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MyKoBicungos
(CYTb, MacTIiCTb, KnacuikaLia,

NnpoMeHeBa AiarHoCTHKa 3MiH
y nerexHsx)

Xaprisecvka meduyrna arxademis
nicasadunsomnoi oceimu,

JIvgigcvra obacHa dumsaua
cneuiani3osana JiKapHs

Mucoviscidosis
(essence, frequency, classification, radiodiagnosis
of the changes in the lungs)

“Woe to that child which when kissed
on the forehead tastes salty. He is bewitched
and soon must die”

(Hewacms, sxwo, yiaryouu gumuny 8 €oao,
su siguysaeme ciab. Boma sauaposana
i WBUAKO MYCUMb nomepmu )

Hapoana npuxaska s Ilisniunoi €sponu,

npouumosara Welsh ra Smith (1995 ).

Y aaniii craTTi NiZzCyMOBYIOTbCS iCHYIOUI ChO-
TOJIHI 1aHi PO B2Ke JOCUTb Z00pe BiZiloMe B Halll
yac 3axBoproBanHsi — mykoBicuuzos (MIB), mo
BBa:Ka€ThCA pigKicHOW0 Heayrolo. VozxAusicTb
HOr0 PaHHBOI JIATHOCTHKH € AHIIE ¥ BEAUKHUX
MICTaX 3 [NOTY2KHOIO KAIHIKO-I1arHOCTHYHOIO 6a-
3010. MykoBicuuz03 10CUTb CKAAZAHUH TATOAO-
rIYHHUHU [1POLIEC, OCKIABKH ITiZL 4ac HOro mepebiry
3yCTPIYaloTbhCs (PAKTH, K1 Ba2KKO BiZipasy Mosic-
HHUTH Ta 51Kl TOTPeOYIOTh KOMIIAEKCHHUX 3HAaHbD 1 B
raaysi 6ioAoril, 1 B raaysi Me IMLIHH.

Y wam uac icnye Bpazkaroua HeBiANOBIAHICTD
MI2K CTPIMKHM PO3BHTKOM TE€OPETUYHHX 3HAHb
(y raaysi npupoaHuu0-MaTeMaTUYHHX HayK ) 11X
NOBIAbBHUM BIpOBa/KeHHAM y NnpakTuky. Lle
CTOCYETbCSI HacaMIlepeZl MeAULIMHH, TOMY B LIH
po6OTI, KPIM OCTAHHIX JJaHUX, CKOPHUCTAEMOCh
LIIHHUM MaTeplaAoM, 310paHUM y IONepeiHl POKH,
6e3 IX 06IrpyHTYBaHHs Ha TOHU 4ac.

Myxkogricuugos (kictodi6pos) — cnaako-
B€ AyTOCOMHO-pelleCHBHE MYABTHCHCTEMHE
3aXBOPIOBAaHHS, 3yMOBA€HE MYTAaLlI€I0 reHa
MBTP (myxoBicuugosnoro Trpancmem6pan-
HOTO PETryAsiTOpPa), II0 XapaKTePHU3IYETbCA
NiBMILEHOIO MPOAYKIIEIO B’ I3KOTO CEKPETY
€K30KPHHHHMH 3aA03aMH, PO3BHTKOM BTO-

PHUHHHX 3MIH Y A€TeHsX, IIAYHKOBO - KHIIKO -
BOMY TPAKTI Ta PeNnpPoOAYKTHBHIN CHCTEMI,
Ma€ Ba:KKHH nepebir i nporxos.

Cystic Fibrosis — neii Tepmin, 6iabm normu-
PEHHH B IHO3EMHIN AiTepaTypi, BIepIle BUKOPH -
cranuii Jlopori Anaepcen y 1938 p. crocosno
XBOPOOAUBOIO CTaHy, SIKMH BOHA BIZIOKPEMHAA BiJ|
neaiakaabaoro cunzpomy [1]. Bnepme MB Bu-
SIBAEHO ITiZl Yac ayTOIICIH ZiTeH PaHHbOTO BIKY, SIKi
3arvMHyAHU BiJl THEBMOHIH, BUPa:KEHOTO CUHAPOMY
MaAbabcopOilll, 13 3HAYHOIO 3aTPUMKOIO (PIBUYHOTO
po3Butky [2]. Mapbep y 1944 p. ynepute na-
3BaB KICTOPIOPO3 CHCTEMHUM IIPOLIECOM 13 BAAY -
YeHHsIM GIABILIOCTI 3aA03, IO CEKPETYIOTb CAHS.
Y 1977 p. lllsaxman niabus nigcymxu gocsr-
HEeHb OCTaHHIX 2D POKIB, ITOZIAaB CTATUCTHYHI JIaHI,
BKa3aB Ha MOXKAUBICTb JIarHOCTHKH XBOPOOH B
HeoHaTaAbHOMY Nepiozi. Bin BBa:as 3axBopio-
BaHHsI TeHETUYHUM 3 peLleCHBHUM IIPOSIBOM, TPaK-
TYBaB ypa:KeHHsl IUXaAbHOI CUCTEMH sSIK OCHOBHY
IPUYUHY CMEPTI XBOPHUX; 3allPOIIOHYBAB OLIIHKY
TS2KKOCTI ITepebiry XxBopobu B 6arax, BpaxoByIO-
YH 3aTaAbHUM CTaH, KAIHIYHI Z1aHi, aHTPOIIOMETPHYHI
MMOKa3HUKHU Ta PEHTT€HOAOTI4HI 3MIHH B A€TeHsIX,
sAKi ormemo misHime [ 1, 3].

MyxkoBicunao3 — MoOHOTeHHe 3aXBOPIOBaHHS,
symoBAeHe myTauiero reda MBTP. 'en MB
6yAo izenTudikosano y Bepecti 1989 p. B pesyab-
TaTl CIIABHHUX ZOCAIZKEeHb ABOX KaHaJCbKUX
(L. Ch. Tsui, J. Riordan, Toponro) i oaniei ame-
pukancbkoi Aaboparopiii (F.Collins, Miuuran)
[2]. Zlaa MBTP xapakrepna BeAuka KiAbKicTb
myTauii (6irbime 1000) i noAiMopgismis (6irbime
300) [4], Tomy pisHOMaHITHUMH € iX IPOSIBH MPH
popmyBanHi gpenotuny [5]. 3a morexkyrsgpHUM
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MeXaHI3MOM YIIKOJ/I2KEHHsI MyTallill peKOMeHJI0 -
BAHO MOJIAUTH Ha D KAaciB. | sKkKicTb KAIHIUHOTO
nepebiry VIB uacto Busnauaetncs kaacom my-
Talii. SHayHa TeHeTHYHa reTeporeHHICTb MPo-
ssiB MB cTara npuumubolo nomykis kopeasii
Mi2K T€HOTHIIOM MyTallil Ta ()€ HOTUIIOBUMH IIPO-
siBaMu (3a JaHUMHU KAIHIYHOTO 06CTe2KEeHHs ).
3okpeMa, Tak 3BaHI «BaxkKi» MyTallil, 3apaxoBaHi
a0 1-roi 2-ro kAaciB, PeHOTHIIOBO IPOSBAAIOTD-
sl TAKKUMH (DOPMaMU 3aXBOpIoBaHHs. «/\erki»
myTauii (4-1 1 5-H KAacH) KOPeAIOIOTb 3 Mi3HIM
ae6oroMm KAiHiuaux npossis MB i 3 Aermum
nepebirom saxsoproBanusi. HassuicTb y renoruri
mazkopHoi myTauii AF508 npussoauts 10 T2k~
KMX KAIHIYHHX TPOsiBiB 3axBopioBaHHsA. Lo
myTauito BusiAsiorb y 50—80 % ycix xBopux,
BOHA IPOSIBASIETbCSI BUPAXKEHOIO MaHKpPeaTH4 -
HOIO HegocTaTHicTio. BogHouac He BcTaHOBAE-
HO PI3HULII MI2K CTYIIEHeM ypaxkeHHs1 OpOHXOAe -
reHeBOl CUCTEMH Y MALIEHTIB 3 PI3HUM IO€JHAH -
aaM arered y resi MBTP, mo cBigunTs Ha ko-
PUCTb BIIAMBY IHIIHX (PAKTOPIB Ha (POPMYBaHH;I
AereHesoro gedoruny [4, 6, 7].

['en, Bignosizarbuuii 3a MIB, posmimenuii na
zaosromy raeul 7-xpomocomu (7q31) i koaye nporein
1480 aminokucaoT, Ha3BaHUH MYKOBICLIMZO3HHM
Tpancmembpanaum peryaaropom (MBTP). Y
HOPMI B 3aA03UCTOMY eIiTEAll XAOPHI KaHAAU
BIZKPHUBAIOTbCS y BIAINOBIZb Ha MIJABHUILEHHS
nAMD, saxuii axtuByetbea TAMM-3arexxHoI0
[IPOTEIHKIHA3010, 1110, ¥ CBOIO YePry, (POCPHOPUAIOE
xA0pHI KaHaAu. Sk pesyabTaT, cekpelist xA0py,
pasoM i3 piguHoro, 36irbmrena. Y sunazky VB
xAopHi kaHaAu He akTuBytoTbess TAMM. Tomy
KAITHHH HE CEKPETYIOTb XAOP 1 BOZAY B I0CTAaTHIH
KIABKOCTI 1 IPOBOKYIOTb MiZABHILEHY abcopb11io
HaTPIIO, 110 IPH3BOAUTD /10 YTBOPEHHsI B IBKOTO
causy [8].

OcranHi 0CAi 266 HHS TEHETHKIB OKPECAIOIOTD
6iAbII mHPOKY KapTuHy possutky MB. Bigomi
LIIKaBl (PaKTH, SIKI CBIAYATb [1PO BU?KUBAHHS reTe -
pO3UroTHUX HociiB myTauii rena MB nig gac
MaHAeMIH XOAEPH, OCKIAbKH aATiZHI (POPMH 3a-
XBOPIOBaHHSI PO3BUBAAUCD Y HUX YKpaH PiZKoO.
BpazkaroTp, 1m0 3aBAgKu 3MiHI €AeKTPOAITHOI
PIBHOBAru Ha IOBEPXHI eNiTeAlaAbHUX KAITHH
Hocii rereposuroruux mytauin AF508 marornb
MIZIBUIIEHY PE3UCTEHTHICTb 0 TYOEePKyAbO3Y,
TUQY, TPUITY, MaAspil, 6y6oHHOI aymu, cudinicy [ 2].

]_J\_[oao TPUBAAOCTI ?KUTTS MALIEHTIB: AUTHHI,
sika Hapoaurach y 1996 p. y Beauxiit Bpuranii,
Kanazi ta CILIA rapanryerbcs 40 poxis.
B ¥Ykpaini cepesns TpuBaAicTb :KHTTS XBOPOTO
na MB cranosuts 14 poxis. [ lommpenicts MB
3aA€KUTb BiJl MOMYyASL] | € Z0CUTb BapiabeAb-
HOIO B pisHUX Kpainax €sponu i [liBniunoi
Awmepuku, yacTicTb il CTaHOBHUTD BiZ 1:2000 zo
1:4000 nosonapoa:xenux (Bucoka yacTicTb
cepe/ IesSIKMX eTHIYHUX IPyTI, 30KpemMa B AabbepTi
(Kanaza) 1:313). Myxkosicuuzos spizka Tpamn-
AIETbCSA cepesi KopiHHOro HaceAeHHs Asil Ta Ad-
puxu (menme 1:100 000). Hacricts y Pocii cra-
nosutb 1:12000, o nosicHiooTb 3MinIyBaHHAM
CAOB SIHCHKHX 1 (PiIHO-yTrOPChKUX TOMYASLIH.
Bga:xkaeTbcs, mo gactora MB B Ykpaini crano-
Buth 1:2200 nosonapoazxenux. [ Llopoky B cBiTi
napoaxyetbesa 45000 aitedt, xsopux na MB; y
CILILA — 2000, M panuii, Auraii, Hiveuursi —
Biz 500 70 800, B Pocii — 300 [6, 9, 10].

[Llo cTocyeTbcs renzepHnol augepenuianii,
XAOITYMKH XBOPiIoTb dacTiie: y Beauxiii bpuranii
npotsirom 20 pokis na 100 aisuaTox HapoaurOCH
104,8—106,1 xBopux na M B xromuukis [11].
Boznouac nokasHuky BuzxuBaHHsI cepeZi HOAOBIKIB
€ IIOMiPHO BUILUMH, Hizk cepes, xxinok [12].

B Yxpaini npuitnsra kaacugpikauias MB (ua-
kas MO.3 Big 28.10.2003 p. Ne499), 3a sxoio
BUZIAsIOTD Taki popmu M B:

A. 3 nankpeaTHYHOIO HEZOCTATHICTIO.

b. Bes raxoi negocratHocTi, 30KkpeMa nepBuH-
HOTEHITaAbHY (POPMY 3 YPOJKEHOI0 biraTeparb-
HOIO arAasi€lo ciM ABMHOCHOI IPOTOKH.

B. Arunosi ppopmu MmykoBiciuzosy.

o MB 3 nankpeatuanoro HeocTaTHICTIO Ha -
AerkaTbh yCl BUIIAJKU 3aXBOPIOBAHHS, SIKI KAa-
CH(IKYBaAUCh SIK KMILIKOBA YM 3MilIaHa (Gopma.
Jlo MB 6e3 nankpeatnunol HegocTaTHOCTI Ha-
AexKaTh BHUIIAJIKH 3 HOPMAAbHOIO €K30KPHUHHOIO
(DYHKIIIEIO MIZAIIAYHKOBOI 3aA03H 3 MiATBEP/KEeH -
HSIM pe3yAbTaTaMH AaO0PATOPHOTO JOCAIKEHHST
BIZICYTHOCTI HEUTPAABHOTIO KHUPY B KOIPOrpami.
[enitarbny gopmy MB niarsepazkye ypoaor 3
ZLOTIOMOT'OI0 MTAABIIATOPHOTO OOCTEKEHHs Ta pe-
3YABTATIB A0CAiAzkeHHs criepmu. /lo aTunoBux
(OpM Hare:KaTb BHIIAZKH XPOHIYHOTO ypazKeH-
HS IUXaAbHOI CHCTEMH PI3HOTO CTYTIEHs TS -
kocri 3 Tunosumu g VIB nposisamu, uu sik e au-
HOMy KAiHiuHOMy nposisi M B npu nopmanabhii
€K30KPHUHHIN PYHKLII HMiAIIAYHKOBOI 3aA03H 1
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HopmarbHoMy (menmie 40 mexs/A) 4u cy6HOp-
MaAbHOMY PIBHI XAOPHIB IOTY.

Birbm getarbHOIO € KAacudikauis Pociii-
cbkoro koHcencycy 3 MB (1995 p.), nasezena
B TabAuui [13].

3a MmixkHapoAHOIO KAaCU(iKaLi€o XBOPob
10-ro neperaaay (MKX-10) (http: //likar.
org.ua), MB narexutn g0 kaacy IV (Xsopobu
€H/IOKPUHHOI CHCTEMH, PO3AAZLY XapuyBaHHS Ta
nopymenHus obminy peyosun) — 84 Kicros-
HUH Pi6po3:

E84.0 Kicrosuuii pi6pos 3 AereHeBUMHU CUMII-
TOMaMH;

E84.1 — 3 kumkoBuMu cumnromamu;

E84.8 — 3 inmumu cumnromamu;

E84.9 — kicrosuuii gi6po3 HeyTOUHEHHH.

3 meroro aiarnoctuxu [ 9] cborozni BUKOHYIOTH
PSiZL TECTIB: TIOTOBY MPo6y, TeHeTUYHE TeCTyBaHH,
OLIIHKY (DYHKLII MiAIIAYHKOBOI 3aA03H, (PYHKIII
30BHiIHbOro AuxaHHsA. /leski aBTopu BBa2KalOTh
[13], 110 reneTnyHmii aHaAI3 BapTO IIPOBOAMTH AMILIE
y mauieHTiB 3 mizosporo Ha MB 3a BizcyTnOCTI
KAQCHYHHX ZIIarHOCTHYHUX KPUTEPIIB, 5Kl JalOTh
MOZKAHBICTb BCTAaHOBUTH TouHHi aiarHos y 95 Y%
BUIAJKIB 1y aitel, i y sopocaux. OcHoBHUE KpH-
TePId — IZBUILEHHs] KOHLEHTPALIl 10HIB XAOPY
B CEKPEeTI] TOTOBUX 3aA03 IIAKOC 11Ie Xo4a 6 OZMH 3
TaKHX: a) XPOHIYHE 3aXBOPIOBAHHSA AMXaAbHHX
LIASIXIB; 6) 03HAKH €K30KPHUHHOI HEJOCTATHOCTI
IIZIIIAYHKOBOI 3aA031 YM BCTAHOBAEHHH J[1aTHO3
MB y 6ausbkux poauuis [7].

/At BUKOHaHHs TOTOBOI IPOGH 3aCTOCOBYIOTh
CTaHZAPTHY METOAUKY 3 BUKOPHCTAHHAM KiAb-
KicHOro ioHO(opesy miAokapriHy (3 Z0mOMOro0
CAabKOTO EAEKTPHYHOTO CTPYMy IpenapaT BBO-
JATb y IKipy, 110 CTUMYAIOE MTOTOBI 3aA03Hu). B
HOPMI KOHLIEHTpALIIs1 HATPIIO 1 XAOPY B CEKPETI II0TO-
BuxX 3aAr03 He nepesuiye 40 mmoan/A. Koan
BoHa ctaHoBUTb 40—60 MMoAb / A, Ipoby pexo-
MEHZI0BaHO MOBTOPUTH. Y 6IAbIIOCTI Mali€HTIB
KoHueHTpauis xropy carae 80 Mmoab /A, Tomy
A1arHOCTHYHUM MOKAa3HUKOM € 3HAYeHHS BHILE
60 mmoab/A. BapTo nmam’sitaty, mo € ynmanui
IepeAlK 3aXBOPIOBaHb, MPHU SIKUX IOTOBa 1poba
MozKe BUABUTHUCH osuTHBHOMW [4, 9, 14].

[ lepmoueprosoro snauenns nabysae panue
BCTaHOBAEHHsI [larHO3Y, 110 OKPAIIY€E TIPOTHO3
3aXBOPIOBaHHs, 3a6€31e4y€ BUILY e(DEKTHBHICTD
AikyBanns [ 2, 15]. 3 wiero meToro pekoMeHzyeTh-

Cs1 IpeHaTaAbHA Ta HEOHAaTaAbHA J1arHOCTHKA.
[ Ipenatarbna aiarnoctuka cborogHi € ckaazo-
BOIO MeJHKO-TeHETHYHOTO KOHCYAbTYBaHHsI, 11
TPOTIOHYIOTb IPOBOJUTH Y CiM 5IX 3 BACOKHM PH -
3uKoM 3axBopioBaHHs. [ L]e na mouarky 80-x pp.
BHHHKAAQ MOKAMBICTb alarHoctyBatn VB Bay-
TpiyTpo6uo. Humi 3 1iero metoro nposoasaTh mo-
AEKYAsIpHY [IPeHATaAbHY J1arHOCTHUKY, aMHIOLIEH -
Tes, Giomncito xopiony. [ [pononyeTbcst Takozxk
HOBHH HAIPSIMOK Y T€HETHLII — I1epeIMIIAQHTa -
uiiia giarmoctuka [2].

Ak BuzHO 3 HaBe ZEHKX KAACH(IKALIH, YaCTO MPH
MB ypa:xenns sasnaioTb 6poHxoArereHesi
CTPYKTYPH, 3MIHU SIKUX BU3HAYAIOTb I10JAABIILY
aoawo xBoporo. | [pomenesi metoau aocaizxen-
Hs1 € PAKTUYHO €JUHUMH Y MPHKUTTEBIN Bisya-
Aisanii Aerenb ysaraai i npu VB sokpema.

MeTtoau npomeHeBol AiarHOCTUKH CbOrOZHI He
BBazKalOThCsl CIIOCOOOM PAaHHbOTO BCTAHOBAEH-
Hs1 1laTHO3Y, aAe BOHH JAl0Thb MO2KAHUBICTb KOHT-
POAIOBATH €(PEKTUBHICTb AIKyBaHHs, ITepeOir 3a-
XBOPIOBAHHS, MOSIBY YCKAAZHEHb. X 04a 63 BHpa-
»keHol KAiniuHol Manigectauil MB y pasi xpo-
HIYHOI O6pPOHXOAereHeBOl IH(EKII] BUHUKAE
HeOOXIHICTD y GIABII PETEABHIN OLIHIII PEHTTE -
HoAoriuHol kapTuHHU i audepenuianii MB 3
IHIIIUMH [IPOsiBaMH 6 pOHX00OCTPYKIIIl, OCKIABKH
aeski aBropu BigHocatb MB a0 rpynu xponiu-
HUX O6CTPYKTHBHHX 3aXBoproBaHb AereHb [16].

CmepTHiCTb BIZl ypaKeHHsI IUXaAbHOI CHUCTe -
MH 3 PO3BHUTKOM CeplIeBO-AereHeBOl HeJOoCTaT-
HOCTI € HaUOIABIII MACOBOIO IMICASI CMEPTI HOBO-
Hapo/zKeHuX Big MekoHiaabHoro iaeycy [1]. [ Tpu
MYKOBICUHUZI03] — HaM4acTIill [MOKa3aHHs JAAs
6iraTepaAbHOI TPAHCIIAAHTALIIl AeTeHb 3a KOp-
aonoM (nonaz 1/3 Takux onepauiii y zopocaunx),
aZxxe TPUBAE MPOrpeCcHBHA BTPATa MacH i ropy-
IIIEHHsI AeTeHeBOl (PYHKIIIl 32 YMOB a/leKBaTHOI
tepamil [7, 17].

[Tpu MB mnaiiuacrime ypazxyroTbcs: BepxHi
AMXaAbHI IIASIXH: BUHUKAE MAHCHHYCHUT. Y 7—
20 % xBopux ziarHOCTYOTB MOAINH HOCA, SIKi MO-
?KYTb CIIPHYUHHUTH [TOPYIIIEHHS] HOCOBOTO ZIUXaH-
us1 [3]. [Llo cTocyeTbcst HocOBHX MOAINIB, TO iX
BBa’KalOTh [MO3UTHBHOIO IPOTHOCTHYHOIO O3HA-
Ko10. J\erenesi 3aXBOpPIOBaHHs [IPH LIbOMY MalOTb
cepeaHboTsKKHH niepe6ir. [len gpakr € auaum
i He Mae Ha cboroHi iTkoro nosicaenns [12]. Jaa
IHTepIIpeTalil PpeHTreHOAOTTYHOI KAPTHHHA HaH-
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Kaacugirkayis myrxosicyudosdy
Mucoviscidosis classification

XapakrepucTtuka 6poHxonereHeBux 3MiH
dopma ®daza akTMBHOCTI it .
P KapTuHa BeHTI/IJ'IFILI,I.I/IHa TeKKICTb
3axBopio- npouecy HenocTaTHICTb YcknagHeHHs rlepe6iry
BaHHS cTy-
KNiHYHa eHaocKoniyHa T™]N .
niHb
. 1. daza . . 1. O6CTPYK-
1. 3miwaHa 1. BpoHXiT: EHOOBPOHXIT: TPYK | |Atenexrasmn Nerka
3aroCTPEHHS TUBHUIA
. o abcuecu
rocTpui KaTapanbHUn
MHEBMOTOPAKC
peungnByloyuii |  CAM30-THINHWA nioNHeBMOTOpPakc
XPOHIYH WA rHIHWA nereHese cepue
2. Paza . 2. Pectpuk- KpOBOTEYA CepepHbo-
2. NlereHeBa . 2. [NHeBMOHis: P 1 P pen
aKTVBHOCTI: TUBHUIA (nereHeBa, WNyHkoBa) |TsXkKa
mana NnoBTOpHa 0BMeEXeH I ranmopuT
cepenHs peunavByoya LUMPO3 NeYiHkn
BUNadiHHA NPSMOoi
BUpaxeHa an psiMO
KA LLIKWA
- . 3. 3miwa- -
3. KnwikoBsa [3. dasa pewmicii noLmpeHuin - Il JuykpoBuii piabet Taxka

BaKAMBIIIOIO € 11 MaTOMOP@OAOTIYHA BiAMOBIZ-
"ictb. Dpouxir, 6ponxoexkTasu Ta 6pOHXIOAIT
BUSIBASIFOTbCSI B IMTHHCTBI, y2Ke PIIKO ypazKeHHs
A€reHb MO:KAUBE y HEOHAaTaAbHUH NepioZ. Y 11bo-
My BHIIAZKY PO3BHUBAETbHCs MATOAOTIYHHUU CTaH,
CXO02KHH Ha 6POHXOAETEHEBY AUCIIAABIIO, AAE HE-
BIZIOMO, YH € BiH BU3HaYaAbHUM (PAKTOPOM Ha-
koraensst causy [ 18 ]. [umi apropu TBEpASITD, 1110
B II TpumecTpi BariTHOCTI BiZ6yBa€TbCs aKyMyAsi-
LISl CAU3Y B TPaxeoOPOHXIAAbHHUX 3aA03aX IMPH
BizcyTHOCTI iHmMX 3MiH [2].
3azokymentoBano (mpu ayTorcii) BUMagKu
ypaxkeHHsI AeTeHb B IOHOMY ab0 B MOAOZOMY BILI1
[P AaCUMIITOMATHYHOMY Iepebiry 3aXxBoproBaH-
HA B ZAUTUHCTBI. Y BCIX XBOPUX y XapKOTHHHI Ta
CAMHI JIOBe/IeHO HAsIBHICTb CITeUPIYHUX MIKPO-
opraHisMiB, siki xapaktepusyiotb VIB [19—23].
DBaxrepiarbna indeKuis y AUXaAbHHX IIASIXaX €
OCHOBHOIO IIPUYHHOIO 3aTOCTPEHHSI 1 CMEPTHOCTI
nauientis 3 VIB. [lepsunno auxaabni masxu
koaoHisytotbca Haemophilus influenzae, nisni-
me — Staphylococcus aureus, B octanHio uep-
ry — Pseudomonas aeruginosa [7]. Buasaen-
us Ps. aeruginosa mMae rnepeBaz:HO HECTIPUATAH -
BUH MPOrHo3. 36YAHUK 4aCTO BUABASIOTD Y
BEPXHIX AMXaAbHHX IIAsiXaX. PesucrenTHicTb 210
aHTH6I0THKIB y nawieHTiB 3 Ps. aeruginosa nmocty-
IIOBO 3POCTAE 1 30y IHUK CTA€ OCHOBHOIO [IPHYH-
Hoto cmeptHocTi [ 24]. Ingikysanus pisHoBuzamu
Aspergillus, Candida i H. Capsulatum e pesyab-
TaTOM TpUBaAOi aHTH6IOTHKOTepamnii [25].

Bponxir Ta 6ponxonuesmonito 6yro Mopo-
AOTIYHO MATBepAKeHO y AiTelt pisnoro Biky [18].
3 iioro 36iAblIeHHAM YacTille ZiarHOCTYIOTb
MeTarAasilo ermiTeAilo Ta 6poHxoexTasu. Emdi-
3eMa He BUSABASETbCA 10 2 POKIB BiZl HAPOKEH -
Hs1, aAe il saikcosano B 11 % aireii Bikom Big 2
10 6 pokie iy 40 % xBopux, crapmmx 6 pokis.

Aerenesa kpoBoTeda TpanAsgeTbcs 3pizKa i,
HUMOBIPHO, BHACAIZIOK HPOHXOAEr€HEBUX aHACTO-
MO3IB, SIKi yCKAAZHIOIOTb 6ponxoekTasy. | liateep-
JKE€HO aHACTOMO3H MiK AereHeBUMH BEHAMH 1
6pPOHXIAAPHUMH apTePISIMH, TOMY JesiKi Xipypry
PEKOMEHYIOTD [IPH TPUBAAIM KPOBOTEYI [IPOBO-
auTu eMb0oAizaLiio 6poHxiarbHUX apTepii [ 7, 26,
27]. Macusne kposoxapkanns (240 ma nporsi-
rom 24 roz) um yacrte BuziAeHHs KpoBi (6iabiIe
100 mA Ha zenb) npotsarom 3—7 guis moOpPOKY
BusiBasietbest y 1 % xBopux va MB [7].

BusiBaeno Tako:x cybnaeBpaAbHi noBiTpsiHI
KICTH, OCOOAMBO Y BEPXHIH YACTLIL AET€HI, SIKI € IIPH-
yuHolo nHeBMoTopakcy npu MB [28]. Bouu
PO3IIO/IIAEH] Ha TPH THITH: KICTH — OpPOHXOEKTa-
THYHI, IHTEPCTHULIIMHI Ta eM(]izeMaTO3HI OyAH.
Y HesnauHifi KiABKOCTI BHIAAKIB BUSBAEHO
HEKPOTH3YIOUHH BACKYAIT, OB I3aHHH 3 YTBOPEH -
HsIM TPOMOIB Y HIKipl, AeTe€HsIX, IIAYHKOBO - KHIII -
xoBomy TpakTi. Y 40 Y% Buragxis BusiBA€HO aHTH-
HEHUTPOMIAbHI LIMTONAA3MATHYHI AHTHTIAG, SIKUX He
6yAo y nauieHTiB 6e3 Backyaity [18]. 3a zauu-
MU iHmux aBTopis [2], 3 nporpecyBanuaM mpo-
1LIeCY PO3BUBAETbHCSI BA3OKOHCTPUKTHBHA AereHe -
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Ba rinepTeHsis, sika CIIOYaTKy Ma€e 000POTHHUU
XapaKTep, a Mi3HIIle BAHUKAIOTh HEOOOPOTHI
3MIHH [IPOCBITY CyZIUH Y Pe3YAbTATI IHTAMAAbHO-
ro gibposy. ['raakom’a30Ba TkaHuHa npopoc-
Ta€ B aAbBEOAsIPHI CTIHKHU. 3 BIKOM Lii HOPYILEH -
Hs1 CTAIOTh OJHIEIO 3 IPHYUH KPOBOXapPKAHHSI.

3a naToAoro-Mop@OAOriYHUMH 3MiHAMHU TIPO-
HOHYETbCs1 BUAIAATH 3 CTazil pO3BUTKY XBOPOOU:

1-111y, KoAM 6poHXH 1 6POHXIOAM 3AIIOBHEHI B 513~
KHUM CAM30-THIHHUM BMICTOM 3 BEAMKOIO KIABKICTIO
6aKTepiu;

2-Ty, KOAM BOHH TIepeKPHTI POOKaMH, PO3IIH-
peHl, OTOYeHI 3allaAbHUMH MyTaMH.

3-T10, TepMiHaAbHY CTaZil0, KOAH JUCTaAbHI
BiZZIIAM 6POHXIB ITepeTBOPEH] Ha MIIIKH 31 CTOH~
IIIEeHUMH CTIHKaMH, 3alI0BHEHUMH I'yCTHM THOEM.
Aereni — 3 MHOKMHHMME abcLiecamu i Kictamu [ 2].

Ha pannix crazisx saxBoproBaHHs1 peHTreHO-
AoriyHi 3MiHu B AereHsax BizcyTsi. I Ipu nporpe-
cysauni M B BusiBAsieTbesa nmigBumena nuesma-
TH3allis AeTeHeBUX IOAIB, 110 BBa*Ka€TbhCS pe-
3YAbTaTOM OPOHXIOAITY 3 OOCTPYKIIIEIO APIOHUX
auxaibHux mAsaxis. I lisuime possusaeTbcs
O6POHXIT 31 CTOBIIEHHSIM OPOHXIAABHOI CTIHKH:
BUSABASAIOTbCSI UMPKYAsipHi TiHi (opTorpagna npo-
eK1ist 6POHXIB), CHMITOM «TpaMBaHHHX pPEHOK»
[7], Tomy nocrae Heob6xiaHICTb IpoBeZeHHs AH-
(epeHUINHOl JIarHOCTUKH Ha eTalll PO3BHUTKY
o6cTpykTHBHOTrO cuHApomy [29—33].

Jrss MB Ttunosuii nomupenuii noaicermen-
TapHUH XapaKTep ypazseHHs: AereHb. | [poignu-
MH B PEHTTE€HOAOTIUHIN KapTHHI € 3MIHH IHTEp-
CTHUINHOI TKAHUHH, PO3TAIIOBAHOI JOBKOAQ
OPOHXIB, 1€ MPOSIBASIETbCS TIOCUAEHHSIM ITPUKO -
PEHEBOI0 PUCYHKA, SIKMH CTA€ CITYACTUM, KOMIip-
YaCTHM, TS?KHUCTHM, KOPEHI PO3IIMPEH] U HEYITKI.
Bupa:zxenictpb 3MiH 3aAe:KuTb BiZ KAIHIYHOI cTaaii
3aXBOPIOBaHHsA. [HQIAbTPaTHBHI 3MiHU B Aere-
HEBIM TKaHHHI, SIKI MO2KYTb CYIIPOBO/?KYBATH 3a-
rOCTPEHHs, TAKO2K XapaKTePU3YIOTbCSI OIIHpPE -
HICTIO Ta MoAicermenTapHicTio. Big xponiunux
HecrenMpiyHUX 3axBoproBaHb Aerenb VIB Big-
Pi3HsIE BICYTHICTb [TOBHOI HOPMaAisallil peHT-
reHOAOTI9HOI KapTHHH B ntepio pemicii [ 30—33].

Ha nisnix crazisx naromop@oaoriaHoro ocHo-
BOIO PEHTT€HOAOTTYHHX 3MIH KOPEHIB AereHb €
nepuOpPOHXiaAbHI 3MIHH 000POTHOTO Ta HE0HO-
POTHOTO XapaKTepy, MOMipHe 301AbIlIeHHSI OPOH-
XOITyAbBMOHAAbHUX AIM(PATUYHHX BY3AIB 1 PO3IIIH -~

PEHHSI TIAOK AereHeBoi apTepii y 3B sI3KY 3 po3-
BUTKOM AereHeBoi rineprensii [30]. 3minu B
cucteMi MaAoro koaa kposoobiry npu VIB [34]
Ta 6e3nocepesHbO CTaH CepPlEeBO-AereHeBol
reMO/IMHAMIKH OLIHIOIOTb 3 ZI0TIOMOTOIO ZIOTIIAEP -
exokapaiorpadii [35]. Penrtrenoaoriuso su-
3HAYEHO 3aAeKHICTb MI2K KapAl0TOpaKaAbHHUM
ingekcom (KTI) Ta tazxkicTio nepebiry MB y
aitedl i J0pocAMX. 3oKpeMa, TIPH TSKKOMY Tepe -
6iry M B koncraTtyBarocs suuxenns cepeiHporo
snavennst KTy gireit 20 39,9 = 1,2 % (npu
nopmi 41—49 %) ta y aopocaux 10 36,6 +0,8 %
(nipu mopmi 37—47 %) [30].

Mozxna mizcymyBaTH peHTreHOAOTIYHI 03Ha-
ku VB opranis rpyanoi kaitku 6e3 ypaxysanus
cTazil MaTOAOTIYHOTIO MPOIIECy:

1Ie, 30KpeMa, MiBHIlleHa [IPO030PICTh AETeHb,
nepeBakKHO Y BEPXHIX BIIZIIAAX, HU3bKE CTOSIHHS
CKAEMiHb ZlaparmMu, 1X CIIAOILIEHHS 1 0OMeKeHa
PYXOMICTb, PO3IIMPEHHSI PETPOCTEPHAABHOIO
npocTopy (03HaKH eM]i3eMU AereHb);

IIOCHUAEHHsI 1 TSI)KUCTICTb A€T€HEeBOr0 PUCYHKA;

PO3IIHPEHHS 1 HECTPYKTYPHICTb KOPEHIB AeTeHb;

4aCTOYKOBI, CyOCerMeHTapHi 1 HaBITb CerMeHTapHI
aTeAeKTasH;

cerMeHTapHa, Y1 IoAicerMeHTapHa IH(IAbTpaLList
AereHeBol TKaHUHH (TIpH PO3SBUTKY ITHEBMOHII );

popma ceplisi KparnauHHa (HIGH «BHCHTb» Ha
cyannax) [13].

A5t OLIIHKM PEHTTEeHOAOTIUHOI KAPTHHHU 3Py -
HO KopucTyBaTHcA Tabauneo Dpacdirza [36]
Ta IIKAAOI0 3 rpaZlalli€lo TSAKKOCTI nepebiry B
6arax IlIsaxmana [3]. Ocrannim nyskrom y
IIIKAAl OITUCAHI PEHTTEHOAOTIUHI 3MIHH:

86—100 6aris — Hemae peHTreHOAOriYHUX
3MIH;

71—85 — minimaAbHi 3MiHH, eMdizema;

56—70 — em@iseMa, MOCUAEHHS AeT€HEBOTO
PHCYHKA, CErMEHTapHI aTEAeKTa3H;

41—55 — Bupa:kena em@isema, aTeAeKTasH,
ITHEBMOHIYHI BOTHHUIIA, OPOHX0EKTa3H;

menme 40 6ariB — 3HaYHI PpeHTreHOAOTriuHi
3MIHH, aTeAEKTa3H YaCTOK, OPOHXOEKTA3H.

He Bapro 3abysatu i npo posBuTok rinep-
TPO(PIYHOI MYyAbBMOHAABHOI OCTeOApPTPOMATil
[2] — cunapom, skuii TpakTyOTb, K IPOSAB
rifnokcii, Xo4a Lied CTaH OIOCEPEZIKOBAHO CTO-
CYy€TbCs1 OPOHXOMYABMOHAABHOI HIATOAOTII.

[IposBu uporo cunzpomy:
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JeopMallist ZUCTAAbBHHUX (paAaHT HAAbUIB Y
BUTAsIZ1 «OapabaHHUX MMAAHYOK»;

XPOHIYHUH CUMETPUYHHUH OiAb y KICTKaX 1 Cy-
raobax;

MEePIOCTUTH B JOBrUX TPyOYaCTHUX KICTKAX.

3 1996 p. ars KirbkicHOI OLIHKHM CTPYKTYp-
HUX 3MiH AereHb y Llentpi mykosicuuzosy
(m. Porrepaam) Bcim aitam crapmum 4 pokis,
KOKHHX 2 POKH MIPOBO/JIMAH KOMIT I0TEPHY TOMO-
rpadiio 3 BUCOKOIO PO3PI3HIOBAABHOIO 371aTHICTIO
(KTBP3). Tiddens Harm A. Bussus [37]:

3HA4YHI CTPYKTYPHI 3MIHH AeTreHb y 6araTbox
MALIEHTIB MOAOJIIOTO BIKY;

3MIHH [IPOSIBASIIOTbCST BUPA:KEHUMH 1 TOIIHpe -
HUMH OPOHXOEKTa3aMH 1 CAUBHCTHMH IIPOOKaMH;

6pPOHX0EKTa3u € HeOOOPOTHUMHU 3MIHAMH;

€ 3HaYHA HEOAHOPIZAHICTb MATOAOTIYHHUX 3MIH
y AereHsix (HaBiTb y Nalli€HTIB MOAOZIIIOTO BiKY 3i
36epekeHO (PYHKIIEI 30BHIIIHbOTO JUXAaHHS
MO2KHA BHUSBHUTH JIASHKH «KIHIIEBOI cTazll»
(end-stage) yparkeHHs1 AereHb);

BHPAXKEHICTb OPOHXOEKTAa31B MPSMO KOPEAIOE
3 HasBHicTI0 Pseudomonas i Aspergillus;

BHpPazKeHl 3MIHU BHUSBASIIOTbCS 1 y TIALIIEHTIB 3
xpoHiuauM iHpikyBanuam Haemophilus influ-
enzae, Staphylococcus aureus.

3uauno kpame KTBP.3 Bigo6pazye Touki
MOP(QOAOTIYHI eAeMEHTH AereHeBOl TKAaHHUHU, TOMY
Jla€ 0AATKOBI IIAHCH JAsl BUSIBAEHHsI ypaxeHb
6ponxorerenesoi cuctemu. | lepesaru KTBP3
TIOAATAIOTb Y MO2KAMBOCTI BUBYEHHs TOHKHUX (Ma-
AMX) O3HAaK 3MiH CTPYKTYp AeTeHb Y OKpeMil 30Hi;
€ MOKAHBICTb HEIHBAa3HBHOI'O BUBYEHHsI OPOH-
XiaAbHOTO ZepeBa 3 ZIOTIOMOT'0I0 06 €MHOI PEKOH -
crpykuil s06paxkenns. I Ipu giarnoctuui 6pon-
XO€KTa3lB Z0CAIJAKeHHsT OPOHXIB 3 JOIMOMOTOIO
KTBP3 npupisuioetncsa o 6pouxorpadii [ 38,
39].

3a pesyabratamu K'TBP.3 nait6irbm nommu-
PEHOIO AOKaAi3allielo OPOHXOEKTasiB € CerMeH-
TH BepxHbol yacTku npasol Aereni [40, 41].
Bpouxoekrasu aiarHocTyoTbesl y NalieHTIB 3
TAKKOIO 1 cepeAHbOTsKKO0 opmamu VB, 3 nux
aumte B 1/3 Bunazakis 6yau 6poHX0eKTa3H «1IeH-
TPAAbHHUMH». | OBIIMHY CTiHKH 6pOHXa MPOIO-
HYETbCsI IOPIBHIOBATH 13 MOPS1Z, PO3TAIIIOBAHOIO
cyaunoro. [1lan P.M. (1997) Busuauus 3 cry-
reHi HepubPOHXIaAbHHX CTOBILEHb: MeHe 2, 2—
4 i 6iabme 4 mm. CroBruenns cTinku 6poHXIB

B110yBa€TbhCs HE3aA€KHO Bl HASIBHOCTI 6POHXO-
exTasiB. | aKkozKk OMHCYEThCA MOKAHUBICTD BUSIB-
AEHHsI CAUBHCTHX IPOOOK | BUBHAUEHHS 1X AOKa-
Alzallil Ta EHTPOAOOYASIDHHUX BY3AHKIB Y 6pOH-
xiloAax. Onncy}oTbc;( YITKO 0OMezKeHl AIAIHKU
3HUZKEHOI IIIABHOCTI AereHeBOl TKAHHHH — TaK
3BaHa «MoO3alKonoziOHa nep@ysisi», IO MOsC-
HIOETDHCST BA3OKOHCTPHKIIIEIO Y AIASTHKAX 31 3HU-
»KEHOI0 BEHTUAALINHOI yHKuieto. Ak i mpu
TPaAMLIHNHIA peHTreHorpadii, BUABASAIOTbCS aTe -
Aextasu [42]. Bouu naituacrine Bisyaaisyrorbes
y npucepuesux cermentax Aeredb. Cy6cermen-
TapHI aTEAEKTa3H B IIepeIHIX, IPUAETAUX [0 CepLst
CerMeHTax, He MalOTb TEHZJEHIIll PO3MPABASITH-
csa. Takox KTBP3 gae moxkausicts giarsoc-
TyBaTH OYAU B AereHsiX 1 BCTAHOBUTH 1X TOYHY
AOKaAi3alliio, 30KpemMa CyOIAeBpaAbHO, 1110 0C06-
AMBO Ba:KAHMBO Yepes PU3HK BUHUKHEHHS [THEB-
moropaxkcy [40].

Bussaeno 4itky Kopeasiiio Mizk pesyAbTaTa-
mu K'T-zocAizzenns i KAIHIYHMMYU MTOKa3HUKA -
mu TsizkkocTi VIB 3a mkanoro [1Isaxmana ta 3
PEHTTeHOAOTTYHUMH O3HaKaMH 3 Tabauwi bpac-
dirza [43].

Besnepeuno, KT uyrausimmit metoa aocaiz-
?KEHHS sl BUSIBAEHHSI PAHHIX O3HAK 3aXBOPIO-
BaHHI 1 6IABII YITKO BIITBOPIOE BHPA2KEHI PO~
sisu VB, nix Tpaauuiiina pentrenorpagis, xou
1le ZOCAIZ2KEHHs ITepeBakHO BUKOHYIOTb Ha
MI3HIX CTaZ1sIX 3aXBOPIOBAHHS 3 METOIO BHSIBACH-
Hs1 3MiH, sIKi 3BUYaHWHa peHTreHorpadisi He zae
MOZKAMBICTD au@epeniioBatd. /s BusBAenHs
3MiH y napenximi aerenb nipu IMB «zorotum cran-
zaprom» BRazkaeTbess KTBP.3[44, 45], are neit
MeTO/ MOB si3aHMH 31 3HAYHUM NPOMEHEBHM
HaBaHTa2KeHHAM, TOMY BUBYAETbCS MO2KAUBICTD
sukopucranuss MPT. [i rpaguuiiine sactocy-
BaHHs ZIAS IIarHOCTHKH ypazkeHb AereHb HelH(Pop-
MaTHBHeE, IPO 10 CBIAYaThb ZaHI MOHITOPHUHTY
80-x — nouatky 90-x pp. OcTanniv yacom y Aite-
paTypl OMHUCYIOTbCSI HOBI METOAUKH JAs Bi3yaAl-
sauii ypaxenb VB 3 gonomororo MPT npu su-
KOPHCTAHHI MIZICUAEHHS] MOAEKYASIDHUM KHCHEM,
SIKMH Ma€ cAabKi napamarseTHaHi BAactusocTi [46].

Takum yunom, xoua VB ne nHarexkutnp g0
HOIIMPEHUX 3aXBOPIOBaHb, 3HAYHI Ta TSKKI ypa-
*KeHHsI OPOHXOAETeHEBUX CTPYKTYpP MPH HbOMY
3YMOBAIOIOTb HEOOXIIHICTb TOCUAEHOI 10 HbOTO
yBar", 30KpemMa, 10 BUSIBAEHHsI paHHIX PEHTTeHO-
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AOTIYHHUX MPOSIBIB, 1 IUKTYIOTb HEOOXIZHICTD IO~
JAaAbIINUX JZOCAIZZKEHbD.
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