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Pestome. Lesib nccnefosanms. OUeHNTb 0COOEHHOCTI KIIMHWKO-NY4eBOI KapTUHbI NNIeBpONapeHxumanbHoro uopoanactosa. Marepuarsi
u metognl. G 2006 no 2021 rr. B NCMN6IMY nm. akapa. V.M. MaBnosa Habnwaanuch 24 60MbHbIX C KIIMHUKO-NY4eBOI KapTUHORA NNEBPO-
napeHxumManbHoro guépoanacrosa (MM®3). Bo Bcex cnyyanx TeveHne 3a6onesaHns 6b110 NPOrPeCCUPYIOLLNM, OCHOBHbIE KITMHUYECKUE
CUMNTOMbI: OfibILLIKA NHCMMPATOPHOTO UM CMELLAHHOTO XapakTepa npn PU3nN4ecKoil Harpy3ke BNAOTb A0 ObILLKM B MOKOE, MAJIONPOAYK-
TWBHbIRA Kallesnb, cNaboCTb, YTOMISEMOCTb, CHUXXEHWE MACChl Tenla, MHEBMOTOPAKC, a TAKXe Ny4YeBble U (DYHKLNOHANbHbIE NPU3HAKK Ne-
royHoro gméposa. CpeaHnii Bospact 60bHbIX cocTaBnsan 22,3+10,1 roaa (20 XeHLWnH 1 4 My>4uH). Bcem nauneHTam 6bian BbINOSHEHbI
TPAANULNOHHbIE PEHTIEHONOrMYeCKMe NccnefoBanus (peHTreHorpadus B ABYX Npoekumax), BbICOKOpa3pellatLan KomnboTepHas
Tomorpadus (BPKT), KomniekcHoe (hyHKLMOHANbHOE MCCNe0BaHIE BHELLIHEro AbixaHus (KOWBL) ¢ onpeaenennem anddy3noHHomn
cnoco6HocTun nerkux (OCJT) n axokapauorpadus. Y 60MblUMHCTBA 60/1bHbIX UCCNEL0BAHNUS OblnN NOBTOPEHbI (B cpefHeM KT Bbinos-
HAnoch 4,2 pasa). B 6onbwnHcTBE Cnyyaes (C yacTotor 0,8) Gbina BbINONHEHA TUCTONOrMYeCKan Bepudpnkauma. Pesysibrarsl. AHann3
pe3ynbTaToB AMHAMNYECKOro 06CneAa0BaHNs NaLNeHTOB BbISBIN CNeAYOLNe KNMHNKO-NYy4YeBble 0co6eHHoCTM MMND3. 1. KnuHnyeckne —
MOMOAbIe 04N, MPEUMYLLECTBEHHO XXEHCKOro Nona, ¢ 4e610ToM 3a60/11eBaHMs B AETCKOM BO3pacTe. 3aTeM, Nocne ANUTENbHOTO «CBETNOr0
nepuoAa», 0T4aCTM 06YCIOBMEHHOr0 fe3arrpaBaunei, CBA3aHHOM C XKenaHMeM nayueHToOB COXPaHUTb NPUBBIYHBIA 06pa3 XU3HW, NPOrpec-
cupytoLLiee TeqeHne 60Ne3HN C TSHKESON [bIXaTeIbHOM HeJ0CTAaTOYHOCTLI0. 2. HapyLueHns (DYHKLMN BHELHEro AblXaHWUs UMenn B 60J1b-
LUMHCTBE C/y4aeB CMELLAHHbIN XapakTep: yMeHbLUeHNe XU3HeHHON emKocTu nerkux (XKEJT) n o6wein emkoctu nerkux (OEJT) npu ysenuye-
HUY MAN COXPAHEHMW HA HOPMAJTbHOM YPOBHE 0CTaTO4HOro 06bema nerkux (00J1), BO3MOXHO POpMMPOBaHNE 06CTPYKTUBHOMO CUHAPOMA
NPEMMYLLECTBEHHO HA YPOBHE Nepudepuyecknx AbixatenbHbix nyTei (ysenndenne 00T n nosbiweHne 6pOHXNANBLHOrO COMPOTUBIEHNS
B[10X2 1 BbI40Xa). Y BCEX 60MbHbIX OTMEYANNCh 3HAYMTESIbHbIE U Pe3KIe HAPYLLEHWUS NIEr04HOr0 ra3006MeHa (CHKeHNe M MY3NOHHON
cnoco6HoCTM nerknx). Mo mepe nporpeccupoBaHmns 3a60neBaHns Habnganace 0TpuLaTeNbHas AMHaMKa Bcex nokasartenen KOUBM,. 3.
Jly4eBble 0COOEHHOCTU: NOKANN3ALMA U3MEHEHWI B BEPXHUX OTAENax, YTONLLEeHNe annkanbHOW NeBpbl (anuKanbHble Wanku), Hanuyue
KPYMHbIX BO34YX0COAePXaLLMUX KUCT, Y4aCTKU KapHUUKALMN JIErO4HON TKAHU (MCXOAbl OPraHU3YIoLLEencs NMHeBMOHMN, BOZHUKAIOLLEN B
MOMEHTbI MAMONATNYECKOr0 060CTPEHIS, UKW NPUCOESNHEHNS BUPYCHO MH(EKLIMM), pa3BUTHE MHEBMOTOPAKCOB 1 MHEBMOMEANACTUHYMA.
Tem He MeHee B NpoLecce pa3BuTIsA 3a6071eBaHNS 0TMEYAN0Ch NPOABIEHNE KNACCUYECKON KapTUHbI 06bI4HON MHTEPCTULMATNBHO MHEBMO-
Hum (OUM) («COTOBOE NErKoe») B TUMMYHBIX MeCTax (HUXHe-3aAHMX cy6neBpanbHbIX 0TAenax). Y Bcex naumMeHToB NposBneHus uoposu-
pyroLLMX 60/1e3HE Nerkux CONPOBOXAANNCH BbIPAXKEHHbLIMU NPOSBAEHUAMI 6POHXMANBHONA 06CTPYKLMU (HEPABHOMEPHOCTb BEHTUAALMM
NEroYHONM TKaHWU, HaNM4ue «BO3AYLIHbIX IOBYLLIEK» NPWU NPOBeLeHUN YHKLMOHANBbHOro KT-1cCcnesoBaHmns «Ha BblLoXe»), CUMMTOM Tpex
NIIOTHOCTEN («FONOBKM Cbipa»). Y BCeX NauneHTOB 0TMeYasioch 6bICTPOE Ny4eBoe NPOrpeccupoBaxme npoLecca (BBuay MonoAoro Bo3pacra
4acTO He COOTBETCTBYIOLLEE KNNHNYECKM NPOSBNEHNSM). BbiBogel. HakonneHue onbita KAMHUKO-Ny4eBOro 06¢nejoBaHus nauneHToB ¢
MMN®3 no3onnT caenatb 3a6onesaHne 60nee y3HaBaeMbIM, YTO BaXKHO ANl CBOEBPEMEHHOI Tepanuu.

Knrouvesble cnosa: komnbtoTepHas Tomorpadms; MMe3.

PLEUROPARENCHYMAL FIBROELASTOSIS — FIBROSING LUNG DISEASE IN YOUNG ADULTS
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Summary. Purpose of the study. To evaluate the features of the clinical and radiographic picture of pleuroparenchymal fibroelastosis. Materials
and methods. From 2006 to 2021 at PSPbGMU im. acad. I.P. Pavlov, 24 patients with a clinical and radiographic picture of pleuroparenchymal
fibroelastosis (PPFE) were observed. In all cases, the course of the disease was progressive, the main clinical symptoms were inspiratory or
mixed dyspnea during physical exertion up to dyspnea at rest, unproductive cough, weakness, fatigue, weight loss, pneumothorax, as well as
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radiation and functional signs of pulmonary fibrosis. The average age of the patients was 22.3+10.1 years (w/m — 20/4). All patients underwent
traditional X-ray studies (radiography in two projections), high-resolution computed tomography (HRCT), a comprehensive pulmonary function
tests (PFTs with the determination of DLCO) and echocardiography. In most patients, studies were repeated (on average, CT was performed
4.2). In most cases (0.8), histological verification was performed. Results. Analysis of the results of dynamic examination of patients revealed
the following clinical and radiation features of PPFE. 1. Clinical — young people, mostly female, with the onset of the disease in childhood. Then,
after a long «light period», partly due to desaggravation associated with the desire of patients to maintain their usual way of life, a progressive
course of the disease with severe respiratory failure. 2. Disturbances in the function of pulmonary function tests were in most cases of a mixed
nature: a decrease in the vital capacity of the lungs (VC) and total lung capacity (TLC) with an increase or maintenance of the residual volume
of the lungs (RLV) at a normal level, it is possible to form an obstructive syndrome mainly at the level of peripheral respiratory pathways (in-
creased OOL and increased bronchial resistance to inhalation and exhalation). All patients had significant or severe disturbances in pulmonary
gas exchange (decrease in the diffusion capacity of the lungs). As the disease progressed, there was a negative trend in all indicators of PFTs.
3. Radiographical features: localization of changes in the upper sections, thickening of the apical pleura (apical caps), the presence of large
air-containing cysts, areas of carnification of the lung tissue (outcomes of organizing pneumonia that occurs at the moments of idiopathic ex-
acerbation, or the addition of a viral infection), the development of pneumothorax and pneumomediastinum. However, during the development
of the disease, the manifestation of the classic picture of ordinary interstitial pneumonia (OIP) (“honeycomb lung”) in typical places (lower-pos-
terior subleural sections) was noted. In all patients, the manifestations of FBL were accompanied by pronounced manifestations of bronchial
obstruction (uneven ventilation of the lung tissue, the presence of «air traps» during a functional CT study «on expiration»), a symptom of three
densities («cheese heads»). All patients showed rapid radiation progression of the process (due to young age, often not corresponding to clinical
manifestations). Conclusions. Accumulation of experience in clinical and radiological examination of patients with PPFE will make the disease

more recognizable, which is important for timely therapy.
Key words: computed tomography; PPFE.

BBEJEHUE

WHTepec K KIMHUKO-ITY4€BOI JUArHOCTUKE GHOPO3H-
pytoumx Gonesneit nerkux (ObJI) 3HaunTENnEHO BO3poOC
C TIOSIBIICHHEM BO3MOXKHOCTH JICUEHHS 3THX ITaI[IEHTOB
aaTududpoTmueckumu npernapatamu (ADII), crocoo-
HBIMH 3aTOPMO3UTh HPOrPECCUPYIONINI MHEBMO(UOPO3.
[Mo xnaccudukanun M.M. Unekosuua [1], ®BJI — 310
rpynrma 3a00JIeBaHUiA, MPU KOTOPBIX Pa3BUBACTCS IIPO-
TPECCUPYIONINI UHTEPCTUIHANBHBIN (HHOPO3 ¢ TPyOBIME
HApYIICHUSMH apXUTECKTOHUKH JIETOYHOW TKaHu u (op-
MHPOBaHHEM B TEPMHUHAIIBLHON CTaiy 3a00JIeBaHUs TOJ-
CTOCTEHHBIX BO3yXOCOAEPXKALIUX KUCT («COTOBOE JIer-
koe»). [lpn kimaccrmyeckoM BapwaHTe TEYEHHs Ipoliecca
10 THITY HWAMOTATHYECKOro Jierognoro ¢uoposa (MJID)
¢ KT-marrepHoM 0OBIYHON MHTEPCTHUIMAIBHON MTHEBMO-
HHUM TPOLIECC Pa3BUBAETCS MPEHMYIIECTBEHHO B HIKHE-
33/IHUX W BEpXHE-TIEPeTHNX CyOIUIeBpaibHBIX OTAETaX,
MIOCTEIIEHHO 3aXBaThIBas BCE OOJBIIME IPOCTPAHCTBA,
YTO OTYETIMBO ompeaensieTcss npu JuHamuydeckom KT-
HAOTIOIEHUH STHX OOJIBHBIX [2, 3].

VY nauuentoB ¢ NJI® 3aboneBanne oObIMHO aE0I0-
TUPYET B MPEKJIOHHOM BO3pacTe, XapaKTepu3yeTcs Mpo-
TPECCHPYIONINM TEUSHHUEM U TIPOSBIISIETCS] HAPACTAIOIIIH-
MU TpU3HAKaMHU JbIXaTelIbHOM HejocTtarodyHocTH, KT-
MarTepHOM OOBIYHON WHTEPCTUIMATIBHON ITHEBMOHUH
(OUII), pecTpUKTUBHBIMH HapyLICHUSMH U CHH)KEHUEM
1 y3nOHHON CITOCOOHOCTH JIETKUAX JI0 KPUTHIECKOTO
ypoBHs. B 6onbmmHcTBe ciydaeB NJID nmeer HeOmaro-
MIPUATHBIN MTPOTHO3: COIVIACHO JINTEPATYPHBIM JaHHBIM,
MeJIMaHa BEDKMBAEMOCTH COCTaBIIsIeT OKojio 3 set [1].

B mocneanue roapl BBHAY IMTEIBHOTO JTUHAMH-
YEeCKOTO HAOIOCHUS MAIMEHTOB W aHallu3a pe3yJibra-

TOB MHOTOJIETHETO JIy4eBOTO OOCIEOBAHUS HAKOIUICH
OITBIT, KOTOPBII TIO3BOJISICT BBLICIUTH pPa3HbIC KIMHHU-
ko-Mopdopaauonoruyeckre BapuaHThl TeueHuss DBJI
KaK paumomnaruueckoro xapakrepa (MJIO, IIIDI), Tak
1 u3BecTHOW mpuunHbI ((Ppubposubie cragun [UII, sk-
30T€HHO-aJUIepTHIecKoro ambBeoauta (DAA), TOk-
cuKko-amieprudyeckoro aisBeonuta (TAA), cunmpom
¢ubposupyromeii 6onesnun nerkux (ObJI)) mpu cuc-
TEeMHBIX MMMYHOBOCHAJIHMTEIBHBIX PEBMATHYECKUX 3a-
oonesanusx (CUP3) [2].

[Ipn sTOM TmUIEBpONApEeHXUMANBHBIA (HOPO3ITACTO3
(IIIP2) ocraercs 0AHON U3 CAMBIX TSKEIBIX U CIIOKHBIX
¢dopm ®OBJI kak anst IMArHOCTUKM, TaK U JUISl JICUCHUSI.
Wnnonarnuecknii  TUIEBpONAPEHXUMAIBHBIA  uOpO-
anmactro3 (Idiopathic Pleuroparenchymal Fibroelastosis,
IPPFE) 651 omucan F. Chua u coast. B 2013 1. [4]. D10
penxoe (opdanHOe) 3a00ieBaHUE, XapaKTEPH3YIOIICECs
IUICBPaJIbHBIM U CYOIUICBPaJIbHBIM MapEHXMMaTO3HbIM
(ubpo30M, NPEUMYILIECTBEHHO B BEPXHUX OTIEJaX Jer-
kux. it Hero xapaxkTepHO HEOIAronpusITHOE TEUECHHE
C pa3BUTHEM MHEBMOTOPAKCOB, OBICTPOE MPOTPECcCcUpo-
BaHUE M HEONArompusATHBI MPOTHO3 (JIETaNbHOCTh —
10 40%). KT-nposisnenuns [1I1DPD BkiIrouaroT Hammuue
JIByCTOPOHHHUX HPPETYJISIPHBIX IUICBPONAPEHXUMAIbHBIX
VIUTOTHEHWH (PUOPO3HOTO XapakTepa, HapylIeHHE ap-
XUTEKTOHUKH JIETOYHOM TKaHW C yMEHBIICHHEM 00beMa
BEPXHUX JIOJICH JIETKMX M TOATSATUBAHHE BBEPX KOpHEH
aerkux (npu NJI® nopaxarorcsi HKHHUE 10IW). DTH U3-
MEHEHHs COIPOBOXKIAIOTCS Pa3HOOOPa3HBIMU JPYTUMHU
nposiBIIeHUAMH (PUOPO3HOTOo Tporiecca: GOpMUPOBAHUEM
YYaCTKOB KapHU(HKAIWK JICTOYHON TKaHH ((pHOpO3HBIN
HCXOJ OPraHU3YIOLIEHCS THEBMOHKH), HAIMYUEM «COTOBO-
IO JIETKOro», ()OPMHUPOBAHUEM KPYIHBIX KUCT (BEPOSITHO,
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[THEBMaToLeNe, C JIOKaJu3aluell NMpeuMyIIeCTBEHHO B
BEPXHUX OT/eaX). I3MEHEHHsI CONPOBOMKIAIOTCS KIIACCH-
YECKMMH NPOSBICHUAMH YMEHBILIECHHS 00beMa JICTOUYHON
TKaHW: TPAKIMOHHBIMUA OPOHXO- U OPOHXHMOJIOAKTA3aMH,
JieBUAleH Tpaxeu, pa3BUTHEM SMHUILIEBPAILHOTO U Cpe-
JIOCTEHHOTO JINTIOMATo3a.

Ocobennoctpro [IIIDD sBusieTcst coueraHue MPOsSB-
TIeHn GUOPO3UPYIOIIEH OONIe3HH JIETKHX (C TPH3HAKAMHU
YMEHBIIICHUS 00beMa JIETOYHOW TKaH!) U OpOHXUATHHOMN
00CTpyKIMH (B3LYyTHE), HUBEIUPYIOLUIMX APYT ApyTa.

l'ucronoruueckue nposisnenust IO xapakrepusy-
I0TCSl MHTEHCHBHBIM (puOpo30M BHUCLIEpaIbHOH IJIEBPHI,
TOMOTEHHBIM CyOIUIEBpaIbHBIM (PHOPOIITACTO30M, yUaCT-
Kamu JuMdoruia3MaTiyeckoil HHQUIBTPAIY 1 HATUYH-
em (okyco pubdpo3a [4].

KT-narrepn [III®3, xak n apyrue nmarTepHbl HHTEP-
CTHLIMAJIBHBIX THEBMOHMIA, MOT'YT BBIABIISITHCSI HE TOJBKO
NPH HAKOTATHYECKOH (opme 3aborneBanwsi, HO 1 ipu OBJI
u3BecTHOU npuposIbl. Hanbonee yacro KT-narreps [I1DD
(opMupyeTcs IpH XPOHUUECKOM IK30T€HHOM ajljIepruye-
CKOM aJIbBEOJIUTE, SK30ICHHOM TOKCHYECKOM (hHOpo3upy-
IOILIEM aJIbBEOJIUTE (HAIPUMEP, OTPABICHHUE XJIOPOM, IIPU
BO3/ICICTBUN WHTAJSIIMOHHBIX HAapPKOTHYECKUX CPEICTB
U JIp.), TIOCJIe TPaHCIUIAHTALM KOCTHOTO MO3Ta U JIp.

B nocnenHue rosiel MOATBEPANINCEH JAHHBIE O T€HETH-
YecKoii mpupoze 3a0oneBanusl, Taxoke kak u mpu UJID [5].

LIENb UCCNEQOBAHNA

OueHuTh 0COOEHHOCTH KIMHUKO-TYyYEBOH KapTHHBI
TUIEBPONIAPEHXUMAITLHOTO (pHOpOoAIacTo3a.

MATEPWAIbI U METOAbI

C 2006 mo 2021 rr. B IICIIoOI'MY wum. axkan.
W.I1. [1aBnoBa Habmromanuch 24 OOMBHBIX C KIMHUKO-
nmy4eBoit kaptuaoi [1I1P3. Cpennnii Bo3pact G0IBHBIX
cocraBisin 22,3+10,1 roga (20 sxeHIIMH U 4 MY>K4KH).
BceM marnuenTaM OBLTH BBIOMHEHBI TPATUIIMOHHEIC
PEHTTEHOJIOTHYECKHE HCCIe0BaHus (peHTreHorpadus
B JIByX MPOEKIHIX), BBICOKOpA3pemaromas KOMIIbIO-
tepHast Tomorpadust (BPKT), xomruiekcHoe QyHKIHO-
HaJIbHOE UcclienoBanue BHenHero abixanus (KOWB/] ¢
orpeseneHueM AUPPY3HOHHON CIIOCOOHOCTH JIETKUX
(ACJI)) u sxoxapmuorpadus. Y OoIbIIMHCTBA OOJTh-
HBIX HCCIIeIOBaHUs ObUTH TTOBTOpPeHHI (B cpemaem KT
BhIMONHsNOCH 4,2 pa3a). B OonplimHCTBE ciiydaeB
(c gactoroii 0,8) OblIa BBHIIOJHEHA THCTOJOTHYECKAS
BepHuhUKaIus.

PE3YIIbTATbI

AHanmm3 pe3yibTaToB JIy4eBOro 00CIICIOBAHUS BBISBILIT
CIIEIYIONINE KITMHUKO-Ty4eBble ocoberHocTH [IT1D3.

KnuHuyeckne ocobeHHOCTH

B rpynme namyeHTOB ¢ HMAMONATHYECKUM IUIEB-
pomnapeHxumanbHbIM  (pubposnacrozom  (UIIIIDI)
npeodaialii MOJIOJBIE JIIOIH, PEUMYILIECTBEHHO JKEH-
cKoro mona. B GonmbmmMHCTBE ciydaeB 3a0osieBaHHE Je-
OI0THPOBAJIO B JIETCKOM BO3pacTe, AeTH HaOMIOOaINCh C
OLIMOOYHBIMH JTHATHO3aMH: [IBYCTOPOHHSISI THEBMOHMS,
XPOHUYECKUH OOCTPYKTHBHBIM OpOHXUT, OpOHXHMAIbHASL
actMa unu obnurepupytommii oponxuonut. Ciemyer oT-
METUTh, 4To y 17 nanuentos (0,7) BBIBIAINCH PU3HA-
KU HecleUn(pUIeCKOl TUCIIIa3uu COCqUHUTEILHON TKa-
HU: BBICOKHH POCT MPH HU3KOU Macce Tema, AeopMaItis
KOCTHOTO cKkelnera (CKolno3, Ku$o3, BOPOHKOOOpa3Has
rpyAHasl KJIETKa W Jp.), THIEPMOOHIBHOCTh CYCTaBOB,
MHOIUS, MPOJIANC MUTPAIBLHOTO KialaHa, CTeHO3 YpeB-
Horo crBosia u apyrue. [locne AnMTENBHOrO «CBETIOTO
nepuonay OPBU nmm GepeMEeHHOCTh Y JKECHIIUH BBI3BI-
BaJIM TMEPENIOM B TEYCHHM OONE3HH. DTO MPOSBISIIOCH
OBICTPOIPOrPECCUPYIOIIECH ONBIIIKON, H3HYPHTEIbHBIM
MaJIONPOAYKTUBHBIM KallJIeM, IPYTMMH IPU3HAKAMU
JBIXaTeIbHON HENOCTaTOYHOCTH, HEMOTHBHPOBAHHON
c11ab0CThI0 ¥ YTOMJISIEMOCTBIO, CHUJKEHHEM MacChl Tela,
MHOIZIa OCJIOKHEHUSIMU B BHUJIE ITHEBMOTOPAKCOB M JIe-
royHOll runepreH3nu. KnuHuueckoe yxyaieHue Koppe-
JUPOBAJIO C OTpUUarenbHol aquHaMukod KT-kapTuHbl u
pesynsratamu KOVBJ/I.

®yHKUMOHaNbHbIe 0COBEHHOCTH

Ha pamaux cragmax UIIIDD ¢yHKIIMOHATHHBIE
VM3MEHEHUS! OOBIYHO OTPAaHUYMBAIUCH YMEPEHHBIM MU
3HAUUTEIBHBIM CHIDKEeHHEM JU((PY3UOHHOU CIIOCOOHO-
CTH JICTKUX W JIETKMMHU HapyIICHUSIMH OpOHXHAJIbHOM
npoxoxumoctH. [lo Mepe mporpeccupoBanus 3a0oeBa-
HUS HapyIIeHus (GYHKIMHA BHEIIHETO JIBIXaHUS NMEJH B
OOJIBIIIMHCTBE CITyYaeB CMEIIaHHBIN XapakTep: YMEHb-
nieHue xu3HeHHoW emkoctu Jyierkux (XKEJI) m oOmieit
emxocti Jierkux (OEJI) mpu yBennueHun iy coxpase-
HUM Ha HOPMAaJbHOM YPOBHE OCTAaTOYHOTO 0ObeMa Jier-
kux (OOJI). B page cmydaeB popMupoBaics oOCTpyK-
TUBHBII CHHJIPOM IMPEUMYIIECTBEHHO Ha YPOBHE Iepu-
(epuueckux mpixatenbHbIx myTed (yBenmuuenue OOJI
Y TOBBINIEHNE OPOHXMAIBLHOTO COMPOTHBICHUS BIOXa
Y BBIZIOXA), 2 MHOT/IA M Ha YPOBHE 0ojiee KPYIHBIX JIbI-
xarenbHbIX TyTel (ymeHnbmenne ODB, (o6bema dop-
CHUPOBaHHOTO BBIJIOXA 32 MepByl0 cekyHny) u ODB,/
OXKEJI (cootHomenne ob6bema (HOpCUPOBAHHOTO BbI-
JI0Xa 3a MEPBYI0 CEKyHIY K (hOpPCHpPOBAHHOW KH3HEH-
HOW €MKOCTH JIeTKHX)). Y BceX OOJBHBIX OTMEYAJINChH
3HAUUTEIbHBIE WIN PE3KHE HAPYyIIeHUS JIETOYHOTO ra30-
obmeHa (cHmwkeHue nuddy3noHHol ciocoonocTn). Io
Mepe mnporpeccupoBaHus 3a0osneBaHusl HaOmoganach
oTpullaTeNbHas JUHAMHKA Beex nokasareneil KOUB/I.
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TNyyeBble ocobeHHOCTH

K JIy4€BbIM 0COOEHHOCTSIM MOJKHO OTHECTH cienay-

TOIIHNEC:

KH®B]
OEJI

MepBUYHASL JIOKANU3alUs W3MEHEHHH NpEeuMyIIecT-
BEHHO B BEPXHHX OTIEIAX;

YTONIIEHUE ANMKAIBHOM IIJIEBpPbl (alMKaJbHBIC
TIATTKH )

HaJIM4re KPYITHBIX BO3/TyXOCOACPIKAIIIX KUCT B BEPX-
HUX OTJIeJIax JeTKuX (IHeBMaroree?);

M3MEHEHHs COYETAIOTCSI C APYTHMH MPOSIBICHUAMH (DH-
Oposupyrorteii 001e3HH JIETKNX: B MOMEHT 000CTPEHHS
3a00sieBaHys IPOSBICHUAMU OCTPOIl MHTEPCTHUIIU-
anpHOll mHeBMoHMM (OcUII) (mosiBneHue ydacTkoB

NS

2,8 1 (57,%)

28.07.2014

«MaTOBOTO CTEKJIa», OPraHU3YIOLIEHCs THEBMOHUH, Pe-
THUKYJISIIHN ); TIPH TIPOTpeccupoBanmy (hrudposza — ¢op-
MHPOBaHHUE yYaCTKOB KapHU(DUKALMK JIETOYHONH TKaHU
(McXompl  OpraHU3YIOIICHCS ITHEBMOHWH, BO3HUKAIO-
e B MOMEHTBI HJIHOTIATHYECKOTO O0OCTPEHHS MU
MPUCOCMHEHUST BUPYCHON HMH(EKIUH), TPOSBICHHS
KJIACCHYECKOM KapTHHbI OOBIMHON MHTEPCTULMAIBHON
ITHEBMOHUH («COTOBOE JIETKOE») B TUIMYHBIX MECTaxX
(HDKHE-3aTHAX CyOIUICBPATTbHBIX OT/IENAX );

BBIP)KCHHBIE MPOSBICHUSI OPOHXUAIBHOW OOCTPYK-
K (HepaBHOMEPHOCTh BEHTHJISILMM JITOYHOW TKa-
HY, HaJIMYHME «BO3AYLIHBIX JIOBYLIEK» IIPHU HPOBEIe-
HUU (pyHKIMoHanbHOro KT-uccienoBanus «Ha BbLIO-
X€»), CHMIITOM TpeX IJIOTHOCTEH («TOJIOBKH CBIPay);

06.11.2014 2019

JKEJ 49,9 % 41,7% 35%
00.J1 0,971 (81,5 %)
OOJI/OEJI 148
BI'O 63 %
ODB, 55,1%
O®B,/’KEJI 96 %
JACJ 47 % 36 % 30%
JIA 12 MM pT.CT. 29 MM pT.CT.
una 18 18
«4acoBbI€ CTEKJIA»
X

Puc. 1. lanuentka C., 1998 roga poxnenus. C 2012 r. (14 set) nporpeccupyomas oIbllIKa, CyXoii Kamesb, nposisjienus [MIIOD
Ha KT. B 2015 r. BbIno/iHeHA BU1€0TOPAKOCKONNA ¢ Ouoncueii. [{luarnoz — JAA, ¢ 2016 r. Hadmonaercs B [ICIIGI'MY, mo-
cJ1e 1000c/IeIOBaHNS U MYJIbTHAHCUUILIMHAPHOTO 00cy:kaeHnss — auarno3 UIIIM®I. Jleyenue GpoHX0CHa3MOJIUTHKAME
M CHCTEMHBIMH KOPTHKOCTepouaaMu Hed(peKTUBHO, 3a001eBaHNe MPorpeccupoBalio, B 2021 r. ymepJia ot nmporpeccupy-
omeii apixareabHoi HegocTaTtouHocT. Ha KT o1 2014 1. (¢, 6, 6) 1 2017 I. (2, 0, €) 0TMeuaeTcs MporpeccupoBanme mpouec-
ca: HapacTaHUe NPOTSKEHHOCTH (PUOPO3HBIX H3MEHEHHUIl (YUACTKOB KapHU(HUKALUH, «COTOBOIO JIETKOr0»), HApACTaHHe
Pa3MepoB KHUCT, BbIPasKeHHbIE MPOsIBJIeHNs OPOHXUANIBHOI 00CTPYKIMH (HEPABHOMEPHOCTh BEHTHJISILIUHU JIETOYHOH TKa-
HH, HAJTHYHe BYCTOPOHHHX «BO3IYLIHBIX JIOBYIIEK», CHHAPOM «TpeX ILIOTHOCTeii»), MPOsIBJIEHUH J1ero4Hoii runeprex-
3uu. JlanHbIe PYHKIHMOHAJBLHBIX UCCJIE0BAHUIN TaKIKe YXYAIIAITCS (0/C)
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OPUTNMHAJTbHBIE CTATBI

a

=3 o £ = g =
nchdhyanoHHas cnoco6HOCTb Nerknx — 5% ot

Puc. 2. Boasnas B., 46 aet, [III®3, OUIIL. Ha KT ot 01.09.2017 r. (@, 6, 6) 1 18.09.2018 . (¢, 0, ¢) 0TMeuaeTcs MPOrpeccHpoBaHHe MPO-
necca: HapacTaHue NMPOTS:KeHHOCTU (PUOPO3HBIX M3MEeHEeHHUH (YYaCTKOB KapHU(UKAINHU, KCOTOBOIO JIETKOI0»), HapacTaHue
Pa3MepoB KHCT, BbIpaKeHHbIe NMPOosiBJIeHUs] OPOHXHATBbHON 00CTPYKUUHU (HEPABHOMEPHOCTH BEHTH/ISILIUM JIETOYHOI TKAaHM,
HAJINYHe JBYCTOPOHHHX «BO3AYIIHBIX JOBYLIEK», CHHIPOM «TpeX IJIOTHOCTe»), MPOsiBJIeHHs JIETOYHOIi rHnepTeH3HH

*  OBICTpOE JyYEBOE MMPOTPECCUPOBAHME TIpoIiecca (BBH-
JIy MOJIOZIOTO BO3pacTa 4acTo HE COOTBETCTBYET KITH-
HUYECKUM TPOSIBICHUSIM);

° pa3BUTHE IHEBMOTOPAKCOB W ITHEBMOMEIHACTH-
HyMa;

*  pa3BUTHE JIETOYHOH rurnepTeHs3uu (puc. 1).

B naneko 3amenmux craausx 3aboieBaHUs HAYM-

HAIOT MpeodianaTh MPOSBICHUS, XapaKTEpHBIC s

OMWUII (puc. 2).

3AKNIOYEHUE U OBCYXAEHUE

Odudposupyromue OO0JIE3HU JETKUX — TPyIIa
MPOIIECCOB, MPUBOASIINX K M30BITOYHOMY Pa3BUTHUIO
COCIMHUTEIHPHOTKAHHONW CTPOMBI JIETKOTO, TPyOOTO
HapyUIeHUS! apXUTEKTOHUKH JIETOYHOW TKaHH C BO3-
HUKHOBEHHEM BEHTHISLMOHHBIX U Tepdy3HOHHO-
UG Gy3MOHHBIX HApYILIEHUH B JIErOUHOM TKaHH. Tako-
T'O poJia TIPOIECCHI BCTPEYAIOTCS HEPEIKO, UX MPUPOa
MOXXET OBITh Kak ycTaHoBiieHa (DAA, TAA, cuaapom
ObJI npu auddy3HbIX O00JIE3HIX COCAUHUTEILHOM
tkanu (BCT)), Tak u He ycTaHOBIEeHA (MAMONATHYEC-
CKHI1).

JUIMTeNbHBIA ONBIT HAONIONEHNUS TaKUX TAIlMEeHTOB
B HUU wmHTepcTHMIMaNbHBIX B opdaHHBIX 3aboieBa-
HUH JIETKUX ¥ KaQeapbl pEeHTTCHOJIOTHH U PaIualoH-
ao meguuuael [ICIIGIMY um. axan. W.II. I1aBioBa
MO3BOJIMJI COCTABUTh CBOIO KOHIICTIIIMIO WX TEYEHUS,

OCHOBBIBAsSICh Ha aHAJN3€ M3MEHEHUS KIMHHYECKOW H
JIy4€BOH KapTHUHBI.

Crpoiinas Teopuss M.M. HnbkoBuua obOwvenu-
wsromeit konnenuuu OBJI mpocra u ynobHa B wmc-
MMOJB30BaHUU KaK PEHTTEHOJOTOM, TaK M MyJIbMO-
HOJIOTOM, TIO3BOJISISI HE MyTaThCs B W3JIWIIHEH ne-
TaJIu3aluH.

JutenpHoe HaOmoAeHue nanuentos ¢ ®BJI mon-
TBEpXkKJIaeT O0e3yCIOBHYIO KIWHUYECKYIO W JIYYEBYIO
CTaUITHOCTH TpoIiecca, TPeOyoIy pa3Horo Tepa-
MEBTUYECKOTO IMOAXO0Ja K HAaYaIbHBIM W KOHEUHBIM
CTaausM 3a00JIeBaHHUS.

CTaHOBUTCS MOHSATHBIM, YTO HCXOA (PUOPO3UPYIO-
X OOJe3HeW JIETKUX OIMUCHIBACTCS KIMHHKO-MOP-
domyueBoir kaptmHOW OWII, mmoxo mommaromeics
ne4eOHOMY BO3JICHCTBUIO.

OnHako, JIUTENbHOE BpeMs H3yudas KIMHHKO-
nydeByto kapTuHy DBJI, MBI mpumim k BBIBOLY O
HaJIMYNU MHOTOYHCIIEHHBIX O0CcOOeHHOCTeH ¢uodpo-
3UPOBAHUS Y KaXJOTO KOHKPETHOTO MAalMeHTa, KO-
TOpbIe HEOOXOJAMMO YYUTHIBATH IPU IOCTAHOBKE
IHUarHo3a U JICYCHUHU, HO KOTOPBIC HE JOJKHBI OT-
BIJIEKATh JIeHallero Bpavya ot GuOpo3upyrmiei cyTu
3aboJieBaHMUS.

Brigenenne UITIIDD kak oHOM U3 TSHKETBIX GOpM
(hubposupyromieit 00JIe3HU JIETKUX IMO3BOJIUT JIyUIIe
H3YyYUTh €€ OCOOCHHOCTH U JacT BO3MOXKHOCTH Ooiiee
paHHero Hadala JeueHUsl.
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