeHO BNAWMHYTU Ha
nepebir 3axsopiosaHHs. TOMY MokpalLeHHs PO3YMiHHs
KNiHiYHoro nepebiry MB e saxnmsum 3aBOaHHAM.

Mera nocninxenns - BUBHAYUTH KNIKIYHI 0COBAUBOCTI
nepesdiry MYKOBICUMAOSY v giTel,

Marepianu Ta MeTonu
Y nocnimxexni NPUAHRAW yyacTs 80 LiTel, xBopux Ha

MYKOBICUM03, BikOM Bif, 2 Micsujs go 17 pokie. Bcim aitam
nposozumnu KﬂiHiKO-aHaMHeCTW«lHe, naboparophe, IHCTPY-
MEHTanekHe o6cTexerHs, MikpoBionoriyHe pocnimkeHHs
MOKDPOTUHHS, KOnporpamy, BusHayanm dekansHy enacra-
3y-1, nposoaunu noToBy npobdy Ta ,D,HK-nJarHOCTMKy.

CratucTtuyny 00po6KyY OTpUMaHmX pesynsTaTis fgocnig-
KEHHS NpoBOaUMAY i3 3aCTOCYBAHHAM CTaTUCTUYHO! cucTe-
MU "IBM SPSS Statistics 22,07

PesyneraTuy. OGrosopenns

Ob6cTexeno 80 AiTe#, Xsopux Ha MYKOBICUMA03, BikOM
Bif, 2 Micsiujs £0 17 pokis (cepepHiti sik 06CTeXEHMX CKNaB
9,48+0,57 POKM), aKi NposxueaioTs Y M. BiHHUL Ta BiHHMUbKif
obnacri - 6 gite (7.7%), M. NbBosi Ta JTbBiBCHKIN 06nacTi
- 60 (74,4%), wm. YepHiris - 5 AiTei (6,4%), Isano-
®parkiscbi 06nacTi 2 niteii (2,6%), TepHonineCbKilt 06-
nacTi - 2 giten (2,6%), XapKiBChKiii, PisHeHChKil, BonuHeskii,
Kipoeorpaacekin oGnacTi Ta M. Kpveuit Pir - no 1 autusi
(1,3%) (puc. 1). Cepes o6crexenmx Aiteit 6yno 40 xnon-
4u1KiB (50%) Ta 40 AiB4atok (50%). Bgi Aitv 6ynu po3gineni
Ha HacTynHi Bikosi rpynu: Big 0 fo 3 pokis - 18 (22,5%%),
Bin 4 no 6 pokis - 15 (18,8+%), Big 7 Ao 14 pokis 35 -
(43,8+%), Big 15 [0 18 pokis - 12 (152%) (puc. 2).

Cepen o6crexenmx AiTeity 77 piteii ( 96,3+4,45%) 6yna
dopma 3 NaHKpeaTuyHow HEROCTaTHiCTIO, | nuwe 3 anuTu-
HU (3,81-4,57%) He Manu naHkpeatuyHoi He#oCTaTHOCTI.
Hamu 6yno BCTaHOBNEHO, Wo 3 nerkum nepebirom MB
Byno 2 (2,5£3,04%) AiTeR, 3 CepeaHbOBaXKIM nepedirom
-35(43,75%), 3 Bk - 43(53,8%). Y nepiog, 3arocTpex-
H XBOPOGOM o6cTexxeHo 62 BATURK (77,5%), B pemicii - 18
(22,5%).

Bcim aitam ang Bepudikawj LiarHosy 6yno npoBseaeHo
NoToBY Npody Ta AHK aHania myrauji redy CFTR. 3'scosa-
HO, WO cepepn Bcix MyTaLlii 46,1% saiimae KfiacuyHa
F508del/ F508del, pewra ABNSIOTLCS KOMnayHa-reteposu-
roTamu abo romosuroTHi no IHWIA MyTauji. MNoTosa npoba
Yy 87,9% sunanxis Oyna nosutuBHOIO, y 5 aiteit - CYMHiBHa
Tay 2 - HeraTtusHa. ;

Lo okpemoi rpynu MOoxHa BIDOKPEMUTY AITed, KOTpum
BCTaHOBNEHWI ajarnos nicns nposesgHHs HeOHaTanbHoro
CKPUHIHIY (BU3HaYeHHs BMICTY IPT g KaninapHii kposi).
Bcboro takux 6yno 5 ocip (6.25%). 3HauenHs IPT Konusa-
nues sig 82 po 150 HC/MA (Hopma ao 70 Hr/Mn). Bceim
AiarHos Hys BCTaHOBNEHMI Ha 1-3 MicsLyi xuTTs. Ha mo-
MEHT ornsgy sik xsopux CKknanas sig 6 micsuis oo 3 poKiB,
3 HUX 2 MaoTb nerkuii nepebir ta 3 CepenHboBaxkui. Y 1
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H BiHHMUA
= /Ibsis
= YepHiris
H [BaHO-OpaKKischk
2 TepHonins
= Xapkis
# Kpuaui Pir
& PiBHe
Jlyubk
# Kiposorpap,

Puc. 1. Poanogin LiTelA, XBOpUX Ha MYKOBICUMO03 3aneXHo
Bifl MiCUS NpoxuBaHHs,

# pisyartka

M xn0n4YuKku

= 2. PO3n04in X80pux 3a BikoM Ta cTaTTio.

O3HaKM MYKOBICUMIOSY LIS HE 3 SBUNUCE.
DBUNHUN PO3BUTOK AjTEl OUIHIOBANM WINSXOM pPo3pa-
mpy IMT, akuii s CepenHLoMy cknae 15,445+0,27 «r/m?,
T2 33 UeHTUNbHUMK TabnuusMu, Cepen 06cTexeHux niten
nepesaxHa 6inbwicts Mana HEAOCTAaTHIO Macy Tina.
Mposenexuit Hamu ananis noKasase, WO KIiHiYHI npo-
AIBW 3aXBOPIOBaHHSA B 0OCTEXEHUX AiTeil 3anexanu Big
nepioay Ta BaxkoCTi 3axBOpPIOBaHHs. Tak, y nepioaj 3aroc-
TpeHHs 28 naujexTie (45,9%) Manu 3aOMLLIKY Y CMOKOT Ta
10 xBOpUX (16,4%) Buginano rwiline MOKPOTUHHS, TO4j siK
B peMicii Tinbkm 1 guTtuHa (6,3%) 3 Baxxum nepebirom
Mana Ttaki ckapru. O3Haku uiaHosy 6ynu y 24 xsopux
(39,3%) B 3arocTpeHHi Ta nuwe B 3 AiTeR y peMicii (18,8%).
3atpumka Habopy macu Tina Biomivanacs y 48 naujexTis
(78,7%) B 3aroCTpeHHi, Ha BigMiHy Big nepiony pemicii, oe
nvwe 3 (18,8%) Manu nany npoGnemy. Btpaty Macy Tina
cnocTepiranu nuwe y 8 naujeHTis Y Nepioaj 3arocTpeHHs
(13,1%). Ckaprvt Ha vacTwii MaJIONPOAYKTUBHUIA Kaluens
3YCTPIYa/MCb NPAKTUYHO O4HAKOBO SIK y nepiogj 3aroct-
PEHHS, Tak i B peMmicii (100% Ta 93,8% BMNaOKis).
Mpu ornspi rpyaHoi knitku 3'COBaHO, L0 Y 5K Y nepi-
OZli 3aroCTPeHHs, TaK i B peMicii GinbLua 4YacTuHa aitei mana
emMQi3emMaTosHy rpyaHy KIiTKy - 53 Ta 12 BuUnaakis (Bigno-
BiAHO 85,5% Ta 66,7%), nuwe 9 oci6 (14,5%) y zarocT-
PeHHi i 6 (33,3%) y nepiogi pemicii He manu O3HaK rinep-
BEHTUNAUJI. B 3anexHocTi BiO BaXXKOCTi nepebiry 3axso-

KJTITKOIO MatoTh BaXKKUiA nepeo6ir 3axsopioBaHHs, 25 (38,5%)
- CépenHboBaxkuit Ta 1 guTtuHa (1 ,5%) 3 nerkum.

proBaHHs 39 pitent (60%) 3 emdiseMarosHol rpyaHol

AHTPOMOJIOIIYHI OOCHIIKEHHSA

Mpw nepxycii 69 xsopux (86,3%) manu kopo6kosuii
3BYK, i3 HUX 58 (84,1%) Gynu Y Nepioai 3arocTpeHHs xso-
pobu. AyCKynsTaTUBHO B UbOMy nepiogi y 53 piten (80%)
Oynu Bonori Pi3HOKaniGepHi xpunu 3 060ox CTOpIH, ki ne-
pesaxam y nitelt 3 sBaxkum nepebirom (79,1%). B cragji
pemicii y 16 Bunankax (88,9%) Bu3Hayanu XOpCTKE au-
XaHHA, e 4 AuTuHK (22,2%) Manu Bonori Xpunu.

Y 23 putunu (28,75%) AIarHoCTOBaHO XONecTaTUYHMi
Ta WATONITU4HUA CUHOPOMM. Ons piardocTuku CUHAPOMY
X0necrasy Ta LMToni3y BU3Ha4yanu sMicT Binipy6iHy Ta tioro
bpakuiii, XonecTepuHy, aKTUBHICTb nyxHoi docharazu
(D). Cepen uiei rpynu 8 xsopux (34,8%) nitent Manu cyT-
TEBE NiABULLEHHS piBHs AJTT, ACT Ta noKasHuku Bynu y
mexax Big 63 fo 232 (114,75+ 27,0) O4/n Ta Big 53 mo
224 (77,6%13,6) O[/n BignosiaHo. PiseHs Ginipy6iHy npax-
TUYHO Y BCIX AiTel GyB y mexax HOpMU, nuwe y 3 giteit
0ro piBeHb 3HaYHO MiaBULLYBABCS B0 38-49,5 MkMonb/n.

Y BCiX XBOPUX, KOTPUM BM3HAYATU JNI® (n=38), Bigana-
4asI0Csa 3HAYHE MiABULLEHHS LLOro depmMeHTy Ta cknapa-
no B cepenHeomy 689,7+38,7 On/n i He 3anexano Big
nepioAy 441 BaXKOCTi 3aXBOPIOBaHHS.

BuaHayeHHs bekanbHoT enactazu-1 LN OUiHKN DyHKLT
NIALLNYHKOBOI 321031 npoBoaunu nvwe 18 aitam. 13 Hux
y 2 (11,1%) ®E 1 6yna B Mexax HOpM# (>200 Mmkr/kr), 4
AUTUHY (22,2%) Manu noMipHe nopyLuexHs (200-100 mkr/
Kr) Ta 12 (66,7%) - Baxke NOPYLWeHHs dyHKLT (MeHLwe
100 mxr/kr).

Npun M‘\Kp'oﬁionorhmmy AOCNIAXEHHT MOKPOTUHHS

Haibinbll YacTo BuUciBanuchb KyneTypu St. aureus, Ps.
aeruginosa, Str. pyogenes, Str. viridans, Str. agalactiae, C.
albicans ta Enterococcus SPP-, AKY BUrNAAi MOHOKYNLTYP,
TaK i B MikcTax. Bucis Ps. aeruginosa HaiyacTille cnocTep-
iraBcsy 19 niTel 3 BaxxuM nepebirom (47,5%) y nopisHsiHKi
3 LiFbMU 3 CEPEAHbOBAXKUM - 2 (6,1%). Oo rpynu
Pseudomonas Takox BxoauTs Flavimonas oryzihabitans, koT-
pa BUCiBanach y 4 xsopux (5%), Ps. fluorescens - B 1 xzo-
poro, Ta HewonasHo BiookpemneHa rpyna HedepmeHTy-
10401 rPaM-HEraTUBHOI NanyKu pony Stenotrophomonas
maltophilias, sixa sucisHa Bcboro g 1 XBOPOro. Cxoxuit 3a
CBOIMW BNaCTUBOCTAMK A0 Pseudomonas spp. pig
Burkholderia 6ys npencrasnenwii Burkholderia gladioli, kot-
Py BuUCisim B 1 xBOpOrO. St. aureus sucisanm NPaKTU4HO y
MNONOBUHM AiTe 5iK i3 CepeaHbOBaXKUM N=15 (45,5%), Tak
i 3 BXXKUM nepebirom n=19 (47,5%). Cxoxa kapTuHa 6yna
i ana C. albicans, xoTpy sucisanu y 50% xBOpUX He3anex-
HO Bif, BXKOCTI nepebiry uu nepiosy 3axsoptoBaHHs. Y 4
AiTei Tpueano cissca St. aureus MRSA, cepen iHwoi pno-
py, ska Byna susieneHa Y xBopux Neisseria spp., Coryn.
pseudodiphtheriae, St. haemoliticus, Lactobacillus spp., C.
krusei, Asperg. fumnigatus.

BucHoBku Ta NEepCneKTUBU nopanbLunUx
‘po3pobok

1. Cepen, o6cTexenmx aitei ms 3 NaHKpPeaTUyHo He-
[OCTaTHICTIO 3yCTpiyaeTbes Binblue HiX y 20 pasis yacTi-
we, Hix 6e3 naskpeaTuyHo! HEO0CTaTHOCT.
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2. Y nepiogj 3aroCTpeHHs y aitei, xsopux Ha MB, 3art- 4. [ins Baxxkoro nepediry MB XapPaKTePHUA BUCIB BinbLy
p1MKa HaGopy Macw Tina, 3aauwika 8 GTaHi CMOKOS T NPU  arpecusHOl MIKDO®NOpK. Y aiTei 3 BaXKuM nepebirom y
isnyHmx HABaAHTAXEHHSIX, MOSBa rHiHOro MOKDOTUHHS,  MOCIBi MOKPOTUHHS Ps. aeruginosa sussnAsam y 7,7 pasu
UM3HO3 3yCTpivaroThes y 2-2,5 pasu 4acTille, HiX y naujeHTiB  yacTiwe, Y NMOPIBHSHHI 3 CepeaHboBaXKUM nepebirom.

Y CTaHi pemicii. MepcnexTusoro NOAANLLWINX AOCHIAXKEHb € BUBYEHHS

3. Y 28,7% xsopux cnocTepirany naboparopki 03Haku METOAIB NOKPaLLEHHS SKOCTi AiarHOCTHKY, OLHKM BAKKOGCTI
LMTONI3y Ta Xonectasy B neyiHui npu BigcyTHOCTI abo CTaHy XBOPWX Ta KOPEKTHOro niaGopy anroputmis BELEH-

MIHIMaNIbHUX KNIHIYHKMX NpOsBax. HS BaHoT naTonori,
Cnucok nitepartypu
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KITMHUYECKAS XAPAKTEPUCTUKA LDETEN, BOJIbHbIX MYKOBUCUMOO30M

Pesiome. B pabore ouyenmnu OCOBEHHOCTU KAMHUYECKOro TeYeHUs Mykosucumnosa y peteii 8 3asucumocty OT TSXECTU U nepu-
osa 3abonesaHusi. Beino o6cnenosaHo 80 6osbHbIX MB B BO3pacte ot 2 mecsiyes 40 17 ner (cpeanuit sospact cocrasun
9,48%0,57 ner). Beino yCraHosneHo, 4to 96,3%4,45% nereii umenu naHkpeatnyeckyro HEAO0CTaTOYHOCTb, U TOALKO 3,8%4,57%
NayneHTos 6bii ¢ CoXxpaHeHHow GyHKUMeER Nogxenyno4Hoi xeneasl. C JIerkuM TeveHmem MB 6bi10 2,5 % pgereii, co cpenHers-
XKENbIM TeveHnem - 43,8%, ¢ TsxensiM - 53,8%. B nepuone o6octpequs 6ose3nu ob6cnenosaHo 77,5% pebenka, B nepuosne
pemuccun - 22,5%. BeisicHeHo, yTo AJ18 TAXEJI0ro TeqeHusl XapakTepeH Beices Gosice arpeccuBHoi MUKpodaops: - y fgerei ¢
TAXE/IbIM TEe4YEHUeM B 0CeBe MOKPOTHI P, aeruginosa onpegensnv B 47,5% Clly4aes, B cpaBHeHuy ¢ CPEAHETSXENbIM TeYeHU-
eM - 6,1%. B 28,7% Cay4aes Habnmwoganm 71a60paTopHsIe NpU3Haky a@KTMBHOro BoCcnanuTensHoro Npouecca B rieveru npu orcyr-
CTBUU Unn npu MUHUMATbHbLIX KITMHUYeckux npossnenusx. beino OTMe‘IEHO, 9T0 vacrora u THXecCcTb KIIMHUYeckux nposisneHunit
38BUCAT OT nepviofa u cTeneHu Taxecty MB.

Knioueeslie cnosa: MYKOBUCUMAO03, KIMHUYECKas XapaKTepucTuka, OeTy.

Dudnyk V.M., Rudenko G.M., Demianyshyna V.V.

CLINICAL CHARACTERIZATION OF CHILDREN WITH CYSTIC FIBROSIS

Summary. In this article authors evaluated clinical features of cystic fibrosis in children. The study involved 80 children aged from
2 months to 17 years (9,48%0,57 years) with cystic fibrosis. We found that 96,03+4,45% children had Ppancreatic insufficiency, and
only 3,8+4,57% children had normal pancreas function. 2,5 % children had mild CF, 43,8% patients had moderate course, and 53,8%
subjects had severe course of the disease. We examined 77,5% children in acute phase and 22,5% patients in remission. It was found
that the culture of Ps, aeruginosa was most commonly observed in 19 children with severe (4 7,5%) course compared to patients with
the moderate course - 2 (6,1%). 28,7% of patients were observed laboratory signs of cytolysis and cholestasis syndrome with no or

minimal clinical manifestations, The analysis showed that the clinical manifestations of the disease in examined children depended on
the disease phase.

Key words: cystic fibrosis, clinical features, children.
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SAJIEXHICTb NMOLUMPEHHS BYFPOBO| XBOPOBMW CEPE[ IOHAKIB TA
AIBYAT NOAOINNS BIA, BAPIAHTIB COMATOTUNY

Pesiome. Berarosnena 3aN1EXHICTb NOLIMPEHHS BYrpO8oi XBOpPO6M cepen oHaxis Ta Aisqar Moainscskoro perioHy Ykpairu sig
BapiaHTis comartoTuny. Y xsopux Ha BYrpOBY XBOPOO6Y IOHaKIB MOPIBHIHO 3i 380pP0BVIMM IOHaKamy BCTaHOBIEHO HacTyrHi 0co6yI-
BOCTI: binblumii BiGCOTOK OCI6 ME30MOPPHOro | Me30-eHAOMOPPHOro COMaTOTIMY | MeHLLMIT BigcoTOK oci6 E€KTO-Me30MOPOHOro
comarotuny. Cepes xsopux Ha 8 YIDOBY XBOPOO6Y AiBYaT NOPIBHIHO 3i 340poBUMM AiBYaTamMy BCTaHoB/IEHO GinbLumii BiACcoTOK 0Ci6
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