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O.J]1. UnmbanicTa

YpaxeHHa OpOHXOoJiereHeBOol CUCTEMU Npu
peBMaTUYHUX 3aXBOPIOBAHHSAX Yy AiTen (nekuiq)

BH3 «IBaHO-DpaHKiBCbKMI HaLiOHANBHIUA MeANYHUIA YHIBEpCUTET», YKpaiHa
PERINATOLOGY AND PEDIATRIC. UKRAINE. 2017.3(71):120-125; doi 10.15574/PP.2017.71.120

JlereHesi ypaxeHHs Npu PeBMATUYHUX 3aXBOPIOBAHHAX CMOCTEPIralTbCA Marxe Yy BCIX XBOPUX, BU3HA4AK0HYN TAXKKICTb nepebiry i nporHos. Mpu roctpomy
nepe6iry peBMaTUYHINX 3aXBOPHOBAHb XapPAKTEPHUM € YPXKEHHS NEreHb no TUMy BacKYMiTy, NPKU XPOHIYHOMY — iHTEPCTULINHOIO NMHEBMOHITY. Mpn BacKyniTi
XapakTePHUMN € KDOBOXaPKaHHSA, NereHeBi KpoBOTeui (iHpapKT nereHb). JlereHesi (anbBeosspHi) remoparii B LiTei CNOCTePiraloTbes Piako (4o 5—6%), 4actoTa
iX 3p0ocTae 3 BiKOM [10 25% i MOXe 6YTM NPUYMHOK CMEpTi BHACNIA0K TPOMOOTUYHOI BacKynonatii Ak NposiBy aHTUPOC0NiNiAHOro cuHapomy. Po3BMBaETLCS
KniHika roctporo RDS-cuHapomy.

Maiie y TPETUHN XBOPUX YPKEHHS NereHb KNiHIYHO MaHicDecTye BPOHXIabHOK aCTMO, NapUHrOTPAXeITOM, NHEBMOHiE0. OfHMM i3 Haf4acTiwuX NposBsiB
nonicepo3uTy Npy BUCOKI aKTUBHOCTI NPOLECY € eKCyLaTUBHUIA NeBpUT. NPy ypaOXXeHHI NereHb no TUMy NHEBMOHITY, B OCHOBI IKOT0 € albBEOS0-KaninapHui 6510k
i3 rinokcieto, Ta NpPorpecyBaHHi NHeBMOGiOPO3y BU3HAYASIbHUMU € CUMNTOMI HApOCTAtOHOI AWUXanbHOI Ta NPaBOLLYHOYKOBOI CEpLEBOi HefocTaTHOCTI. YacTo
PO3BMBAETHLCA BaKTepiasibHa MHEBMOHIS 3 THIiHAMU NIEreHEBUMI YCKNAAHEHHAMM, MHEBMOTOPAKCOM, aTefiektazamu. XpOHIYHWNA IHTEPCTULIAHWIA NHEBMOHIT Y AiTel
CroCTepiraeTbCs piaLLe, HX y gopocnux. OCHOBHUMM KNiHIMHAMUW NPOSiBAMU € AUXarnbHA HEA0CTATHICTb, NePeBAXHO 32 PECTPUKTUBHUM TUMOM.

JlereHeBa rinepTeH3ig € HacNifLKoM TPOMBOTUYHOT BACKYy0NaTii, NPOrPecyr40oro NHeBMoibposy, BacKyniTy, piALle — TpomM60em60ii rinok nereHesoi apTepii.
Knto4oBi cnosa: 6poHxonereHesa cUCTEM, fiTi, PEBMATU4HI 3aXBOPIOBAHHA, KNIHIKa, iarHOCTUKA.

Bronchopulmonary disorders in children with rheumatic diseases (lecture)
0.L. Tsymbalista
State Higher Education Institution «lvano-Frankivsk National Medical University», Ukraine

Pulmonary lesions in rheumatic diseases are observed in almost all patients determining the severity and prognosis. In acute rheumatic diseases, pulmonary vas-
culitis is typical; in chronic rheumatic diseases, interstitial pneumonitis is often observed. Hemoptysis and pulmonary hemorrhage (pulmonary infarction) typi-
cally occur in vasculitis. Pulmonary (alveolar) hemorrhage is rarely observed (up to 5-6% of cases) in children; but with age, its incidence increases to 25% being
the probable cause of death from thrombotic vasculopathy as a manifestation of antiphospholipid syndrome. Acute respiratory distress syndrome develops.
Pulmonary lesions manifest themselves as bronchial asthma and laryngotracheitis in a third of patients; pneumonia is often observed. Exudative pleurisy is one
of the most common manifestations of polyserositis in case of high activity of the process. In pneumonitis with alveolar-capillary block and hypoxia as well
as the progression of pulmonary fibrosis, the symptoms of progressive respiratory failure and right ventricular failure are determinative. Bacterial pneumonia
with purulent pulmonary complications, pneumothorax and atelectasis often develops. In dermatomyositis, aspiration pneumonia is observed. Chronic intersti-
tial pneumonitis occurs more rarely in children as compared to adults. One of the main clinical manifestations is restrictive respiratory failure.

Pulmonary hypertension results from thrombotic vasculopathy (antiphospholipid syndrome), progressive pulmonary fibrosis, vasculitis, and rare — pulmonary
arterial thromboembolism.

Key words: bronchopulmonary system, children, rheumatic disease, clinical picture, diagnosis.

MaTtonorus 6POHX0NEroYHOI CUCTEMbI NPU PeBMATUYECKUX 3ab0nNeBaHuAX y AeTen (nexkuus)
0.J1. Uumbanucra
[BYY «/1BaH0-®paHKOBCKNIA HALMOHANBHBIA MEAULMHCKUIA YHUBEPCUTET», YKpanHa

Jlero4Has natonorus npu peBMaTM4ecKMx 3a60neBaHmsx Habl4aeTcs NoYTH y BCeX 60NbHbIX, ONPeSenas TSHKECTb Te4eHUs U NPOrHo3. Mpu 0CTPOM TeHeHUn
peBmMaTU4ecKnx 3a60s1eBaHNit CBOMCTBEHHO MOPAXEHNEe NErkuxX B BULE BACKYNUTA, NPU XPOHUYECKOM — WHTEPCTULNANLHOMO MHEBMOHUTA. [Tpu Backynute
XapaKTepHbIMI SBAAIOTCH KPOBOXAPKAHbA, NEr04HbIE KPOBOTEYEHUS (MHAPKT Nerkux). JleroqHble anbBeonsipHble reMopparum y feTei HabnoaTcs peako
(5-6%). HacToTa ux yBenn4mBaeTcs ¢ BO3PacToM K 25% U MOXET 6bITb MPU4UHOI CMEPTY BCEACTBME TPOMOOTUYECKOI BacKynonatny. Pa3BneaeTcs KimHuKa
octporo RDS-cuHapoma. MoyTi y TpeTbeil 4acTu 60MbHbIX MOPAXEHUE NErknx KANHNYECK MAHWGECTUPYeT OPOHXMANbHOA aCTMOIA, NapUHroTPaxeuToMm,
Hepeako nHeBMOHMel. OfHUM N3 Hanbonee 4acTbiX NPU3HAKOB NOSMCEPO3NTA NPY BbICOKON aKTUBHOCTM NMPOLECCA ABNAETCS 3KCCYAATUBHBIA NnespuT. Mpu
NOPAXEHNMN NErKnX no Tuny NHEBMOHUTA B pe3yNbTaTe anbBeoso-KanunapHoOro 6710Ka ¢ runokKcuei 1 nporpeccupoBaHus NHeBMod1Uop0o3a, NepBoCcTeneHHbIMU
ABMIAOTCA CUMNTOMbI MPOrPeCcCUPYIOLLIEN [bIXaTeIbHOM U CepaevHON NPaBOXeNyLa04KOBOM HEJ0CTaTOMHOCTW. 4acTo BO3HMKAET 6aKTepuanbHasa nMHEBMOHUSA
C FHOWHbIMU NIErOYHbIMI 0CNTOXKHEHNAMKN, MHEBMOTOPAKCOM, aTeNeKTa3amu. XpOHVHeCKVIVI VIHTepCTVIuI/IaﬂbeIVI MHEBMOHUT Yy D,eTeI7I Ha6monaemﬂ pexe, 4em
y B3pOC/bIX. OCHOBHBIMY KIIMHUYECKMM NPOSBMEHUAMI ABNAETCS AblXaTeNlbHaA HEA0CTaTOYHOCTb, MPEUMYLLECTBEHHO N0 PECTPUKTUBHOMY TUMY. JlerouHas
TUNepTeH3Ms BO3HUKAET B pe3ynbTaTe TPOMOOTUYECKOI BAaCKynonaTuu, nporpeccupytollero nHeemModmoposa, BackynuTa, pexe — TpoM603amM60nn BETOK
NIErO4HON apTepun.

KntoyeBbie cnosa: 6poHX0/1Ero4Has cucTema, eti, peBMatTu4eckine 601e3HI, KNnMHuKa, AnarHocTuka.

ereHeBl ypakeHHS TPU PeBMATUYHUX
-HSEIXBOpIOBEIHHHX CIIOCTEPITAITHCS MalzKe

y BCIX XBOPHUX, 3HAYHOIO MipOIO BU3HAYAIOYM TSIK-
KicTh 1epebiry i mporuos, i BojgHoyac morpedyioTh
KOpeKIIii JikyBaHHs. JlereHeBi CUHPOMHU IPU 1IAX
3aXBOPIOBAHHSAX, OY/Iy4U PE3YJIBTATOM CHCTEMHO-
IO ypaKeHHs CIIOJIyYHOI TKaHWHU, MAlOTh TaKOX
i bararo crijibHUX puc. B 0cHOBI iX € pisHOMaHiTHI
nopyiieHHs B iMyHHil cuctemi. [Tatomopdomo-
riYHy KapTUHY XapaKTepusyloTh pi3Hi ¢dasu
Jle30praHi3allii CIOJyYHOI TKAaHWUHU: MYKOIJIHE
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HaOyxaHHsI, (PIOPUHOIIHWIT HEKPO3, (a3a KIITHH-
HUX peakirii, ckaepos [9, 18, 19].

Y KkJiHIYHIA KapTUHI 3aXBOPIOBaHHS BiaMiva-
I0ThCS JIBA OCHOBHI CUMIITOMOKOMILJIEKCH — TIepe-
BaKHO CYIMHHUUN 1 mHeBMOHIUYHUN. [l Kainikm
JIeTEHEeBUX CHUHIPOMIB IPU 1IMX 3aXBOPIOBAHHSX
XapaKTepHUM € JBOOIYHICTH ypasKeHHsl, CUMe-
TPUYHICTH PO3TAllyBaHHS B 0asajbHUX BijIiiax
JieTeHb, 4aCTO CIIOCTEPITAEThCST PeaKIlid TIeBpU
3 PO3BUTKOM HEBEJUKOI KIJIbKOCTI eKcyJaTy
1 MBUAKOTO WOTO PO3CMOKTYBAHHS, TOPIBHAHO
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PIZIKO PO3BUBAETHCS JiereHeBa TilepTeHsis, 4acTo
PO3BHUBAETHCS OPOHXOOOCTPYKTUBHUIT CHHAPOM
(BOC) [5, 6, 23].

[TapasiesibHO 3 OaraThbma CIIIBHUMU PUCAMU
JiereHeBl CUH/IPOMM IIPU PeBMaTUYHUX 3aXBOPIO-
BaHHAX MalOTh i CBOI 0COOJMBI KJIIHIUHI TIPOSIBH,
natoMopdoJIoTito, BIUTMBAIOUN Ha Tepebir 3aXBO-
PIOBaHHSI, TOTPEOYIOTH 3MiHU TAKTUKU JIIKyBaHHSI.
YpaskeHHs JiereHb TP PEBMATUYHUX 3aXBOPIO-
BaHHSX MAIOTh MiCIle 3HAYHO YacTille, HixK 11e BUs-
BJSETHCA 3a JAaHUMU KJIIHIKO-TIapaKJiHIYHOTO
JIOCTIIKEHHS, 1 3aBK/IM € Y BCIX TOMEPJINX BiJl ITUX
3axBopioBaHb. OXKpiM IbOTO, 3HAYHY POJb
y PO3BUTKY ypakeHb OPOHXOJIETEHEBOI CUCTEMMU
(sK 1 opraHisaMy B I[iJIOMY) Bi/lirpatOTh JIiKapChKi
npemnapaTy, SgKi BUKOPUCTOBYIOThCS JIJIsI Tepartii
peBMaTUYHUX 3aXBOPIOBaHb (HECTEPOIHI IIPOTH-
dananbHi mpernapatn — HII3II, rmokokopTuko-
crepoimn — 'KC, murtocratukm) [13, 24].

Jlnst 3ammambHOTO TIpOIecy TIPU TOCTPill peBMa-
truuHit suxomanti (I'PJT) ocranniMu poxkamu
XapaKTEPHUMU € B'sili, 3aTsKHI (GOpMU 3aXBO-
pIoBaHHs, sIKi mepebiraioTh 6e3 BUPaKeHUX eKCy-
naTuBHUX peakiliii. Ha mepebir peBMaTHYHOT XBO-
pobU BILUIMBAE YiTKO PO3poOJeHa CHCTeMa eTall-
HOTO JiKyBaHHS i mpodimaktuku. [Ipm 1mpomy
ypakeHHd JieTeHb 3yCTPIuar0ThCsl JOCUTH PIJIKO,
a pe3yJIbTaTy 11aToJI0r0-aHATOMIYHOTO JIOCJIi/IKeH-
HS CBiJ{4aTh PO 3MiHU B JIeT€HAX Y TePMiHATbHIN
cTa/lil 3axBoploBaHHs. B okpeMux BHUNa/Kax CIIO-
crepiratorbes enizou I'PJI 3 ickpaBoio KJIiHIYHOIO
KapTUHOIO, BUPA)KEHNMU €KCYJAaTUBHUMU PeaKIli-
sSIMH, TIpU KOTPUX, OKPIM KJIACUUYHUX KJIIHITHUX
IIPOSIBIB, MAIOTh MicIle Cepi03HI ypakeHHsT OPOH-
XoJiereHeBoi cucremu [7, 8.

IIpu cucremMHUX 3aXBOPIOBAHHSX CIIOJIYYHOI
tkaruin (C3CT) ypakeHHs JiereHb 3yCTPivaioTh-
csyacto (30—40%). Ipu roctpomy nepebiry C3CT
XapaKTePHUM € YpasKeHHs JIeTeHb 110 TUTTY BacKy.JIi-
TY, [P XPOHIYHOMY — THTEPCTHUIIHOTO ITHEBMOHI-
Ty. JlereneBumili BacKyJiT XapaKTepU3yEThCA
JeCTPYKTUBHO-TIPOJIihepaTUBHUM MPOIECOM
y CTIHKaX TiJIOK JIereHeBol i GpoHXiaibHOT aprepiit
i3 (iGPUHOIZHUM HEKPO30M, TPOMOO30M 1 PO3BUT-
KOM aHEBPU3M yPaKEHUX Cy/IWH (HEKPOTU3YIOUU
aHTIIT), KPOBOBUJIMBAMU Ta YTBOPEHHSIM TIOPOK-
HUH y TapeHXiMi JiereHb. YpakKeHHId JieTeHb 110
THITYy BaCKyJITYy OijIbllle XapaKTepHe IPU BY3JIUKO-
BOMY TIOJTiapTepiiTi, rocTpux ¢opMax CUCTEMHOTO
yepBonoro BoBuaka (CUB), ioBeHijibHOMY JlepMa-
tomiozuti (I0O/IM), cunapomi Illerpena, a Takox
nipu cuctemHiit ckieponepmii (CC/) [9, 18,19, 33].

InTepcTuiiinuil THEBMOHIT XapaKTepPU3y€EThC
NPOAYKTUBHUMMU 1 CKJIECPOTUYHUMU 3MiHAMU
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MIZKQJIBBEOJISIPHUX TIEPETOPOIOK, 1HMIIBTPAIlieio
iX TMObOITHUMY 1 TIJIa3MAaTUYHUMW KJIITHHAMU.
MikanbBeOTSAPHI TIEPETOPOAKHU € MOTOBIIEHUMH,
VIIIJIbHEHUMHU, IOCTYIIOBO IIPOTPECy€e PeAyKIlis
Kaningpis. CTIHKY aibBEOJ MOKYTh PO3PUBATUCH,
YTBOPIOIOUM HEBEJUKI TOPOXKHUHU (KUCTH).
[TapasiesibHO 3 MPOrpecyBaHHAM MTHEBMOGDIOPO3Y
3pocTae oOCTpyKIiss OpOHXiB. YpaskeHHS BCiX
JIETEHEBUX CTPYKTYP MPUBOIAUTH 10 (POPMYyBaHHS
«CcoTOBOI JiereHi» [16, 22]. BigminHoo ocobmnBi-
ctio ypaxkenusi jgerenb npu ['PJI yacto € BifcyT-
HiCTh BOTHUIIEBOI KJITUHHOI iH(DinbTpaii Tury
rpanysboMn  Armoda-TamamaeBa. XapakTepHOTO
MATOJIOTO-aHATOMIYHOIO OCOOJUBICTIO OKPEMUX
PEeBMAaTUYHUX 3aXBOPIOBaHb € YpPaKeHHS TIJIEBPU
3 BUIIOTOM Yy IUIEBPAJbHY IOPOXHUHY (IIPOSIB
cunzipomy nogticeposuty) — nipu I'PJI, CUB; ypa-
JKeHHsT MisKpeOepHUX M's3iB 1 miadparMu — npu
IO/IM; 11eBpodibpo3 i po3pusu CyOILIEBPAIbHIX
kuct — mpu CC/I. Pigme mpu peBMaTHUHUX
3aXBOPIOBAHHSIX  3YCTPIYAETbCST  aTeseKTas,
6ys1b0o3Ha emizema, mHeBMOTOpaKc. [Tpu crHpo-
Mmi [llerpena xapakrepHuM € aTpodiuHUil TIpoIiec
CJIM30BOI TPaxeoOPOHXIabHOTO A€peBa 3 IOpY-
IIEHHAIM MYKOIMUJIIapHOTO KJipeHCY, 3HUAKEHHIM
piBH: sIgA, 1110 € BU3HAYAIBHUM JIJIST TOPTIiTHOTO
nepebiry ruiiinoro engobponxiry |5, 6,9, 13].

Kninika. BupaxeHicTb i TSKKICTh pecripaTop-
HUX TPOSIBIB 3aJIeKUTDH Bijl CTyIeHs aKTUBHOCTI
OCHOBHOTO 3axBopioBaHHs. [Ipu ypakeHnHi jereHnb
110 TUILY TTHEBMOHITY, B OCHOBI SIKOTO € aJIbBEOJIO-
KaliagapHuil GJIOK 13 TIIOKCI€I0, IIOYaTKOBI CUM-
MITOMY TIPOSIBIISTIOTHCS 33IUTIKOT0, KAIIJIEM CYXUM
ab0 MaJIONPOYKTUBHIM, KaTapaJlbHIMU CUMIITO-
Mamu B Jieretsix. [IporpecyBatus mHeBMOGiOpo3y
BU3Hauae Hapoctaiouy auxanbhy (/[H) i mpaso-
MIJIYHOYKOBOMY CepIieBY HeZocTaTHICTD [9, 13].

[Tpu I'PJT mae miciie sickpaBo BUpaskeHa KapTu-
Ha BAaCKyJIITy — 4acTi KPOBOXapKaHHS, JiereHeBi
kpoBotedi (iHdapkT Jyerenb). [Ipu BysnmkoBomy
noJiiapTepiiTi ypakeHHs JiereHb KIiHIYHO MaHide-
cTye OPOHXiaJbHOIO ACTMOIO, JIAPUHTOTPAXEITOM,
ITHEBMOHI€I0. Y PO31aJjl poIecy ClocTepiraeTbest
BUpakeHa 3a/INIIKa, 1iano3. Karregb BUCHAXKIN-
BUI, HAJICAIHUN. Y JIeTeHsSX BU3HAUAIOThCS Pi3HO-
KasribepHi BoJIori XpuIu, KperiTaitist |5, 9, 23].

Y 3HauHOI YaCTWHU MAIIEHTIB PO3BUBAETHCS
GakTepiajbHa ITHEBMOHISI 3 THIHHMMM JIeT€HEBUMU
YCKJIQJHEHHSIMHU, TTHEBMOTOPAKCOM, aTeJeKTa3a-
mu. [Ipu IO/IM wacrto criocrepiraeTbes acmipartiii-
Ha mHeBMOHidA. /[liarHocTHKa NHEBMOHII IPYHTY-
€ThCS Ha KJIIHIYHUX CHUMIITOMAaxX iHQEKIIHHOTO
tokcukoady, /| H, disukampbHux cuMnromax y Jjiere-
HIX 1 HapOCTaHHAM iH(DINbTpallii JereHeBoi TKa-
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nnHu (pentrenosioriuno). Ilepudgepuyna Kpos:
JIEWKOIIUTO3, 3CyB JIeWKOUTOTpaMu BIiBo. OKpimM
GakTepiaJbHOI MHEBMOHII, y 11i€i KaTeropii XBOpHx
icHy€ BHCOKMI PU3UK PO3BUTKY TyOEpKYJIbO3HOI
iHdexIii (kazeo3Ha MHEBMOHi, iH(DITBTPaTUBHUIH,
MisiapHuit TyGepKyIb03 JiereHb). Y iTeil mepesa-
JKa0Th MaJIo- ab0 6e3CMMIITOMHI BapiaHTh mepedi-
Ty JIeTeHeBO-TIJIeBPATbHOTO CUHAPOMY |6, 18].

ITnesponynvmonanvui ypasncenns npu CUB
(20-40%):

—  Bosuaxosuil npouec opzanie ouxamms noeo-
HYe ypakeHHd YyCiX BB IUXAJIbHUX
JISIXIB, MAPEHXIMU 1 CY/INH JIeTeHb, IIJIEBPH,
IMXaThbHUX M 'g3iB (Hacammepen miadpar-
MU) B Pi3Hi niepioan 3axBopioBans [, 13].

—  Ypaosenns eepxmix Ouxaivmux wisxXie
3yCTPIYA€ETLCS JIOBOJI PIIKO 1 TOEHYE
3arajabHi 3MiHU 1 3BUPa3KyBaHHA CJIU30BO1
Ta XPSIIIiB rOpTaHi, Moxke OyTH Mmapes roJio-
COBUX 3B'sI30K, TeMoparianmii Tpaxeir [15].

—  Ypaocenns nugxcrix OuxanvHux wasxie mpu
CUB manidecrye y Burisizii 06JiTepyodo-
ro Oponxioisity, O6poHxoekTasiB abo
i30J1bOBAHOTO  GPOHX00OCTPYKTUBHOTO
cunzapomy [15, 23, 24].

—  Ypaxcenns: cyoun nezenv (BacKyJsniTH, y T..
HEKPOTU3YIOYi, JIereHeBa TilepTeHsist, TPOM-
6oemboJtii, ckitepos cyaun). Jlezeneea zinep-
men3is B JIiTeH 1IarHOCTYEThCA PIJIKO, YaCTi-
111 € HACJIiIKOM TPOMOOTHUYHOI BACKYJIOIATIi
K TIPOSIBY aHTU(OChOITITTITHOTO CUHIPOMY;
MIPOTPECYI0Yoro MHEBMO()IOPO3Y, BACKYJIITY,
piziire TpoMO0eMOOTii TiJIOK JIeTeHeBOT apTe-
pii. Kiinika sereneBoi rineprensii mpu CUB
He BIJIPI3HSAETHCA BiJl BTOPUHHOI JieTeHeBO1
rinmepTensii Mpu IHIMIUX 3aXBOPIOBAHHAX
serens |1, 10, 11, 20, 21, 29].

—  Ypaoxcenns inmepcmuiyilo — TOCTPUN BOB-
YaKOBUHM  ITHEBMOHIT, HecrenudiyHa
IHTepCTUIliiHA THEBMOHIs, nudy3Hi ajb-
BeoJisApHi TeMoparii. [octpuil BoBuakoBuUit
ITHEBMOHIT y MOEAHAHHI 3 JITOIyc-Hepu-
TOM € OJTHUM i3 HalTsKYMX mpossis CUB.
Kriniuna manigecTartisi rocTporo BoBYa-
KOBOTO TTHEBMOHITY XapaKTepU3yETbCS
roctpuM  abo  MiATOCTPUM  MOYATKOM
13 TapsuKol0, TaXiKap/i€o, CyXUM BUCHA-
JKIIMBUM KalijieM, 6oJieM y TPYAHIN KIIiTI,
kpoBoxapkauusm (0 60%), JIH pisxoro
cryrnenst TsukkocTi. DisukanbHi 3MiHU B
JIeTeHsIX BificyTHi abo HesHauHi |5, 23, 33].

—  Excydamusnuii naespum mae Miciie 3aB-
KW TIPU ypakeHHI TapeHXiMH JiereHb.
Di6PUHO3HUI TIEBPUT CIHOCTEPITAEThCS
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Mail’ke y BCIX XBOPHUX, €KCYJaTUBHUN —
piaie, 3aBxkAM ABOOIYHUI 1 € IPOABOM
MOJTICEPO3UTY 3 TUTIOBUMHU /IS TITIEBPUTY
IHIIOTO TOXO/KeHHS KJIIHIYHUMU CUMIITO-
Mamu. [Ipu He3HayHIH KiJTbKOCTI eKcyaaTy
eBput nepebirae GeacumnTomHuo [23].

—  Jlezenesi (anveeonspui) eemopazii B JiTel
BiZIMiYaioThCs pifiko (10 5—6%), yacrora ix
3pocTae 3 BIKOM /10 25%, i MOXYyTh OyTn
MPUYMHOIO CMEPTI BHACJIIOK TPOMOOTHY-
HO1 BackyJionaTii. [Ipu 11boMy po3BUBA€ETD-
cs kJiHika roctporo RDS-cungpomy 3i
IMBUJKUM PO3BUTKOM IIOCTT€MOpariyHoi
aHeMii, rirnokcemii. B ocCHOBI — ypaskeHHsT
KallJIsIpiB MaJIoro KoJia KpoBooOiry (Karri-
agput). HacTto NpUENHYIOThCS BiPyCHO-
GakTepiaJbHi MMHEBMOHII, TyOEpPKYJIbO3,
rprOKOBI ypasKeHHsI, SIKi MOKYTb OyTH 6e3-
TOCepeIHbOIO TPUYUHOIO cMepTi |3, 21].

—  Ypawennus diagppazmu («CUHIPOM 371aBIIE-
HOI JiereHi», aucdyHkiis aiadparmm) Bij-
MivaroTbes yacto. [Ipn nbomy xapaxrep-
HUMM € 3aJlMIlKa, SIKa IOCUJIOETHCS B
CUZISTYOMY TI0JI05K€eHHi |9, 24].

Xpouiunuil inmepcmuyitinutl nHeeMoHim y litei
CriocTepiraeTbed pimine, HiX y gopocaux. OcHOB-
HUMU KJaiHITHIME TTposiBaMH € /[H, mepeBaxHo 3a
pectpuktuBHUM TunoMm. DizukanabHi JereHesi
CUMIITOMH MiHiMa/IbHO Bupaskeni. HailGisbi riar-
HOCTUYHE 3HAa4YeHHS B IPOrpecyBaHHi 3aXBOPIO-
BaHHS Ma€ 3HWKeHHS audy3iliHol 37aTHOCTI
Jterenb 10 okcuy azoty (DLCO), sike koHCTaTYE-
MO HIBU/IIIE, HI’K 3MiHU TIPU CIIIPOMETPIil Ta PEHT-
TeHOJIOTIYHOMY JlociikenHi [12].

Penmeenonoziuno: nocusienns i gedopmaitis
JIeTeHeBOTO MaJlfOHKa i3 BTPATOI0 MOTO YiTKOCTI,
POBIIMPEHHsT TPOCBITY CyauH; ApiOHI i cepemmi
BOTHUIIEBOTIOIOHI TiHI 3 HEPIBHUMU KOHTYPaMH,
4YaCcTO 3JIMBHI, HE CYIPOBOKYIOTHCSI PEAKITIE
KOPEHd; «MOJIOUHUHM (oH» (CyAUHHI peakirii);
PIZIKO BUSBJLIOTHCS OJMHOKI BEJUKI Mirpyoui
iHMIBTPaTH, aTeNeKTas3n; iH(IIBTPaTUBHI 3MiHN B
JIETEHSIX PO3BUBAIOTHCS HA TJIi TTPOTPECyiouoro
nugy3HOTO KPYITHOMETINUCTOTO MHEBMO()ipo3y;
npu TijarocTpomy, xponignomy tepebiry CUB
BUSIBJISIIOTBCST [TMCKOBU/IHI aTesleKTa3n B 0Oa3aiib-
HUX BIJUIiJIaX JiereHb; MapajesbHO BiJIMIYa€THCS
BUCOKE CTOSTHHSI KYTIOJIB AiacdparMu, 0OMeKeHHs
iX PyXOMOCTI BHACJIiIOK TIJIeBpO-AiadhparMagbHIX
3polleHb, 3HUKEHHSI TOHYCY 1 3aMaJbHO-JMCTPO-
biunux 3min M's3iB giadparmu [14, 16, 25].

Ypaoscennsa nezeno npu CC/] € naitgacTinmmm
BUSIBOM BICIIEPUTY, 3YMOBJIEHOTO ITi/IBUIIEHUM
CUHTE30M KoJIareHy, 1o MapajiesibHO 31 3MiHaMu B
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OCHOBHIMl ~ pEYOBUHI  CIIOJIYyYHOI  TKaHWHU
3YMOBJIIOE TIIBU/IKE TIPOTPECYBaHHS TTHEBMO(iIOPO-
3y 3 PENYKIIE€ MiKPOIUPKYJISITOPHOTO pycJa
i PO3BUTKOM JIeT€HEBOI TinepTensii. Y JiTeil Jiere-
HeBa TilepTeH3isi PO3BMBAETHCS PiKo (10 7%)
1 € TPOTHOCTUYHO HECHPUSATIUBUM KPUTEPIEM
[2, 17]. Kniniuna manidecTallis ypaskeHHs JereHb
XapaKTEePU3yEThCS CyXUM KalllJleM, CUMIITOMaM#
nporpecytouoi /J[H. B okpemux Bunagkax KiaiHiuHi
MPOSIBU JIETEHEBOTO CUHPOMY BiJICYTHI, a 3MiHU
B JIET€HSIX BUSBJAIOTHCS IPU IHCTPYMEHTAIBHOMY
jpocaijskernsi. IIpn peHTreHosiorivHOMY J10CJIi-
JUKEHHI BiJIMIYaIOTBCS CUMETPUYHE IMOCUJIEHHS
i mecdopmarliis JiereHeBoro MasioHka. ITHeBModi-
6po3 Oisbllle BUPaKEHUN Y CEPEIHIX 1 HUKHIX
roJisix Jieredb. Bikapna emdizema i kictu gacTiine
po3TaIoBaHi cyOIIeBPaIbHO i MOKYTH OYTH TIPH-
YUHOIO ITHEBMOTOpPakcy. Pijnie yiereni sMiHeHi 110
tuny  audy3HOro ABOOIYHOrO  MOJIKiCTO3Y
(«COTOBOI JieTeHi» ), JIHIHHO-HOMYISAPHUX TiHEH.
[Topymensasi B cuctemi 30BHINIHBOTO JUXAHHSI
KOHCTATYEThCSI PaHillie, HIiXX PEHTreHOJIOTIUHI
3MIHU: 3HIKYIOThCsT 00 eMHi nmokasuuku, DLCO sk
BUSIB PECTPUKTUBHUX MOPYIIIEHb. 3 METOIO PAHHBOI
JIarHOCTUKU YpaKeHHs JiereHb I1PU CUCTEMHIN
CKJIepOZIepMil TTOKa3aHa KOMII ToTepHa ToMorpadis
oprauiB rpyHoi kmiTkY [14, 16, 30, 32, 34, 36].
baxrepianbha, THEBMOIIMCTHA, MiKOTIJIa3MOBa,
XJIAMI/IiiTHI ITHEBMOHII i TYOEepPKYJIb03 € HAlTSIKYM-
mu yekmaagaeHasamMu CCJL, OcKiIbKM XapaKkTepusy-
I0TBCS TSDKKMM  YCKJIaaHeHuM mepebirom. Haii-
TSKUMMU 1X YCKJIAAHeHHAMK € rHiiini (abcuemy-
BaHHsI, OakTepianbHa gectpykiist) 3 /IH 11111 cr.,
po3sutkoM RDS-cungpomy, mnHeBMOTOPaKCY,
nHeBMoMetiacTinymy [31, 35].

Ilamoanozia oponxonezenesoi cucmemu npu
2ocmpomy i nidzocmpomy nepeodizy FOM pos-
BUBAETHCS BHACJIIOK YPAKEHHS CKEJETHUX M'S-
3iB, miaparmu, 3HKEHHSI €KCKYPCii JiereHb, Ma€e
MicIle iX TIITOBEHTHJISIS, KA IIPUBOAUTD IO Tillo-
KceMmil, TiMOKcil. YpaskeHHSI JIUXaJbHUX M 43iB
HEPIJIKO TTOEHYETHCA 31 3HMKEHHAM KalllJIbOBOTO
peduiekcy, 1mceBno0yIb0APHUM CUHIAPOMOM, KOJIH
MOPYIIEHHS KOBTAHHS 1 HAJIMipHA caJjiBallis, Jiuc-
(arist MOKyTh OyTH MIPUYIIHOIO acIipariii, acripa-
IIITHOT, TIMTOCTATUYHOI THEBMOHII, & TAKOK 3yTTUH-
KU AUXaHHd. BUHUKae cuTyailisi, KOJu MalieHTam
roKa3aHe JiKyBaHHS B YMOBaX BiJJIiJIeHHS iHTeH-
CHUBHOI Tepaii 3 nepeBe/IeHHsIM Ha INTYYHY BEHTH-
Jito Jgeredb. TskKuil mepebir mHeBMOHIT 3HaU-
HOIO MipOI0 3yMOBJIEHUI TIOPYIIEHHIMU CHUCTEM-
HOTO 1 MICIIeBOrO iIMYHITETY, IHITNX MeXaHi3MiB
saxucty. TsKKicTh mepebiry nmHeBMOHil 3yMoBJie-
HAa THM, IO 4YacTo 30y[HUKAMU € MIiKOILIa3Ma,
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ITHEBMOIIUCTH, THEBMOKOKHW, CUHbOTHIHA TTaJINy-
Ka, Bipycu. Yacto nmpuesHyeThest TyOEepKyIbO3HA
indexris [5, 6,9, 23].

[TapanesibHO 3 ypaKE€HHSM CKEJIETHUX M 'S3iB
HPOTPecy€e PO3BUTOK (hiOPO3Y B JIETEHSIX, YPAKEHHST
ycix cTpykTyp GponxoJsiereneBoi cucreMu. Pentre-
HOJIOTIYHO OCTaHHI TPOSBJISIOTHCS TOCUJICHHIM
i repopMalli€ro JiereHeBoro MaIfoHKa 10 THITY JPio-
HOTIETJICTOTO, BOTHUIIEBO-MOMIOHUMU  TiHSAMU
3 HEYITKUMU KOHTYypaMHu, gKi 3JUBAIOTbCS MiXK
co6010 i CTBOPIOIOTH 3ara/lbHUil «MyTHHI» (HOH —
nmHeBMOHITH. Maiike 3aBK/I1 BUSBJISIOTHCS JiMba-
JIEHITH CePeIOCTIHHS, eKCYTaTUBHI TIIIEBPUTH (MiXK-
J01eBi, Oa3a/bHi, 3 HEBEJUKOIO KIIbKICTIO eKCya-
Ty). Haiibisbie MpOrHOCTUYHO HECITPUSTIMBIM
€ PO3BUTOK TSXKKOIO IIBUJKO IIPOrPecyioyoro
iHTepcTUItiitHoro hibposy 3 aIbBEOISIPHO-KATTLJISP-
HUM OJIOKOM, IIBHIKAM PO3BUTKOM JIET€HEBOI
rimeprensii Ta 11 mexomriencaiieio. [Ipu mpomy
Pi3KO BHIKYEThCS ApeHakHa (DYHKILis OpoHXiaib-
HOTO JlepeBa (3HIDKEHHST KalllJTbOBOTO pediieKcy,
HeJIOCTaTHICTb MYKOIIMJIIAPHOTO KJIIPEHCY, CUCTEeMU
cypdakranry). Takmii Bapiant nepebiry IOJ/IM
IIPOTHOCTUYHO € OCOOINBO HecTpusTiuBuM |19, 22].

Ypascenns opeanie ouxanns npu I'PJI 3ymo-
BJIEHE CHHIPOMAMU KalliIIPHO-aIbBEOJIIPHOIL 0710~
Ka/i1, BACKYJIITY, PEBMAaTUYHOIO ITHEBMOHI€EIO (ITHE-
BMOHITOM) i pEBMAaTUYHUM TIJIEBPUTOM [4, 7, 26].

Cunopom anveeoapno-kaniiapnoi 6i0kadu
XapaKTepPU3YEThCS eMi30/laMU 3a/lyXd B CIIOKOI,
KalllJIeM i3 BUIJICHHSIM CJIU3UCTOTO a00 KPOB'STHU-
CTOTO MOKPOTHHHSI. Y JIET€HSIX IMOsSBJSEThCS
BEJIMKA KIJIBKICTh JPIOHOMIXYPIIEBUX i KPEMiTyIO-
YUX XPUIIB, MJBUILYETbCI TeMIlepaTypa Tija,
B KJITUHHOMY CKJaJi TiepudepudHoi KpoBi —
3anaJjbHi peakiiii. B ocHOBI IMX 3MiH € IiiBUlIleHa
IIOPO3HICTh KalliJsipiB. PEHTIeHOJ0TIYHO KOHCTa-
Ty€eThCs ToMipHa Andy3Ha indiaprpaiid [23, 24].

Y kutiHIYHIT KapTUHI CUHOPOMY 6ACKYNIMY TIPO-
BI/IHUMU CUMIITOMaMU € Ha/ICaJJHUI KallleJIb, KPOo-
BOXapKaHHS, I[iaHO3, PI3HOIO MipOI0 BUPAKEHUI
OPOHXOCIIa3M 3 EKCIPAaTOPHOIO 3a/UIIKOIO.
B sierensix: mooB:keHUil BUAKMX, Kpenitaitist. Boj-
HOYAC JIOBOJI YacTO TPAIISIOTHCS TPoMOO03u
Ta iHhapKTH Jerens [27].

[Tpy KTiHIYHIA KapTUHI cCUrOpoMYy pesmamuy-
H020 NHEBMOHIKY CTaH JIiTel MBUJKO MOTiPIIYETh-
cs, HapOCTAIOTh 3aJIUIIKA, Kallesb i 1miano3. [Ipu
(hizuKamIbHOMY MOCTIIKEHH] JieTeHb BUSIBJISIETHCS
JIOKaJTbHE BOTHUIIEBE YKOPOUEHHS TIEPKYTOPHOTO
3BYKY, 3yMOBJIEHE BOTHUIIEBOIO, Pijillie J10JI€BO0
nHeBMOHi€0. OcTaHHE KOHCTATYETbCS IIPU PEHT-
reHosiorivHomy nocJipkerti. IIpu npomy maiorsb
MicIle CUMIITOMHU iH(EKITIITHOTO TOKCUKO3Y, MBU/I-
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KO HapOCTaloTh 3alajbHi peakilii B KJIITUHHOMY
cknaai nepudepuynoi KpoBi. PeBmaTuuHa TiHe-
BMOHISI 4acTO CYTPOBOJIKYETHCS €KCYJAaTUBHUM
IJIEBPUTOM, SKWH TPU JIIKYBAaHHI MIBUIKO PO3-
CMOKTYETbHCS, HEPIJIKO 3aJUIIAI0YM IJIeBPaJIbHI
3pollleHHs. Pesmamuunutl niespum xapakTepusy-
€TbCS ABOOIYHICTIO 1 € TIPOSIBOM TIOJIICEPO3UTY.
Excynmar 3aBxkam cTepusibHUN, cepo3HO-hiOpu-
HO3HUM, a MpPU TeMOpPariyHOMY KOMIIOHEHTI —
reMopariuauii. Y muTorpami mepeBaskaloTh Heil-
Tpodinm, Hagami — JiMGOIUTH, a TAKOK MOXKYTh
6ytu eosunodinu, engoreniii, epurporuru. [lepe-
6ir sterereBux ypaxenb mpu ['PJI € copusitiimBum,
a [PU CBOEYACHOMY 1 TPAaBUJIbHOMY JIIKyBaHHI KJIi-
HiYHI TTPOSIBM MIBUAKO 3TacaioTb. OHaK JjiereHeBi
YPasKeHHS MaloTh Cepio3HUI TPOrHO3 11pU BUpa-
JKeHiH ceplieBiii HeflocTaTHOCTI [23, 28].
/Jliaznocmuxa ypaxkeHHd JieTeHb TPYHTYETHCA
Ha: BUHUKHEHHI JereHeBol naroJiorii Ha T ['PJI;
BHCOKOMY THUTPi MPOTUCTA(DITOKOKOBUX AHTUTLT,
JIMHAMIYHOCTI KJIIHIYHUX, PEHTTEHOJIOTTYHUX CUM-
IITOMIB JlereHeBUX ypaxKeHb; HeJOCTaTHbOMY
edekTi anTrbakTepiasbHOI Tepallii, IBUIKOMY
perpeci KJiHIKO-pPEHTTEHOJIOTTUHUX KOMIIOHEHTIB
npu mgikyBanni T'KC, HIT3II [4, 5, 9, 23].
Boanouac mpu cuHApOMi anbBeOJISIPHO-KAITi-
JIIpHOT GJI0Ka HEeOOXiZHO BUKJTIOYMTHA HAOPSIK
JIETeHb K TIPOIB CePIeBOI HEJIOCTATHOCTI 110 JIiBO-
HIJIYHOYUKOBOMY TUITY Ha OCHOBI IeTaJbHOL OI[IHKI
crany cepist i reMmoguHaMiku. [Ipu nposesenHi
nudepeHIiaabHOl IarHOCTUKN 3 OaKTepiabHOIO
THEBMOHIEI0 BPAXOBYIOTHCST OCOOIMBOCTI TTHEBMO-
uity npu ['PJI, edexr Bix Teparmii ex juvantibus.
[Tpu peBMaTUuuHOMY TJIEBPUTI B inhepeHIliambHy
JIarHOCTUKY BKJIOYAIOTHCS IJIEBPUTH Pi3HOTO
reHesy: TapanmHeBMOHIYHU, TyOepKyJIbO3HMUI,
HEOTTACTUYHUM, TI[POTOPAKC IIPU CEPIIEBill HeO0-
CTaTHOCTI, He()POTMIHOMY CHH/IPOMI, & TAKOK TIPH
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BCiX 3aXBOPIOBAHHSIX 31 3HMKEHUM OHKOTUYHUM
trckoM KpoBi. Ha kopuctb I'PJI cBigunth po3Bu-
TOK TIJIEBPUTY HA TJIi BUCOKOI HOTO aKTUBHOCTI Ta
mBuaknii epexr Bigm I'KC Ttepamii. B mpormeci
JqudepentiaibHol  IarHOCTUKN  TIJIEBPAJIBHOTO
BUIIOTY BUKOPHUCTOBYETHCS GAKTEPIOJIOTiUuHE J0C-
JIJKEHHS eKCyIaTy, IUTOJI0r Y i, GioXiMiuHi, iMy-
HOJIOTIUHI TOCJIIKEHHS, B OKPEMHUX BUITAJIKaX
MIPOBOJINTHCS TIIIEBPOCKOTis [4, 7, 23].

Yexknaonenns. 3aBepiieHHSIM PEBMAaTUYHOTO
3alajieHHs B JIeTeHsIX € PO3BUTOK CKJIEPO3Y, KU
IIBU/IKO TIPOTPECYE IPU JieTeHeBiil rireprensii,
KOJIM € BaJIU KJlaraHiB. BojjHouac y 30Hi ITHEBMO-
$ibpo3y mBKIIIE, HiK Y BIJHOCHO IHTAKTHUX Bijl-
JlijlaXx JiereHb, 3HOBY 3'SIBJSIETbCI pEBMaTUYHE
3arajeHHs 3 MO/IAJIBIIOI0 eBOJIIOIIEI0 B CKJIEPO3.
JlereneBa rimepreHsiss npu IboMy Iie Oijblie
crpusie 301/IbIIIeHHI0 HaBaHTa)KEHHS Ha [IPaBi Bijl-
ninu  cepud. PeBmatuuni ypakeHHS JereHi
MOKyTh Oyt i mpuunaoio BOC. PeBmaTnuna
ITHEBMOHisA (ITHEBMOHIT) TIPU 3ali3HIJIOMY JIKYy-
BaHHI MOJKe YCKJIQ[HIOBATUCS OaKTepiasibHOTO
ITHEBMOHI€I0 BHACIIIOK NMPUEAHAHHS GaKTepiaib-
HOI1 iH(eKITii 3 PO3BUTKOM 3MIIIAHOTO JIETEHEBOTO
zanasennsg [8, 9, 23].

Jlikyeanns nezenesux ypasxcenv npu pesmamui-
HUX 3axX80p106anHsix: 6Ga30Ba TePaltist OCHOBHOTO 3aX-
BOPIOBAHHS 3aJI€KHO BiJl CTYTIEHS 10ro akTUBHOCTI 1
TsKKOCTI miepebiry. Tlpu GakrepiaibHUX, TTHEBMO-
IUCTHUX TTHEBMOHISX, TIPU ITHEBMOHISAX, BUKJIMKA-
HUX BHYTPIITHBOKITHHHUMHE 30y THUKAMU, & TAKOK
npu TyOepKyJIbo3i TpusHadaoThest Teparist J[H,
MPOTUMIKPOOHI TIperapary, XiMioTepartisi TyOepKy-
JIbO3Y, IIaTOreHeTHYHa (AHTUOKCU/IAHTH, KOPEKTOPU
MIKPOIIUPKYJIAIil, ITUTONPOTEKTOPH, TpernapaT
MeTaboIiuHOI i), 3aMicHa iMyHoTepartist (BHyTpiLi-
HbOBEHHE BBEJICHHS IMYHOTJIOOYJIIHY), CUMIITOMA-
TUYHI JIIKapchKi npermaparu |5, 9, 23].
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