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JIYYHEBASI U MOP®OJIOT'MYECKASI KAPTUHA ®UBPO3UPYIOLLIUX
BOJIESHEH JIETKUX: OT PAHHUX INPU3HAKOB 10 UCXOJA

A. A. Cnepanckas, JI. H. Hosukosa, H. B. /[sopakosckas, B. I1. 3oromnuykas, M. A. Bacuivesa
[Tepsuiit Cankr-IlerepGyprekuil rocynapeTBeHHbIN MeUIIMHCKHH yHUBepeuTeT uM. akajl. V. [1. [TaBnosa, Cankr-IletepGypr, Poccus

Lleas. OueHUTb U3MEHEHHe JIyueBOH U MOP(hOJIOrHIecKoi KapTHHBI pubposupyioiyx Gosesneit jerkux (PBJ1) npu ux mmurenasnom
HAOJIIO/ICHHH.

Mamepuaaol u memoode. Tlpoananuanposanbl fanHble 676 Gombubix OBJI, Bospact 53,34+15,2 roma (/M — 412/264).
Boinossensl BPKT, ODPIKT, KUDBI (¢ ICJT), sxokaparorpadusi.

Pesyavmamor. OUITy 142 6o0sbhbix (21,0 %, JICJT menee 30% ot J1) xapaxrepusosasach Ha KT u ODIKT napacranuem pasmepos
1 pacrpoCTPaHEHHOCTH «COT», T105IBJICHUEM HOBbIX CyOI/IeBPa/IbHbIX Y4aCTKOB «MAaTOBOIO CTEKJ/Ia» U UX TpaHCopMaLIMeid B «COThI»,
BLIPAXKEHHBIM CHHYKEHHEM MUKPOLMPKysiui B Jierkux. HCUIT y 439 nauuentos (64,9%, J1CJT — 50% ot J1) na KT u OGIKT
NposiBJIAIACh CyOIIeBPabHBIMU PETHKYISPHBIMH H3MEHEHHSIMH U «MaTOBBIM CTEKJIOM» €3 «COTOBOIO JIETKOro», TpaHc(opmupo-
Ba/Ch B «coTbl». O6octpenne ®BJ1y 24 nauuentos (3,5%) Ha KT, ODPIKT u rucronornyecku nposisasiioc OcUIT u KOIT.
Y 11 GosbHBIX NPHBEJIO K Nporpeccuposanuio hroposa. Pannne npusnakn OBJ1y 32 Gonbhbix (4,7 %, J1CJ 70% ot J1) na KT,
O®DIKT u mopoJsioruu nposiB/s/IHCh MHHUMAJbHBIMY H3MEHEHUAMH, TpaHcopmupoBasuck B Kaptuiy OBJ1y 21 nauuenra.
3akaouerue. Hakonjienue onbita KJIMHAKO-JydyeBoro obcsieoBanus natreHtos ¢ PBJI o6ycsioBiBaer He0OX0AMMOCTb pa3paboTKH
HOBBIX TOJIXO/I0B B JIMArHOCTHYECKOH H JIe4eOHOMN TAKTHKE.

KaioueBble cioBa: KoMibloTepHast Tomorpadusi, MOphoJIornsi, MUKPOLMPKYJISLNS, HAKONATHIECKHH JIerouHbli pruépo3
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RADIOLOGICAL AND MORPHOLOGICAL PATTERNS OF IDIOPATHIC
PULMONARY FIBROSIS FROM THE EARLIEST MANIFESTATIONS
TO THE OUTCOME

Aleksandra A. Speranskaia, Lyubov N. Novikova, lvetta V. Dvorakovskaia, Valentina P. Zolotnitskaia,
Mariya A. Vasilieva
Pavlov First St. Petersburg State Medical University, St. Petersburg, Russia

Purpose. To evaluate radiological and morphological patterns of IPF in their long-term monitoring.

Materials and methods. 676 patients with clinical and radiological patterns of IPF (53,3+15,2g, i/m — 412/264). HRCT,
SPECT, PFTs, echocardiography.

Results. UIP was characterized by increase in size and spread of «honeycomb lung», the appearance of new areas of subpleural «GGO»
and their transformation first into honeycombing, in 142 patients (21,0%) on a CT-scan. SPECT revealed apparent decrease in pul-
monary microcirculation. Patients did not need morphological verification, their DLCO was less than 30% D. NSIP was found in
439 patients (64,9%), CT showed subpleural reticulation changes and «GGO» without «honeycombing», but during the monitoring
they transformed into honeycombing. Morphologically it was «honeycombing», SPECT showed growing abnormalities, DLCO was
50% D. The exacerbation of IPF was found in 24 patients (3,5% ) on a CT-scan and SPECT and histologically it was manifested by acute
interstitial pneumonia and cryptogenic organizing pneumonia. It led to the progression of fibrosis in 11 patients. Early manifestations of
IPF: CT showed subpleural areas with «GGO» and reticulation changes in 32 patients (4,7 %), later they transformed into IPF in
21 patients. SPECT showed minimal abnormalities in microcirculation. Primary fibrosing morphological changes, DLCO is 70% D.
Conclusions: The accumulation of experience of clinical and radiological examination of patients with IPF justifies a need to
develop new approaches to diagnosing and treatment.

Key words: computed tomography, morphology, SPECT, Idiopathic Pulmonary Fibrosis
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Benenue. Mutepec K KAMHUKO-JTy4eBOU IMarHOCTH -
ke pubposupytounx 6osesnert jerkux (PbJ1) snaun-
TeJIbHO BO3POC C TMOSIBJIEHHEM BO3MOXKHOCTH JI€UeHHUSsI
9THX MALUKUEHTOB B pe3yJbTaTe BHeApeHHs aHTH(HHOPO-
tueckoit Tepanuu (ADT), croco6GHOM MPUOCTAHOBUTD
pa3BHTHE TOTaNLHOrO PUOPO3a JierouHo Tkauu [ 1].

[To knaccudpukaun M. M. Mibkosuua [2], ©BJT —
3To rpynmna 3abosieBaHui, o0belMHeHHast (hOpMHPOBA-
HueM (hubpo3a B JIErOUHON TKaHU C 3aMeHOH nepdysu-
pyeMoro M BEHTHJIMPYEMOro MPOCTPAHCTBA B TEPMHU-
HaJIbHOH CTaKi 3a00/1€BaHHUsT TOJNCTOCTEHHBIMHU BO3JLY -
xocoziepKaumMu  kuctamu. [lpouecc pasBuBaercs
B HH2KHE3AHUX M BEpXHE-TMePeIHUX CyOTeBpabHbIX
oTHeNax, MOCTEeNeHHO 3axXBaTbiBasi Bce OGOJbILIME MPO-
CTpaHCTBa, YTO OTYeTMHBO onpenensercs npu KT-
HabJI0IeHUH 3THX OOJIbHBIX [3].

PaHee 3a6oJieBaHe HOCHJIO Ha3BaHKe PUOPO3UPYIO-
111€T0 aJIbBEOJIUTA, OJIHAKO OT HEro GblJIO MPUHSTO OTKA-
3aThCsl, TAK KaK BOCHAJNUTE/NbHbIH KOMIOHEHT (oTpa-
YKeHHbIH B cypduKkce «UT») NPUCYTCTBOBAJ He y BCeX
nauueHToB [3]. [pynny 60/bHbIX ¢ OTCYyTCTBHEM MOPO-
JIOTHYECKHUX U JIyueBbIX MPHU3HAKOB BOCMaJIEHHUsT Bbije-
JIUJIM B HO30JIOTHYECKYI0 (DOPMY HAMOMATHUECKOTO
Jerounoro ¢uodposa (MJ1D) u npupoBHsIM K onyxoJe-
BOH MAaTOJIOTHH COEMHUTEbHOH TKaHH C HAJMUHEM ee
HEYKJIOHHOTO TporpeccupoBanusi. BkiiodeHue xapak-
TEPUCTHKH <«HIMOTIATHUECKHH» O3HAYaeT OTCYTCTBHE
MH(OpMalMKM 0 MPUYKHAX MpoLecca, HO y YacTH 3THX
GOJIbLHBIX TIPUUMHBI BCE-TaKW PAHO WJIM TTO3HO Orpeje-
asitorest. OTCyTCTBHE BocnasieHdsi pH MopoJioruye-
CKOM HCCJIEIOBAHUU (MTPOSIBJIEHHST «COTOBOTO JIErKO-
ro», MHO- M OCTeoTpaHchOpMalMH COEIMHUTENLHON
TKaHH) MPOSIBJISIETCS KAPTHHOH «COTOBOTO JIEIKOTO»
npu BPKT, kniuHuuecku TsixKeabIM COCTOSTHMEM Mallu-
eHta (mporpeccupyloiias oJblllIKa) W 3HAYHUTENbHbIM
CHUXKeHueM JUMPY3HOHHONH CMOCOGHOCTH  JIETKUX
(IICJT). Tlo cyt, 370 TSKeNbIH OOJLHOH C HU3KHM
(yHKIIMOHAJBHBIM PECYPCOM U MTPOIOJKHTENIBHOCTBIO
JKU3HU (MeMaHa BbKMBaeMocT — 3 roma)[1].

Ho uro npentiectByer takomy ucxony? IlosiByienne
1 noBcemectHoe BHenpeHue BPKT (Bbicokopasperniaio-
1IeH KOMITbIOTEPHOH TOMOTrpaduy ) T03BOJHIIO TIpOCJIe-
JIUTh BCE 3Tarbl popMUPOBaHHUS PUOPO3a JIErKUX (B TOM
yhc/e paHHHe ero JiydeBble MPU3HAKH, CTOJIb BaXKHble
JUIsi CBOEBPEMEHHOI0 HauaJjia JieueHust) [5].

B k/auHuueckoll paboTe Bce pexe HCIOJb3YeTCs
IIMPOKO MpHUMeHsIBLIasicsi paHee MopdoJioruueckas
KaaccuduKkalyus — HHTEPCTHUMAJbHBLIX — [THEBMOHHUI
(MIT), npennoxennass W. D. Travis, U. Costabel,
D. M. Hansell u coanr. [6]. CTajio MOHSITHO, YTO BbIHO-
CUTb B KJIMHHUECKHH JAHATHO3 MOPQOJOrHYecKuil
nHekoppektHo (Hetr B MKDB 10, He Bocmpunumaetcs
BpauaMH JPYrux CreldanbHOCTeH, MeHsIeTCs PH MOp-
(hosiornyeckom nepecMoTpe, He UMEeT CyIIeCTBEHHOTO
3HavyeHus yisi Jeuenus). [lepecmorp sToit Kmaccuu-
KallMM JIOJDKEH TMPOU30HTH M B PEHTTEHOJIOTHYECKOH
NPaKTHKE: PEHTreHOJIOr He OTJH4YaeT MopdoJoruue-
ckue noarunsl W1, nyTasck B HUX W BbI3bIBAsi YCMELIKH
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JPYTHX KAHHAIMCTOB. HeM XKe KJIHHUKO-PEHTIeHOJIOTH -
UeCKH passinualoTcst oO0bluHAs HMHTEPCTHIHAJbHAS
nuesmonusi (OWII), Hecrenuduyeckasr MHTEPCTHIH-
anbHasa nuesmonus (HcHIT), mumdounrapuas nurep-
cruumanbias nHeBmonus (JIMIT), neckBamaTtuBHas
uHTepcTulMabHasa nHeBMonns (JAMIT), kpuntorennas
opranusyiotiasics naesmonus (KOIT), pecniupatopHbiit
OPOHXHOJIUT, ACCOLLMHPOBAHHbBIA ¢ MHTEPCTHIIHAJIbHBIM
3abonesanuem Jserkux (Pb-M3J1)? O6 stom mHoro
nucan M. M. MibkoBuu [2], 1 Mbl He OyjieM MOBTOPHO
paccMaTpuBaTh HU HX MOP(OJIOrHYEeCKHEe, HU KJIMHHYe-
CKHe 0COOEHHOCTH, CKaxKeM TOJIbKO, YTO PEHTIeHOJIOT
MX He pasJiMuaeT, ayke eC/id 3TO OMbITHbIN CrelHaiucT
(uTO JIOTHYHO, He UMesl MHKPOCKOTIA, He YBHIUIIb MOP-
cdosioruto). Ho B ueM-TO »Ke J0JIKEH PEHTIeHOJIOr
MoMOYb MyJbMOHOJIOTY? B raBHOM: cKa3aTb, €CTb WU
HeT NpU3HaKu GUOPO3UpYIOLLEeH GONE3HU JIETKUX, HYXK-
jatoleiicss B HagHau€HUHW MPUHLMITHAJIBHO HOBOTO
JiedeHUst — aHTH(UOPOTHUECKOH TeparuH.

Lleab: oueHUTb U3MEHEHHs JIydeBOH ¥ MOP(OJIOTH-
4ecKOH KapTHHbl (UOPO3UPYIONINX GOJIe3HeN JIerKux
NPH UX JYIUTENBHOM HAOJIOAEHHH.

Marepuanasl u meroapl. C 2006 nmo 2020 r
B [ICITI6I'MY um. akan. Y. I'1. [TaBaosa HabJtona uch
676 GOJIbHBIX C KJAHHUKO-JIy4e€BOH KapTHHOH (hUOPO3H-
pytotnx 60s1e3uei jerkux (PHJ1), Bce onu umenu pas-
HOH CTeleHH IMPOrPeCCHPYIOLIUH XapakTep TeueHHs
3a060J1eBaHusI ¢ HAJIHUMEM OJIbILIKH ( BIMJIOTH JIO OJIbIIIKH
B TIOKOE ), CYXOT0 Kalll/isl, JiydeBble U (hyHKIHMOHAJbHbIE
npU3Haku JerouHoro (uoposa. CpeaHuii Bo3pact
GosbHBLIX cocTaBasn 53,3+15,2 roma (K/M —
412/264). Bcem naupentam Obl/M BbITIOJHEHbBI TPAJIHU-
LIMOHHBIE PEHTIeHONOTHYECKHE HCC/IeI0BAHUS ( peHTre-
Horpadus B agyx npoekuusi), BPKT, onHodoronnas
9MMCCHOHHAs KoMmblotepHas Tomorpadus (ODIKT),
KOMIJIeKCHOe (PyHKUHOHA/NbHOE HCCleloBaHHe BHeLl -
nero abixanust (KPUBJI ¢ onpenenenuem ILCJI) u sxo-
kapauorpadusi. ¥ GoJiblIMHCTBA OOJBHBIX HCCIEI0BA-
Hust Oblnk nosTopenbl (B cpenHeM KT BbinosiHsiioch
3,1, OPIKT — 1,9). ¥V 263 60s1bHbIxX (38,9 % ) BbINOJI-
HeHa rucToJioruueckasi Bepudukalusi.

[Ipu cratuctuyeckoii 06paboTKe JAAaHHBLIX MCMOJb30-
BaJIu porpamMMy/ crathcTrueckuii naker Statistica 17.0.

Pe3sysbTaThl M MX 06cyk1eHUue. AHAIU3 Pe3ysLTaToOB
JIy4eBOro U MopoJOrHueCKOro HCCIeI0BAHNS BbISBHII
c/lellylolllie BapUaHTbl [EPBHYHOTO TOPAXKEHMSI TPH
®DBJT u ux Tpanchopmalmio.

JlyueBasi kKapTMHa OOBIYHOW WHTEPCTHIMAJIbHOM
nHueBmoHuu (OUIT) = knaccuueckas JyveBasi KapTuHa
«COTOBOTO  JIETKOTO»  TEPBUUHO  OMNpesensiiach
y 142 6osbubix (21,0%). B npouecce nabmonenus
y 31ux nauueHtoB Ha KT oTmevasnoch yBesnuueHnue pas-
MEepOB M PacrpOCTPAHEHHOCTH «COT», MOSIBJIEHHE HOBbIX
cyOrn/ieBpa/ibHbIX YHaCTKOB «MaTOBOIO CTEKJa» C TpaK-
LIHOHHBIMH OPOHXHOJIOIKTA3aMHU M HX TpaHchopMmalius
B MeJIKHe, 3aTeM B KpyMHble «coTbl». [IpucyTcrBoBasiu
BCe ocTasibHble NPHU3HaKK Grubpo3a (ymeHblleHHe o0be-
Ma JIeTKHX: BBICOKOE CTOSIHHE AMadparMbl, CPeloCTEeH-
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HbIH ¥ 3MUIIEBPAJIbHBII JIMIIOMATO3, JIEBHALIUST TPAXEH,
TpaKUMOHHble OpPOHXO- W OPOHXMOJIO3KTA3bl, 3UsIHHE
MHUILEBO/A ), HO OHH HE HMEJIH CYLLLECTBEHHOTO 3HAUEHHS,
TaK Kak OMNpeessijicsl [IaBHbIH MPHU3HAK — «COTOBOE
serkoe». ['To ganubiM ODIKT BoisiBIISIIOCH 00111ee CHU-
YKeHHe MUKPOLMPKYJSLMK B JIETKUX ¢ Mpeob/ajaHieM
M3MeHeHHI B nepudepuueckux otaenax, neeKThl rnep-
(y3nu HerpaBHJILHOH (OPMBI B MPOEKLMH HUXKHE-3a]1-
HHX M BepXHe-TePeIHNX OTIe/1aX, COBIaaoLLI1e ¢ JoKa-
JIM3alMer «COTOBOIO JIErKOro» H cyOrieBpaJjibHbIX yya-
cTkoB «MmaroBoro crekna» Ha KT. Cuunturpaduiecku
00beM JIerkux Obl/l YMEHbLIEH, TeHb CPEIOCTEHHSI yBe-
JIMYEHA 3a CYeT JIMIoMAaTo3a.

Ata rpynna TsKesblx 60JbHBIX He HYK/1a/1aCh B MOP-
(hosiorHuecKol BepupUKaLIMK Mpollecca, TaK Kak UMe-
JIUCh BCE KJIACCHYECKHE JIyueBble MPU3HAKM OObIYHOH
MHTEPCTHIHAJBbHOHN MHeBMOHUU. OnHAKo y OO0JbHbIX
9TOM TPyNIbl ONpeaesIuCh KpakiHe HU3KHe (DYHKIIHO-
HaJIbHble MOKA3aTeNH C BbIpaXKeHHbIMU PeCTPUKTHBHbI-
Mu HapyuieHusimu npu nposeiennn KUOBJL ([1CJ]
menee 30% ot J1), uTo Jeaa/o NauueHToB MaJo rep-
CMEKTHBHBLIMH B OTHOLLIEHHH MPOBeeHUsT aHTH(HUOPO-
tuuecko Tepanun (ADT) (puc. 1).

Aranbl TpaHchOpMalMM HEM3MEHEHHOH JIerouHOH
TKaHW B MPOSIBJIEHHUS JleroyHoro ¢puépo3a y 3ToH rpymn-
Mbl ALMEHTOB MO3BOJMUJIN OLEHUThb CTAUH (OPMUPO-
BaHus «coToBoro Jjerkoro» Ha KT. Mbl Bugum nocsieno-
BaTeJbHO 34 JUIMTEJIbHBIA Tepuoi HaOJMIOAEHUs: HOp-
MaJlbHYI0 JIETOUHYIO TKaHb, CHU?KEHHE €€ TPO3PauyHOCTH
(KT-xaptuHa «matoBOro cTekja»), MosiBjieHHe Tpak-
LUOHHBIX ~ OPOHXHOJI09KTa30B  (chubGpo3upoBaHue
C yMeHbllleHHeM 00beMa U BKJIOUeHHEM KOMITEHCATOp-
HbIX MEXaHM3MOB, y2Ke Ha 3TOM 3Tare MOpQoJIor BUIUT
MOPQOJIOrHUECKHE «COTbI» — 3aMeHy aJlbBe0JISIPHOrO
SMUTEIHA HA KyOUUECKHUH, NOSABJIEHHE KUCT C COIEPIKHU-
MbIM B MX MpOCBeTe). 3aTeM CeyeT MosiBJAeHHE MeJi-
KHX «coT>» (oHu muoxo BuaHbl aaxke npu BPKT, ans nx
BU3yaJsM3alluu Xopoulo ucnosb3oBath KT-uccnenosa-
HHE «Ha BbI10Xe », M03BOJIsIolLee Goslee HAMVISIHO Mpo-
CJICIUTh BCE HE CHAJAIOLIMEcs BO3LyXOCOAEprKallne
NPOCTPAHCTBA), W TOJIBKO MOCJIE 3TOTO «COThI» CTAHO-
BSITCSI XOPOLLIO BUAUMBIMH, [TOCTEMEHHO BO3PACTAIOT UX
pasMepbl M KOJHYECTBO, YTO HAMPSIMYIO KOPpeJHpyeT
¢ yHkuroHabHbIMU nokasatensimu (PyKEJT u J1CJT)
¥ CAMOYYBCTBHEM TallMeHTa (CTerneHb O/bILIKH ).

Hecneuuduueckan uHTepcTuumanbHasi MHEBMOHHUS
(HcHI) Boisinena y 439 nauuentos (64,9%). Ha KT
y 3THX OOJIbHBIX ONPeesiIUCh Bee MPU3HAKK (prOpo3a
(ymeHbliieHre 0GbeMa JIETKUX: BLICOKOE CTOsIHME KyMoJia
auaparMbl, CPEIOCTEHHBIN U SMHUIIEBPAIbHBIH JHIO-
Maro3, TPaKUMOHHbIE GPOHXO- U OPOHXMOJOIKTA3bI ), HO
6e3 «cortoBoro Jjerkoro». [Tpu KT BbisiBasiiich cyOmnie-
BpaJibHble PETHKYJISIPHbIE H3MEHEHHs] H <MaTOBOE CTEK-
JIO», T10-PAa3HOMY OLEHMBAEMble PEHTIeHOJNoraMi —
«mpocotbl» 1o aaHHbiM KT. Mopdonoruueckn y 60Jib-
HbIX BBISIBJIS/INCH MOHOTOHHbIE H3MEHEHHUST (MeXKaslbBeo-
JISIPHbIE MEPErOPoNIKH OblIM pacllnpeHbl, HHOUIBTPUPO-
BaHbl MPEUMYLECTBEHHO JIMM(OLIUTAMH, B HEKOTOPBIX

MecTax oTMeuasioch Hajuuue Gubposa u TpaHcdopma-
L{sT aJIbBEOJISIPHOTO SMUTENUS B KyOUUECKHI ), Y 4acTH
60JIbHBIX BbISIBJSJINCL CyOIJieBpasibHble eHHHYHbIE
«COTbI», @ IPH TMUCTOJIOTHYECKOH BepHU(HKaLIMK HA M103]1-
Hell cranuu 6osie3Hd B OUONCHHHOM MartepuaJje Obliu
BbIpAXKEHHbIE yYaCTKM «COTOBOIO» [epepoKaeHHs
JIErOYHOH TKAHM, TIPOSIBIEHHUST aUMHAPHOH 3M(H3EMB,
uto koppesrpoBaso ¢ KT-kaprunoin OUIT (B npouecce
HaOJIIOJIEHUST KTIPOCOTHI» TPAHCHOPMHUPOBAJIUCH B KJ1aC-
cuueckre «cotbl»). [Ipy ODPIKT ormeuanocs nuddys-
HO-HepaBHOMEpPHOE CHIKeHHe Tepdy3un B cyOrie-
BpaJibHbIX OT/IeJIaX JIEMKUX U eIUHUYHbIE HeNpaBUJILHON
thopmbl JiehekThbl Nepdy3nn MpeuMyllecTBeHHO cybcer-
MEHTApHOIO YPOBHS 6€3 YMeHbLIEHHsT pa3MEPOB JIETKHX.
C pasBuTHEM NATOJIOTHUECKOTO MPoLlecca ONpeiesisiioch
oflllee CHMXKeHHe MUKPOLUPKYJSILUN B JIETKUX, Hapac-
TaHue jieekToB nepdysnun HermpaBUIbLHOH GopMbl cyO-
CEerMEHTApPHOrO ypoBHSI ¢ mpeobJjajaHieM B Halua-
(hparmaJibHbIX OT/EJAaX, OTMEYaJ0Ch YMEHbLICHHE pa3-
MEepOB JIETKHX, a TAKXKe yBeJMUeHHe PA3MEPOB TEHH Cpe-
JIOCTEHHs! 10 TepeHel NPOeKIUH CUMHTUIPAMM 32 CeT
HapacTaHusi cpeocTeHHoro Junomarosa. [lauuentsl
9TOH rpynnbl ObM OoJsiee coXpaHHbl (DYHKIHOHAJIBHO
(JICJT — 50% ot J1) 1 siBAsiMCh GAaronpUsiTHBIM KOH-
tuHreHtom Jisi nposefeHust ADT (puc. 2).

Takum o6pazom, natrepH HeHIT He siBaisieTcst KoHey-
HbIM H, CJIEIOBATENBbHO, CAMOCTOSITE/IbHBIM PHUCYHKOM,
9TO TOJIBKO MPOMEXKYTOUHAS KAPTHHA, KOTOpPast MpeJiiiie-
creyet passutuio OUIT. Dranbl nepexona MoXKHO Mpo-
CJICIUTh TOJILKO IIPH COBMECTHOH paboTe ¢ MyJIbMOHOJIO-
oM, KOTOpPBIH, OLleHHBAasi COCTOsIHUE TaleHTa, BOBpe-
mst HagHauaet nposenenne BPKT u dyHkiMoHaIbHOTO
uecsenoBanusi. Eciv 310 He ciesiath BOBpeMsi, OTCYT-
CTBHE TeparneBTHYECKOH MOUIEPKKH MTPUBEIET K TPAHC-
dopmaunn HeHIT B OUIT u yxymuenuto nporHosa
6osie3nn. O nuioxoit yauasaemoctd HeMI, kak npente-
crBennuka OMIT nuuiyt u Hawu 3anajHble KoJuler,
tak no gauubiM S. L. F. Walsh u coaBt. [7], B onpenese-
Huu HeHIT ormeuaetcst camblil BbICOKUI YPOBEHb HECO-
miacusi Mexkiy mnyJabmonodioramu (0,19), pagrosoramu
(0,25) u naxke Npu NPOBEJIEHUH MYJILTHIUCIUTIIHHAPHO-
ro koncuanyma (0,25). C uem 310 cBsA3aHO? B ocHoBe
JIEZKUT TJ10Xast PACTIO3HABAEMOCTb «COTOBOTO JIETKOTO»
KaK OCHOBHOTO MpHu3HaKa Gpuoposa 1 Cl0KHOCTH TPaK-
TOBKH peTHKYJsipHbIX H3MeHeHui 1 KT-KapTuhbl «marto-
BOTO CTEKJ1a», SIBJISIIOLLIMXCS HAaYaJbHbIMH MTPOSIBJICHHSI -
mu OBJI. Jlnsi TouHOW OLEHKH HAJHUMs «COT» paHee
PEHTreHOJIoraM TIPeIarajoch MPOBOAUTh HECKOJIBbKO
METOIMYECKHX JeUCTBHH.

1. IToctpouth MyJbTHIJIAHAPHBIE pedopMalUH
1300paxKeHust st qudpdepeHiinanbHOR IMarHOCTHKH
C TPaKUMOHHBIMM OpOHXOIKTazaMH (Belb €CJH HeT
«cot», HeT u OUII, a cienoBaresnbHo, 310 He VJID).
HO! TpaxuuoHHble GPOHX03KTa3bl — 3TO COCTABJISIIO-
1ast yactb puOPO3HOTO Mpolecca, KOTOPYIO He HY»KHO
BBIIENSATD B OTJE/bHBIH CUMIITOM.

2. IlpoBecTH NOBTOPHOE HCCEA0BAHHE MTPH TTepeMe-
He M0JIOXKEeHUs Tesla MnalueHTa (CKaHMpPOBAaHME <«Ha

91



DIAGNOSTIC RADIOLOGY AND RADIOTHERAPY Ne 2 (11) 2020

O Urons 11
] Okrsa6ps 14
O Hosi6pb 15
27
12

KEJL, %Il OEJ, %I IUlaw, %I

e ~ -5 ; — ity °

Puc. 1. BosbHoti JK., 61 roz, rucrosornyecku Bepuduunpoannbiii JI®. KT-kapruna OUIT B HuxKHE -3a1HUMX cyOnie-
BpaJIbHBIX OT/Ie/ax (<« COTOBOE JIETKOe», KPYITHbIe KUCThl HEMPABUIILHOH (POPMBI, TPAKIMOHHbBIE GPOHXHOMOIKTA3I, STTH-
TJIeBpaJIbHbIN U CPEIOCTEHHbIN JMnomMaTo3) (a, 0, 8). B npyrux otnenax uameHenust ve tunuunbl ayis OWIT: na KT
ot 03.06.2011 (a) B nepennux cyomaeBpabHbIX OTAEaX ClIpaBa OMpeesIseTcsl KapThHa «MaTOBOTO CTeK/a» (CTpesiKa).
Kontposbhasi KT ot 08.05.2015 — dopmupoBaHne B 5THX 06/1aCTSIX TPAKIIHOHHBIX GPOHXHOJIOIKTA30B ¥ MEJTKHX TJI0X0
pasMuUUMBbIX «coT» () (cTpesika), KontposbHas KT o1 02.11.2015 — HapacraHue U3MeHEHHH — TOsIBJIEHHE HECKOJIbKHUX
PSIIOB «COT», yBeJIMUeHHe UX PAa3MePOB U MPOTSKEeHHOCTH (cTpesika). [1o Mepe mporpeccupoBanust Mpolecca 0TMedaeTcst
HapacTaHHe CPeIOCTEHHOTO U 3MUIIEBpaIbHOTO JinoMaTosda. Mopdosorndeckue usmenenus (BTCB ot 2015 r.) xapak-
tepHbl ist OMIT: KHCTHI ¢ yrIoNeHHOH BBICTHIIKOM, B MX TIPOCBETE CJIM3UCThIE MACChl, 0Uark AM(U3EMbI, COCYIbI C YTOJ-
11eHHOM, pubpo3upoBaHHoi cTeHKol (o). Hapacranne napyuiennii mukpounpkyasimnn Ha ODPIKT (e, d, e) ¢ hopmupo-
BaHHeM M3MeHeHHH, xapakrepHbIx 1yist OUIT: ymeHbllleHne pa3MepoB JIeTKHX, CHIXKeHHe epdy3uH B MepugepnyecKnx
oTIeNaxX, JOKalbHble eheKThl Mepdy3ru cyGcerMeHTapHOro YPOBHSI B HajiMadparManibHbIX otaesnax. [lapaniensio
¢ HapacTaHueM MOP(OJIOrHIECKUX H3MEHEHHH YXy/IlIaTest (hyHKIHOHAIbHBIE TToKasaTenu (peskoe cHuxkeHue JICJT) (3)
Fig. 1. Patient, F, 61 y.o., histologically verified IPF. CT-scan in a lower posterior subpleural sections was character-
ized UIP: «honeycombing», large cysts of irregular shape, tractional bronchioloectasis (a, 6, 8). In other sections
changes are not typical for UIP: CT dated 03.06.2011 (a) shows that ground glass opacities (an arrow) are visible in
frontal subpleural sections. Control CT dated 08.05.2015 shows formation of tractional bronchioloectasis and little
non-distinct honeycombing in these sections (b, arrow). Control CT dated 02.11.2015 shows an increase of
changes — the appearance of several rows of honeycombing, their increasing in size and length (arrow). With the
progression of the process an increase mediastinal and epipleural lipomatosis is seen. Morphological changes (VATS
from 2015) are typical for UIP: cysts with flattened lining with mucosal mass in their lumen, focus of emphysema,
vessels with thickened, fibrosed paries (ac). SPECT shows an increase of microcirculation abnormalities (e, d, e) with
changes formation, characteristic of UIP: reduction of lung size, decrease of perfusion in peripheral sections, local
defects of perfusion at the subsegmental level in supradiaphragmatic sections. Simultaneously with the growth of mor-
phological changes functional indicators worsen (sharp decline in diffusing capacity of the lung) (3)

»kuBoTe» ). [1pu aToM cybrieBpasbHOE YCHIEHHE MepH -
(hepHuUecKOro JIErouHOr0 HHTEPCTHLMS B 3aIHHUX OT/AeIaX
92
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Puc. 2. bosabnasi H., 71 rox. UJ1®. Ha KT or 06.11.2013 (a) onpenensitorest nposisiienus HeHIT: nBycroponnue npo-
sIBJIEHUS] <MATOBOIO CTEKJI1a» C HAJMYHeM TPAKLIMOHHBIX GPOHXO0- U GPOHXH0JI09KTa30B (Gesble cTpeski ). [1pu KoHT-
posibho#t KT ot 11.11.2015 (6) otpuiatesbiast iMHAMMKa — HapacTaHHe MPOTSXKEHHOCTH TPoLecca ¢ CoXpaHeHHeM

Beex uept HeHIT (uepnasi crpenka). Ha kourposbnoit KT ot 23.12.2016 (8) pe3koe yxy/ileHne — repexoji natrepHa
HcHIT B narrepn OUII ¢ Hasmurem «coTOBOTO JIerkoro» B HUXKHe-3aJIHUX OT/IeJIaX ClipaBa (uepHasi cTpeJska), cjieBa

coxpausiercst natrrepi HeHI1. Ha kourposbhbix KT ot 18.09.2017 (e) nanbHediasi oTpuliaTeibHast JUHAMHKA —

HapacTaHue Pa3MepoB U MPOTSPKEHHOCTH «coT» (uepHasi cTpesika). Mopdosoruueckue uamenenusi (BTCH or 2015 1)

coorBetcTByeT nposiienusiv HeMIT: MoHoTOHHBIE H3MeHeHHUsT, MeyKAJIbBEOJISIPHbIE TT€PETOPOIKH PaACIIPEHbI, HHPUIILT-

PUPOBAHbI TPEUMYILIECTBEHHO JUM(OLUTAMH, B HEKOTOPBIX MeCTax OTMeUaeTcs MosijieHne pubposa u TpaHchopmaiiu

ajbBeoJisipHoro snutesus B Kyouueckuii (0). [Ipu ODPIKT (e) na akcuanbHOM cpese orpejiesisiiorest jedeKTbl nepdy3uu

HernpaBUJIbHON (hOpMbI CyGCerMeHTapHoOro YpoBHst ¢ peobsananueM B HafanadparmajbHOM OT/Iele PABOro JIErKOro
Fig. 2. Patient, H, 71 y.o., IPF. CT-scan dated 06.11.2013 (a) showed subpleural reticulation changes and ground

glass opacities without «honeycombing» (NSIP) (white arrow). Control CT dated 11.11.2015 (6) shows an increase

of changes (NSIP) (black arrow). Control CT dated 23.12.2016 (8) shows an increase of changes, they transformation

into honeycombing (black arrow). Control CT dated 18.09.2017 (e) increase of size and extended of honeycomb (black

arrow). Morphological changes (VATS from 2015) are typical for NSIP (0). SPECT shows an increase of microcircula-
tion abnormalities (e)

9J1ACTUUECKUX CBOWCTB JIETOUHOW TKaHW, XapaKTepHOH
JUIt HauasibHbIX nposiejieHndt OBJI u Tako# nauueHTt
JIOJKEH OCTAThCS! B 110J1€ 3pEHHs MyJIbMOHOJIOra, YTOObI
npoliecc He nporpeccupoBas 6e3 sedenust. Mbl nosara-
€M, UTO KJIMHHUKO-peHTreHoJioruyeckyto kaptuny HelI T
MOxKHO oueHuTh Kak KT-kaptuny BosmoxkHoit OWII
W MPUCTYNHTb K CBOEBPEMEHHOMY JieUeHHIO GOJILHOTO.

Het cmbicia paccykiath 06 0COOEHHOCTSAX JIydeBOH
KapTHUHbI APYrux rucrosnorundyeckux tunos MII1, penrre-
HoJior He BuauT otauuus JIMIT u AUIT (ny»kHo cka-
3aTb, YTO U MOP(OJIOTH MO-Pa3HOMY OlIEHHBAIOT KJle-
TOUHBLIH coctaB uHbuabTpauuu npu HII, orkyna
¥ HaUWHAET 3By4aTh TOT UJIM MHOH KJIETOUHBIH IUATHO3).

O6octpenue ®BJ1, BhisiBieHHOe y 24 nanueHTOB
(3,5%) COMpoBOKAAIOCH MOSIBJIEHHEM aHATOMO-JTyue-
BbIX MPU3HAKOB OCTPOH MHTEPCTHLMAJBLHON MTHEBMOHHUU
(OcHIT) u kpunToreHHoO#N opraHUayoLIEHCs THEBMOHUY
(KOIT). Momo Bo3HUKHYTb MpH JIDOOH CTaJIMH MpolLiec-
ca, yacto 6bl10 arasbHbIM JIs natyenTa, y 11 60Jib-
HbIX (45,8%) npuBeso K NporpeccHpoBaHuio huGpPO3-
HbIX M3MeHeHHWi. [Ipu mpoBenenrn MopdoJorHuecKoi
BepU(HUKALMKY ONPeiesyIiCh Kak GpuOpo3Hble H3MeHe-

HHUS, TaK U NposiBieHns, xapakrepbie 1y OcKIT (orek
UHTEPCTUIMS, rhaanHoBbie MemOpanbl). [Ipu ODIKT
BhIsSIBJIsIEMble HApyUIeHUs] MHKPOUMPKYJISUMH ObliH
3HAYUTE/IBHBIMHU, C JIOKAJbHBIMM 30HAMH MOJHOCTHIO
BbIKJII0Y€HHOTO KpoBoToKa (puc. 3). 1CJ1 y 31oit rpynibl
NalUKeHTOB OLEHUTh He MPECTABJSIOCh BO3MOXKHbBIM.
B npouecce niutenbHoro HaGoAeHNS BbISICHHIIOCh,
4t0 2/3 narmentos ¢ PBJI okasbIBAMNCH B M0JIE 3PEHHST
MyJIbMOHOJIOTa UMEHHO B MOMEHT 000CTpeHHst 3aboJ1e-
BaHUS! TIPH TOSIBJICHHH OCTPOH KIMHMUECKOH KapTHHBI.
C pas/MUHBIMH IMarHO3aMH (JBYCTOPOHHSI THEBMOHHSI,
JIMCCEMUHHUPOBAHHBIA TyOepKyses, HH(APKT-HEBMO-
HHUSI, METAacTaTHYeCKoe MopaKeHue Jierkux, 060CcTpeHue
XOBJI) onu Hab/0nAIUCh Y PASHYHBIX CIIELIHATUCTOB
M 4acTo MocJje CHSITHSI aJbTepHaTHBHOIO JHArHosa
1 KJIMHUUECKUX MTPOSIBJIEHHH OCTPOTo Mpollecca Ha HeKo-
TOpOe BpeMsi TIOKUJIA/IK MyJIbMOHOJIOTA, TaK KaK CHSTHE
obocTpenust yayuwajo camouyBcrBue. [losiBnenue
nalleHTa B CJICYIOLINE pa3 ¢ TPOrpeccHpyoiium huo-
PO3HBIM MPOLIECCOM B JIEFOYHOH TKaHH (TaK KaK MMEHHO
060CTpeHHe MPOBOLIUPYET PeE3KOe MPOrpeccHpoBaHHe
(16po3a) CHUKAJO 1AHCHI HA YCElHoe JeueHHe.
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Puc. 3. [Tauuent I1., 70 ner, napacratoiias ofpllIka i KDOBOXapKaHbe, CyXOH Kalllesb, MOBbILLIEHHE TeMIepaTyphl Tela
1o cy6ebpusbibix idp. Ha KT ot 12.01.2017 1. (a, e, ) nposiBaeHust puOpo3upytolleil 601e3HH JIETKUX MO THITY
BoamozkHoit OMIT B HiKHe-3anHuX cy6naeBpasbHbix otaenax (KT-kapTuna «mMatoBoro creksna» B COUETAHUH C TPAK-

LIHOHHBIMH OPOHX03KTa3aMH, SMHUIIEBPATbHBIM U MEAHACTHHANbHBIM JIMIOMATO30M, T.e. (PHOPO3HbIE U3MEHEHHS He
JIOLIe/IINE 10 CTAAHH €COTOBOTO JIETKOTO» ) (YepHast CTpeJiKa), KJAHHUUECKOe COCTOsIHUE MalHeHTa 00yCI0BAeHO HATHUH-
eM MH(UILTPALMH UHTEPCTHLIHANBHOTO XapakTepa (Takxke KT-kapTuHa «MaToBOro cTek/1a») B IepPHbIX U CyOnJIeBpalb-

HBIX 06J1ACTSIX BEPXHHUX OTAEJIOB C 06€UX CTOPOH — MPOSIBACHHUST OCTPOH MHTEPCTULIMAIBHON MTHEBMOHUH (Gesble cTpes-
ku). [1pu kontposibHoi KT or 25.01.2018 1. (6, 0, 3) — pa3HoHanpasJenHas auHamuka: perpecc OcHI1, Hapacranue
npotieccoB (UOPO3UPOBAHUS B IETOUHOH TKAHH (yBeJHUEeHHE TPAKLHMH OPOHXOB, MOSIBICHHE MEJIKHX €COT» B HHXKHHUX
otenax) (depHas crpesika). Ha konrposbroit KT ot 26.08.2018 . (8, e, u) oTpuliaTesbHasi AMHAMHKA — HapacTaHue

(huGpo3HbIX U3MEeHeHHUH (UepHas crpesika). Mopdosornyeckue usmenenus (BTCB ot 2018 r.): nposiBnenns o6ocTpeHus

ObJI — coueranne OUIT u OcHII. BoisiBasiercst paciinpenye MexKanbBeoJIsipHbIX MeperopojioK, yuacTku guéposa
(OUIT) B coueTanuu ¢ KJAeTOUHOH HHOUILTPALHEH TUM(OLHUTAMH, M1A3MATHUECKUMHU KJIeTKaMH, HeHTpodunamu,
rucrrouutamu (OcKHIT) u yuacrku opranugytoueiicst mueBmonnu (OIT) (k). [Tpu ODPIKT Ha cunmHTUrpaMMe JIeTKUX

MowmeHnT o6ocTpenusi cBssaH c¢ usmeHenueM KT-
narrepua ®BJ1. Tlosisasiiorest coBeplieHHO He CBOM-
CTBEHHble PUOPO3y H3MEHEHHS] — «MAaTOBOE CTEKJIO»
B sJIepHbIX OTAe]aX, BHeCerMeHTapHble YuacTKH
MH(UIIBTPALMH JIETOUHOH TKAHU W MTPOSIBJIEHHS OPTaHH -
3yI0lLeHCsl MHEBMOHUU. DTH U3MeHEHHs! TepeKPbIBAIOT
nposiByieHust puépo3a (ecsin Te HAXOAATCS Ha HavaJlb-
HBIX CTAIMSIX, TO JIeJAIT HMX MPOCTO HEBHUAUMBIMH).
TpynHo ckasatb, MHKpoOHOE WM HEMHKPOOHOE 3TO
obocTpeHne (Ha3HaueHHe Mo KU3HEHHbIM T10Ka3aHUsIM
SMIIMPUYECKONH aHTHOAKTEPUAJIbHOH Tepanuu He Jaet
BO3MOYKHOCTH OTpee/IeH sl ero MnpuuuHbl). OpHako
M3BECTHO, 4TO HWMeHHO npumeHenne ['KC tepanuu
y Takux OOJIbHBIX SIBJISIETCS] €AMHCTBEHHBIM JE€HCTBEH-
HbIM pelleHHeM. 3aaadya peHTreHoJiora B TOH cUTya-
LMK BbISIBUTH TMPU3HAKH OOOCTPEHHSI U MPOBECTH AUP-
(hepeHIHaNBLHYIO IHATHOCTHKY C IPYTUMH MTPOLLECCAMH,
UMEIOLIUMH CXOXKYIO KITHHUYECKYIO U JIy4eBYIO KAPTHHY
(TDJIA, nHeBMOHHUS ).

Pannue npusnaku ®BJ1 66111 BhisiBieHbl Y 32 60J1b-
HbIX (4,7 %) ¥ XapakTepu3oBaJUCh OTCYTCTBHEM BbIpa-
»KEHHOH KJIMHHYECKOH CHMITOMATHKH (TOJILKO MPH TLLA-
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TeJIbHOM orpoce G0JIbHOI paccKasblBas O PEIKOM CyXOM
Kalljle U CHUKEHUH TOJNIEPAHTHOCTH K (hU3MUECKON
Harpyske). DTH OoJsibHble ObLIW TOPAasIo MOJOXKE —
32,345,2 rona (cootHouenne x/M — 15/17), mnoxo
OLEHUBAJIM TSPKECTb CBOETO COCTOSIHMSI M OKa3asuch
Ha rpdeMe y nyJbMoHoJiora nocie BbinoaHenuss KT,
Ha KOTOPOH OblJIM BbISIBJIE€HBI HHTEPCTHLIHA/bHbIE H3Me-
HeHUs. Hy>KHO oTMeTHTb, uTo y 21 GOJIbHOTrO B TeueHHe
JUIUTENbHOTO HabJI0/IeHHsT OTMeUeHO MPOrpeccHpoBa-
HHe mpollecca ¢ (OPMUPOBAHUEM YepT CHadaja BO3-
MOKHOH, a MIOTOM M ONPEIeNEeHHOH 00bIYHON HHTEPCTH-
1pasibHoi nHeBMoHuH. O paHHuxX npusHakax OBJI Mbl
nucanu B padote, onybaukoBanHo# B 2018 1. [5],
napasJjespHo 00 3TOM HayaJi FOBOPUTb W HALUK 3apy-
6exuble KoJuterd. Tak, mo manubeiM N. Sverzellati
1 COaBT. [8] NpH NPOBEIEHUH CKPUHUHTOBBIX HCC/1€/10Ba-
HUH C MCMOJIb30BAHUEM HU3KOMO3HOH KOMIIbIOTEPHON
ToMOrpaduH st BLISIBJEHHs! paka Jierkoro y 5% otciie-
JIOBaHHbIX ObIM BbISIBIEHbl HHTEPCTHULHANBHbBIE H3MeE-
HeHMsl B JIErOYHOH TKaHH, KOTOPble HE YKJajblBaJHCh
B KAPTHHY OIPEJe/IEHHOr0 HHTEPCTHIIMAILHOTO 3a001e-
BaHUsI, HO He MOIIH ObITh paclieHeHbl KaK HopMa. DTH
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B repeiHelt MPOeKIUH B MOMEHT 060CTpeH st 3a00JIeBaHUsT BbISIBJSIIOTCS BbipaxKeHHbie 1uhhy3Hble HAPYLICHUsST MUKDPO-
LUPKYJISILEH, Tpeobafaioiiye B nepudepuyeckux oTaeax, NPakTHIECKH MOJHOe OTCYTCTBHE KPOBOTOKA B Ga3asibHbIX
CerMeHTax npaBoro JIerkoro (4)

Fig. 3. Patient, P, 70 y.o. Increasing dyspnea and hemoptysis, dry cough, subfebrile fever. CT-scan dated 12.01.2017
(a, e, ac) showed subpleural reticulation changes and «ground glass opacities» without «honeycombing» (NSIP)
(black arrow). Interstitial infiltration («ground glass opacities») in the nuclear and subpleural regions of the upper
divisions on both sides — manifestations of acute interstitial pneumonia (white arrows). Control CT dated 25.01.2018
(0, 0, 3) multidirectional dynamics: OSIP regression, increased fibrosis in the lung tissue (increased traction of the
bronchi, the appearance of small «honeycombs» in the lower sections) (black arrow). Control CT dated 26.08.2018
(8, e, u) negative dynamics — an increase in fibrotic changes (black arrow). Morphological changes (VATS from
2018) manifestations of exacerbation of IPF — a combination of UIP and OSIP. The expansion of the interalveolar
septa, fibrosis sites (UIP) in combination with cell infiltration by lymphocytes, plasma cells, neutrophils, histiocytes
(OSIP) and areas of organized pneumonia (OP) are detected (k). SPECT shows diffuse microcirculation disorders
prevailing in the peripheral parts, almost complete absence of blood flow in the basal segments of the right lung (1)

NposiB/JeHust OblIM Ha3BaHbl MUHUMAaJIbHBIMH HHTEPCTH -
uuanbHbiMu usmeHenusmMu (MIUUM) (Interstitial lung
abnormalities — ILAS) u mnposiBAsiICh ydacTKaMu
«MAaTOBOTO CTeKJa», PETUKYJSPHbIMU H3MEHEHHUSIMHU
HeOOJIbIIOH MPOTSYKEHHOCTH, 1leHTPHALMHAPHBIMH
MHTEPCTULMAJBHBIMU OUaraMu, HaJuuMeM BO3IyXOCO-
JlepKallluX KHUCT, He XapaKTepHbIX JJIsi 3M(pU3eMbI,
W Jlayke TPOSIBJEHUSMH «COTOBOTO JIETKOT0» HeGOJIb-
LIOH MPOTSZKEHHOCTH B COYETAHMM C TPAKLHMOHHBIMH
O6poHX03KTazaMM M (PYHKIHOHAJIBHBIMU TMPH3HAKAMH
¢pubposa. Cxoxkue pe3yabTaThl ObIH  TOJyYEHbI
R. Putnam u coasr. [9]. HeoGxonumo oTMeTHTb, UTO
MOCKOJIbKY 00C/IeI0BaHHbIH KOHTHHI€HT H3HAYaJIbHO
OblJ1 He 310POB (JIIO/I C AJIUTE/IbHBIM CTAKEM Ta0aKOKYy-
peHHs), 4acTb BBISIBJAEHHBIX H3MEHEHHH Moraa ObITh
OTHeceHa K MPOsIBJAEHUSIM XPOHUUECKOH 06CTPYKTHBHOM
6osieanu jerkux (XODBJI) ¢ pubposnoit TpaHcdopmaliu-
el JIerouHoH TKaHH B pe3yJsibTaTe HEOIHOKPATHO BO3HH-
Kalolnx 060CTpeHHH. DTO OT/e/bHAS TPy UHTEPCTH -
LIHAJIbHBIX TPOLLECCOB — PECIUPATOPHBIA OPOHXHOJIUT,
ACCOLMUPYIOLLIMICS ¢ HHTEPCTHIHABLHBIM 3a00JIeBaHH -
em Jjierkux (PB-M3J1), kotopblii Hy:K1aeTcst B TIIATENb-

HOM aHajiu3e U He MOYKET ObITb PacCMOTPEH B paMKax
3TON CTaTbH. XOUETCSl TOJIbKO OTMETHTh, UTO 3TO 6oJiee
Jierkasi rpynmna 60JibHbIX, HealeKBATHO ONTUMHCTHUECKH
OLIEHMBAIOILAsl CBOE COCTOsIHHE. B Hallem uccenoBa-
HUH OOJIbHble C HavajibHbIMM TposiBiaeHusiMu DBJI
ObliiK 6oJ1ee MoJ1oAbl, He umesn XODBJI, ¢ yuem u cBsizana
npyrast JiyueBasi cemuorvka. R. Putnam u coast. [9]
OblJI0 OTMEYEHO, YTO cMepTHOCTh B rpynne MM Boille
na 7%, npuuem naupentsl ¢ MUU noctosepro Gosee
YacTo yMHUpaJid OT PECNMPATOPHBIX PHUKH, B TOM YHC/Ie
ot Jierounoro ¢utposa (OR 2,4 [95% CI 1,7-34];
p<0,001). B namem nabmonenun He ObLIO CMepTeH,
TOYHee, MOKa Mbl He MMeeM Takux fAaHHbix. T. Araki
u coaBrT. [ 10] ormeTnun, 4to npu 6-71eTHeM HAOJIOAEHUH
aHaJornyHbIX naunentos B 43% caysaes MMM npo-
rpeccupoBasv ¢ QopmupoBaHueM (Gubpo3a, Mpuuem
B 9,5% U3 HUX C kaptunou OMUII. [lo nanHBIM
Y. Kondoh u coasr. [11] u M. Kolb u coasr. [12] npu
3TOM OTMEYaJIoCh MPOTPECCHBHOE CHUXKEHHE (POPCHPO-
BAHHOH »KM3HEHHOH eMKOCTH JIerKuX Ha 64 MJ1 B roj
(y nauueHTOB ©O€3 aHaJOTHYHBbIX HM3MEHEHUl —
Ha 35 MJ1). DTO COBNAJAET U C HALIMMH JaHHBIMU, TIPH
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Puc. 4. Bosbhast H., 70 ner. 3a6osieBanue Hauasnoch B 2005 1. ¢ cyxoro Kaiis, B 2007 1. npucoenunuiack oxpiiika, KT
BriepBble Bhinoanena B 2011 . B casiau ¢ nporpeccupobannem oapitiki. JICJT — 68%/1. C 2011 r. nosyyana npeaHusoion
B cyTo4yHO# 103e oT 40 Mr 10 20 ¢ He3HAYUTENBHBIM TOJIOKUTENBHBIM KIMHUUECKUM 3(P(EKTOM B TeUeHHE MEPBBIX TPEX JIET.
Ha KT B sierounom ssnexrponnom okHe ot 18.02.2011 1. (@) B HIKHUX CyTIeBpaJIbHBIX OT/e1aX ¢ 06euX CTOPOH
OTPENIeJISIIOTCS] HHTEPCTHINATbHBIE H3MEHEHHS: YUaCTKU YIIIOTHEHHST TepH(epUIECcKOro JIErOUHOTO HHTEPCTHLMS MO THITY
«MaToBOTO CTeK/Ia» HeGOJIbIIOH MPOTSKEHHOCTH, TPAKIIHOHHbIE GPOHXO3KTA3bI M «COTOBOE JIETKOE» He OIPeeNstoTcst (uep-
Hasi cTpesika ). MI3aMeHeHust THIHYHBI JJIsi paHHUX 11posiBaeHnid PBJ1. Peaysibratsl MophosiorHiueckoro Hee1eoBaHHst
(2015 1.) — ymepeHHO BbIpaykeHHasi JIMMMOLUTAPHAS HHPUIIBTPALHS, TOJHOKPOBHE COCYIOB, (PUGPO3 CTEHKH COCYJIOB, yya-
CTKH pacIIMpeHHsi MeXKalbBeOJIsIPHBIX MePEroposiok ¢ puépo3oM — TposiBieHHs ouaroBoro puéposa (2). Konrpossnas KT
ot 04.04.2018 (6) — orpuuaTesbHast MHaMuKa: KT-KapTHHa «CTOHKOro MaTOBOTO CTEK/Ia» B COUETAHUH C TPAKLIMOHHBIMH
6pOHX09KTa3aMH (UepHast CTpeJiKa ), HapacTaHne SIUIJIEBPATbHOTO H CPEOCTEHHOTO JITIOMAT03a — MPOSIBJIEHHS CTaluH
HcHIT. Konrposbhas KT ot 08.10.2018 (B) HapactaHHe NPOTszKeHHOCTH (prubpo3a, MosiBJIeHHE MEJIKHX €COT» (YepHast
crpesika) — cragust OUIT. Hapytiennst nepdysuu npu ODIKT (cuunTHrpamMma Jerkux 1o 3ajHer NpoeKIny ) XapakTepH-
3ytotest 1dppy3HO HepaBHOMePHBIM CHHXKEHHEM KPOBOTOKA B MephdepruiIecKHX OTae/ax Jerkux ¢ MocTeneHHbIM HapacTaHu-
eM H3MeHeHuH (e, d, e). Hapacranue usmenenuit Ha KT koppesipyeT ¢ oTpuLaTe/IbHON IHHAMUKON (DyHKLIMOHAJIBbHBIX MTOKa-
3atesieli: MocTerneHHOe CHIXKEHHe JIETOUHBIX 00beMOB, pe3koe yMeHbllieHne JICJ] u HapacTaHHe JIerouHoi runepTeHsut (3)
Fig. 4. Patient, P, 70 y.o. The disease started in 2005 with a dry cough, in 2007 shortness of breath joined, CT was first
performed in 2011 due to the progression of shortness of breath. DLCO 68% D. Since 2011, she received prednisone in a
daily dose of 40 mg to 20 mg with a slight positive clinical effect for the first three years. CT-scan dated 18.02.2011 (a)
interstitial changes are determined on both sides in the lower supraural sections: the areas of peripheral pulmonary inter-
stitium «ground glass opacities» of small extended, traction bronchiectasis and «honeycombs» are not detected (black
arrow). Changes are typical of early manifestations of IPF. Morphological changes (VATS from 2015) moderate lympho-
cytic infiltration, vascular congestion, vascular wall fibrosis, areas of expansion of the interalveolar septum with fibrosis —
manifestations of focal fibrosis (¢). Control CT scan from 04.04.2018 (6) — negative dynamics: a CT picture of «ground
glass opacities» in combination with traction bronchiectasis (black arrow), an increase in epipleural and mediastinal lipo-
matosis — manifestations of the NSIP. Control CT scan dated 08.10.2018 (8) an increase in the extent of fibrosis, the
appearance of small «honeycombs» (black arrow) — UIP. Periusion disorders during SPECT (posterior projection lung
scintigram) are characterized by a diffusely uneven decrease in blood flow in the peripheral parts of the lungs with a gradual
increase in changes (e, d, e). The increase in changes in CT correlates with the negative dynamics of functional indicators:
a gradual decrease in pulmonary volumes, a sharp decrease in DLCO and an increase in pulmonary hypertension (3)
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JIVUEBASI JIMATHOCTHUKA W TEPATIMSI

HaOJIOEHHHM KaPTHHA HauaJbHbIX MPOSIBIEHHH TpaHC-
dopmuposasach B noanouentyio kapruny ®BJTy 50 %
60JIbHBIX. IDTO rpynna OoJbHBIX, HYXKAAIOUIUXCS
B HAGJIIO/IEHHUH, PETYJISIPHOM BbITOJHEHHH KOHTPOJIbHbIX
KT u, Boamoxkno, naznayennn ADT.

O pannem naznayennn ADT crasu nucath W Halid
3apybexkHble KoJsierd. Tak, no muenuto R. K. Putman
u coaBr. [ 13], 310 coxpaHHble GoJIbHbIE, HMEIOIIIHE TTOKa-
zatesn JICJ1 86% ot J1, B cpaBHeHuu ¢ rpynmnoil NJ1P,
y KOTOpBIX OHM cocTaBsioT 46-61% or JI. S. Y. Ash
1 coaBT. [ 14] oTMeualoT, 4To BbISIBICHHE UHTEPCTUIHATb-
Hbix nameHenn# npu KT MoxkeT ObITh CBSI3AHO € TSKE/bIM
teueHneM XODBJ1 y KypusblHKoB ¢ sMpr3eMori.

MtHorue aBTopbl MOIYEPKUBAIOT, YTO y MALMEHTOB
¢ MHH nocrosepHo uaule passupaercs PIC, a takke
PaK JIETKOTO H OCJI0}KHEHHUS! PAa3HbIX BAPUAHTOB €10 Jieye-
Hust (OrepaTUBHOTO, JlydeBOH, XuMHoTepanuu) [ 15-22].

Mopdosoruueckue nposipyienus MM ananoruusbl
nposisjienusm MJI® u apyrux BapuantoB PBJI.
3BecTHO, uTo MopdoJioruueckas auddepeHmaibLHas
nuarHoctika BuaoB OBJI 6asupyercsi Ha olieHKe Kiie-
TOUHOTO CcOCTaBa HHQUJIbTpAUUU (JedKouuTapHas,
JUMoLUHUTApHAs, THCTHOLUTApHAs), T.€. CTEMEeHbIO
BhIpaxkeHHOCTH Bocnagenus. Ecau npu UJID snemen-
Tbl BOCHAJIEHHUS] OTCYTCTBYIOT MJIH BbIpaXK€Hbl MMHH-
MaJsibHO, To npu Apyrux Bapuantax ®BJI onu npencran-
JieHbl B Goaibliieit crenenu (JIMIT — mumdonmrapnas,
HcHIT — pasnoknerounas, OcHIl — pasHokierou-
Hasi BBICOKOH CTeNeHH BbIPAXKEHHOCTH B COYETAHWH
C OTEKOM M (POPMHUPOBAHMEM THAJMHOBBIX MeMOpaH)
1 TakKe coderatrorcs ¢ pubposom (0T dokycoB hubpo-
3a JI0 MEJIKMX M KPYMHbIX «COT»), TpaHchopmaler
aJbBeoJIIipHOrO 3nuTesins. Jljisi paHHUX H3MeHeHWi
®DBJI 6bli XxapakTepHbl HMEHHO 3TH MPOSIBJIEHHUS, UTO
KOppenupyeT ¢ JaHHbIMKM HalllMX 3apy0eKHbIX KOJIJIET,
OlLIeHUBILINX MopdoJsoruieckue mnposiBiaenus MU
y NaLHEHTOB NPHU PE3EKLHH Y3JI0B B JIETKHX, BbISIBJIECH-
HbIX MPH CKPUHHHIE M TON03PUTE/bHBIX Ha pak. Tak,
E. R. Miller u coasr. [23] BoisiBruin MUH y 4% 60/1b-
HbIX U MOP(OJIOTHIECKH MX OLEHHJH KaK Apyro# ¢puo-
po3 (4%), dubponnactuyeckue dokycsl (1,7%),
«cotoBoe Jierkoe» — 0,5%. B anasornunom uccseno-
Banuu Y. P. Hung u coasr. [24], OUII onpenensinack
y 1%, HeHIT — y 0,7 % nauuentos ¢ MMM,

[lo Hawmum nanHbIM, HavasbHble nposiBaenus OBJI
MOPOJIOTHUECKH U 110 pe3yJibTaTaM JyueBbIX HCCIe10-
BaHUH He oTyiMyanuch ot nposiaenuit HcHI T, xapakre-
PHU3YSICh JIOKAJBbHOCTBIO NpoLiecca, MeHblIeH cTeneHbio
nepdyauonnbix HapyuieHuit npu OPIKT u orcyreru-
eM KJIMHHUYECKHX MPOsIBAeHUH (pHc. 4).

3akatouenne. ®HJI — rpynna npoieccos, NpUBoO-
JSILHX K M30BITOUHOMY PA3BUTHIO COSAMHUTEIbHOTKAH -
HOH CTPOMBI JIETKOTO, Ipy0Oro HapyleHHst apXMTEKTO-
HUKM JIETOYHOH TKaHW ¢ BO3HUKHOBEHHEM Mepdy3HoH-
HO-M(Py3MOHHBIX HapylleHni. Takoro poja mpoiiec-
Cbl BCTPEUAlOTCSl HEPELKO, MX NMPUPOJA MOKET ObITh
ycranopsieHa (DAA, TAA, cunapom ®BJI npu JIBCT)
60 HeT (MAHOMATHUECKHH ).

JlnuTeNbHbIA OMBbIT HAOMIOAEHHST TaKUX NallHeHTOB
B HMU nnrepcruumanbbix v opdatHbix 3a60/1eBaHuil
JIETKUX W Kadelpbl PEHTTeHOJNOTHH W pajlalliOHHOH
meauuuibl [TCTI6IMY um. akan. M. I1. [1asaosa nos-
BOJIMJI COCTABHUTH CBOIO KOHIETIIHIO HX TeYeHHsl, OCHO-
BbIBasiCh HA aHaJ/IM3e H3MeHeHHsT MOPhOPYHKLHOHAJb-
HOH KapTHHBI.

Crpoitnas teopuss M. M. MabkoBuua, o6beuHsAI0-
mas kouuenuuu @BJI, mpocra u yno6Ha B ncnosb3oa-
HHHM KaK PEHTIeHOJIOTOM, TaK M IyJbMOHOJIOIOM, 103-
BOJISISl HE MyTaThCsl B M3JMIUHEH AeTasu3alnu, 1e/1ak0-
i€l «Jiec HeBUUMBIM 32 JI€PEBbSIMHU».

JlntenbHoe HaomogeHue nauueHtos ¢ ®BJI nox-
TBEPKIAET Oe3yCJ0BHYIO KIHHHUECKYIO U JIydeBYIO CTa-
JMAHOCTB Tpoliecca, TpeOyIolLylo pa3Horo TeparneBTH-
4eCKOro Mojixoja K HayasbHbIM M KOHEYHBIM CTaaHsIM
3aboJsieBaHusl.

CTaHOBUTCS MOHSITHBIM, UTO HCXOJ PUOPO3UPYIOLIUX
GoJie3Hell JIETKHX OMUChIBAETCS] KJAHHHKO-MOPO-J1yde-
Bo# kaprunoit OUII, nsoxo nognatolerics seyeGHOMY
Bo3sielcTBUI0. OHAKO AJNTENbHOE JydeBoe HabJo/e-
HHe TaKuX OOJIbHBIX T03BOJIMJIO BbISIBUTb PAaHHHE Jyye-
Bble NIPU3HAKK GOJIe3HH U pa3paboTaTh JyueByl0 METO-
JIMKY HX OTpeie/IeHHs!.

[IpoBenenne cTaTHCTMUECKOrO aHa/u3a JAAaHHBIX
60JIbLLON MONYJSILUUK NALUUEeHTOB BbISIBUIO BOJHOOO-
pasHblil XapakTep TedeHusi 3a6o/eBaHusi ¢ 000CTPeHHsI-
MH W TIOC]ELYIOIMM NporpeccupoBanuemM ¢ubposa.
3Hanue u Gaarogapsi STOMy BbIsSIBJIEHHE JyUeBbIX MPH-
3HAKOB 00OCTPEHUS MPOLLECCa y ITOH TAKEJN0H IPyIIbl
MalMeHTOB M03BOJISIET COXPAHUTbL UM »KH3Hb W MIPHOCTA-
HOBUTb TporpeccupoBaHune GpuOpo3a CBOEBPEMEHHBLIM
HayaJ/0M aleKBaTHON TeparuH.

[Ipo6nema Hy:xnaetcsi B JanbHefiiei pazpaboTke,
TaK Kak C M0sIBJICHHEM HOBBIX J€HCTBEHHbIX CI10C000B
Jiedenust 3abosieBannsi (ADPT) Bo3HHKINW BoMpochl ee
paHHero Ha3HayeHust (NPH BbISIBJCHUH PAHHUX [IPU3HA-
koB ®BJI 1 17151 cHATHSA PUCKOB ee 06oCTpeHH s ).

Hakonienue onbita KJIMHUKO-JIydeBOro o0c/e10Ba-
Hua nauueHtoB ¢ @BJI obycnoBauBaloT HeoGX0mM-
MOCTb Pa3pabOTKH HOBBIX MOAXOJ0B B AMAarHOCTHYECKOH
1 Je4eOHON TaKTHKeE.
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