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Pe3siome

Y MHOTrUX GOJIbHBIX WAMONATUYECKON MHTEPCTULIMATIbHOM MHEBMOHMEH MMEIOTCSI KITMHUYECKKE MPOSIBJICHUS ayTOMMMYHHOTO 3a00JIeBaHusI, HE
COOTBETCTBYIOIIME KPUTEPUSIM 3a0osieBaHus coeHuTeNbHON TKaHu (3CT). 151 XapaKTepUCTUKKU TaKUX OOJIbHBIX MPEIAraloTcsl pasjinyHble
TEPMUHBI M KPUTEPUU, @ OTCYTCTBUE SAMHOTO MHEHUST O TEPMUHOJIOTUY U KiTacCU(UKALIMK TTOTOOHBIX CUTYALIMi HE TTO3BOJISIET BBITTOJIHSITH ITPO-
CMEKTUBHbIE MCCJIEOBAHUSI COMOCTABUMbIX TPy O00bHBIX. U1 BHIpAOOTKM KOHCEHCYCa O TEPMUHOJIOIMU M KJIacCUMUKALIMU 3TUX ClIyyaeB
EBporieiickuM pecnmmpaTopHbIM U1 AMEpPUKaHCKUM TOpaKaJlbHbIM O0IlecTBaMK co3aaHa Pabouas rpymnma no HearddepeHIIMpOoBaHHBIM (popmMam
3CT, conpoBOXIAIOIIMXCS MHTEPCTULIMATbHBIMU 3a00JIEBAHUSIMU JIETKUX, CIICLIMATMCTAMKU KOTOPOI1 MPENTOKEHO BBECTU TEPMUH «MHTEPCTULIM-
aJibHasl MHEBMOHMS C ayTOMMMYHHbIMU TiposiBieHusiMu» (UTTATT) u quarHocTuyeckue KpUuTepuu, OCHOBaHHbIE HAa COYETaHUU 3 TPy MpU3Ha-
KOB: KJIIMHUYECKUX (criennduieckre 3KCTpaTopakajbHbIE CUMIITOMBI), CEPOJOTUYECKHUX (CriennrIecKrue ayToOaHTUTeNa) U MOP(hOIOTHIECKUX
(cneunduyeckre MposiBICHUS NPU BU3YAIU3aLIMOHHBIX, TUCTOJIOTMYECKUX UCCAeI0BAHUSX I UCCIeqoBaHMU (usnosoruu apixaHus). 1o pe-
meHuto 3KcrepToB TepMuH «UTTATT» 1o/KeH MPUMEHSITBCS K 00JbHBIM MHTePCTULMATbHBIMU ITHEBMOHUSMU U CUMIITOMaMU, TTO3BOJISIOLIMMK
3anono3puth 3CT, HO He MOATBEPKIAIOIIMMU ero. BBeneHne HOBOro TepMuHa MO3BOJIUT B OyylleM BOBJIEKaTh B MCCIIENOBAHMSI O0osiee OMHOPOI-
HbI€ KOTOPTbI OOJIbHBIX.

KumouyeBble clioBa: uanronaTuyeckasi MHTEpCTULIMAIbHAs TTHEBMOHMS, HennddepeHnpoBaHHbIe 3a00J1€BaHUSI COENMHUTEbHOM TKaHU, TEPMU-
HoJIOTUSl, Kiaccudukaums.
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Interstitial pneumoniae with autoimmune manifestations.
Joint Consensus of the ERS/ATS

Summary

Some patients with idiopathic interstitial pneumonias (I1Ps) have extra-thoracic signs and symptoms suggestive for co-existing autoimmune disease
that, however, do not meet criteria for any connective tissue disease (CTD). Currently, there are no unique terms and criteria for these cases. The
European Respiratory Society and the American Thoracic Society created the Task Force Group on Undifferentiated Forms of CTD Associated
with Interstitial Lung Disease in order to develop consensus on terminology and diagnostic criteria for patients with IIP and clinical features of an
autoimmune disorder. The Task Force created the term «interstitial pneumonia with autoimmune features (IPAF)» and diagnostic criteria based on
three groups of signs: clinical signs including specific clinical extra-thoracic features; serological features including specific autoantibodies and mor-
phological features including imaging, histology and respiratory physiology. Experts supposed that the term IPAF should facilitate identification
patients with IIP and specific autoimmune signs but without a definitive CTD. This term should also provide involvement a uniform cohort of
patients in clinical studies.

Key words: idiopathic interstitial pneumonia, undifferentiated connective tissue disease, terminology, diagnostic criteria.

paspaborarh knaccudukanuio MITAIL. Dtor mar
HEOOXOIUM ISl CO3IAHUSI OCHOBBI OYIYIIMX IIPO-
CIIEKTUBHBIX MCCICAOBAHWNA, BKIIIOYAIOIINX TaKMX
OOJIBHBIX, OJHAKO MAaHHBIN JTOKYMEHT HE SIBIISICTCS
KJIMHUYECKMMU PEKOMEHAALUSIMU 10 UX BEACHUIO.

Wnnonatuyeckue MHTEPCTUIMAIbHBIE THEBMOHUU

B nmaHHOM 1IoKymeHTe coOpaHbl pe3yJbraThl pabOThl  °
coBMecTHOI Paboueit rpynmnbl EBporneiickoro pecrupa-
topHoro (ERS) u AmepukaHnckoro TopakaibHoro (ATS)
obuiecTB no HeauddepeHUMpPoBaHHBIM (hopMaM 3a00-
JeBaHMit coenuHUTeabHOM TKaHu (3CT), compoBoxaa-
IOIIMXCS] MHTEPCTUILIMATbHBIMU 3a00JIEBAHUSIMU JIETKUX

(M3JT). OcHoBHOI1 1ieabI0 3TOI MHOTOTIpOGMIBHOI Pa-
Ooueil TPyMITBI IBUJIAaCch pa3paboTKa KOHCEHCYca 10 Tep-
MWHOJIOTUM U KJIacCU(pUKAIIUN OOJIBHBIX C TIOI03PECHU-
em Ha 3CT, accouumpoBanHbix ¢ M3J1 (3CT—U3JI).
B sTOM mOKyMeEHTe TipemiaraeTcs:

* BBCCTHU HOBBII TEPMUH «MHTEPCTULINATbHAS ITHEBMO-
HUS C ayTOMMMYHHBIMM TposiBeHusMu» (MITAIT)
st 60abHBIX ¢ M3J1 M KIMHUYEeCKUMU, CEpOJIOTU-
YEeCKUMU U / W MOPGhOJIOTHIESCKUMU TTPU3HAKAMU
CHCTEMHOTO ayTOMMMYHHOTO 3a00JieBaHUSI, HO He
MMEIOINX PEBMATOJIOTMICCKIX KPUTEPHEB, HEOOXO-
nuMbIX 11 guarHoctuku 3CT,

(MUIT) — sro muddysHble BOoCTIaTUTEIbHbIE U / WU
dubposupytore 3a0071eBaHUs JIETKUX, KOTOPbIE 00b-
eauHeHbl B | TpyIMmy Ha OCHOBAaHUM CXOAHBIX KJIU-
HUYECKUX, PEHTTCHOJOTMYECKUX U TUCTOJOTMYECKUX
nposisnenuit [1—-3]. Ilpu muarHoze MHUII Tpebdyercs
WUCKJTIOYUTH BCE M3BECTHBIC MPUYMHBI MHTEPCTULINATb-
HBIX ITHEBMOHMM, TAKNE KAK BHEIIHECPEIOBbIE BO3IEIi-
cTBUS, JekapcTBeHHas TokcmyHocTh U 3CT [2]. Yera-
HOBJIEHME STUOJIOTMM BCerga OYeHb BaKHO C TOYKHU
3peHUsT KIMHUIECKON TIEPCTIEKTUBBI, T. K. OT 3TOTO He-
PEIKO 3aBUCHT JiedeHUe U nporHos [4—6]. [To MHeHMIO
uccienoBareieil, TouHoe (heHOTUMMPOBAHUE BIUSIET HA
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MHTepcTuiiMaibHast MTHEBMOHUS C ayTOMMMYHHBIMU TIPOSIBJICHUSIMU: COBMECTHBIN KOoHceHcyc ERS/ATS

SIMUIEMUOJIOTHIO 3a00JIeBaHMsI, TTO3BOJISIET IIIy0XKe U3y-
YUTh MATO(MU3NOJIOTMYECKUE MeXaHU3Mbl M O0Jierdyaet
IJIAaHUPOBAHUE U TIPOBENEHNE KIMHUIECKUX MCCIIENO-
BaHUM.

3CT npeacTaBiIsiioT o001 IpyIy CUCTEMHBIX ayTO-
WMMYHHBIX 3a00JIeBaHUIi, B KOTOPYIO BXOISAT peBMa-
TOWIHBIN apTPUT, CUCTEMHAasl KpacHasl BOJIYaHKa, BOC-
MAJINTSIbHBIC WIMOIAaTHIECKNE MUOIATUU, CHUHIPOM
Ierpena, cucteMubliii ckiaepos u cmeianHbie 3CT. ITo-
MMMO CXOJTHBIX M BITOJIHE OIpPEIeTIeHHBIX CUMIITOMOB,
MPY 3TUX OOJIE3HSIX TPUCYTCTBYIOT OOIIME MEXaHU3MBI
CHCTEMHOTO ayTOMMMYHHOI'O BOCHAJICHMUS M MMMYHO-
OIIOCPeIOBAaHHOE MTOPAXKEHNE OPTaHOB.

OmHUM U3 XOPOIIO M3YYeHHBIX KIMHUYECKUX TPO-
apieHuil 3CT ABASIOTCS MHTEPCTULIMATbHBIE THEBMO-
Hun. Yaie Bcero MHTEPCTUILINATbHAS ITHEBMOHUS pa3-
BUBaeTcs Ha ¢oHe yxe auarHoctupoBaHHoro 3CT, HO
HEPEJIKO SIBJIICTCS TIEPBBIM, @ MHOTJIA U €IMHCTBEHHBIM
nposBiaeHreM 3Toro 3adosieBanus [7—10]. MHorma BbI-
saButh 3CT y 6obHOro MUII [9, 11—16] ouyeHb TpyaHO,
nockojibky paszauua mexay MUIT u 3CT—U3JT onpene-
JIeHa He BIOJHEe 4eTKo. OTCYTCTBYET €IMHBIN ITOIXOM
K 00CJIEIOBAaHUIO TaKUX OOJIBHBIX, XOTSI B CETOMHSIIITHUX
MEXIYHAPOIHBIX KIMHUYCCKNX PEKOMEHOAIMAX 10 TU-
arHoctuke MU pekomennyercsa uckmountsb 3CT [2, 3].
Hy>xHo 11 006cienoBath MalMeHTa B 3TOM HalpaBIeHUN
U C TIOMOIIBIO KaKNX METOMIOB — PeIaeT KIMHUITUCT, HO
KaK MpaBUJIO, 3TOT IIPOIIeCC BKITIOYACT OIICHKY BHEIe-
rouHbix nposBiaeHuit 3CT, ucciegoBaHUE ITMPOKOTO
crneKTpa HUPKyIupyomux ayroantutes (AAT) u aHanu3
crieninUIecKX BU3YAIM3aIMOHHBIX U / WJIA TUCTOJIO-
TMYECKUX TIPOSIBIEHNI [5, 6]. DKCIepThl COIUIMCH BO
MHEHHUU, YTO TaKyl0 IMAarHOCTUKY MOXET YIYyJIIUThb
MYJBTUIMCHUIUIMHAPHBIN TTOIXO/I C YYaCTUEM PEeBMAaTO-
jora [7-9, 11, 17, 18].

MHOTOUYNCICHHBIE MCCICAOBAaHUS ITOCICIHUX JIET
nokaszanu, 4yto y 6onbHbIX MUITT Hepeako HabI0aat0TCS
orpee/ieHHble KIMHUYECKUE TPOSIBICHUs, WHOTIA
CTEPTHIE, TTO3BOJISIIONINE 3aTTOI03PUTh HAIMYNE ayTONM -
MYHHOTO TIpOIlecCca, OMHAKO 3TU IPOSIBICHUS HE COOT-
BETCTBYIOT IMarHOCTUUECKUM KPUTEPUSIM KaKOTO-I1100
koHkpeTHoro 3CT [19—22]. Y HeKOTOPBIX OOJBHBIX TPU
9TOM OTCYTCTBYIOT CEpPOJIOTUUECKUE HAPYIIeHUs, TOTIa
KaK y IPYTMX MOTYT OOHapyXKMBAaTbCsS BBICOKOCITCIIV-
¢uuHble chIBOpoTOUHBbIE AAT TpU OTCYTCTBUU THUINY-
HbIX Uit 3CT cUCTEeMHBIX WM BHEJIETOYHBIX Hapyllle-
Huit. Unorna nono3penue Ha 3CT MoxeT BOBHUKHYTh
Ha OCHOBAaHUU PEHTTCHOJOTUYECKUX WIIM THUCTOJIOTH-
YECKHUX JaHHBIX, HO OTCYTCTBHME TP 3TOM BHEJIETOYHBIX
KJIMHUYECKUX CUMITTOMOB WJIM CEPOJIOTUYECKUX MapKe-
poB 3CT He no3BoJigeT noctaButh auarHo3 3CT. Ume-
eTcst MHeHUe, 4To 3To OosibHbIe MUII ¢ ayrouMmyHHOM
WJIM PEBMATOOTUYECKOM «OKpacKoii» [20].

HccnenoBatensiMu Bcero Mupa Ipeiarajuch Apyrue
kputepnu quarHocTuku 3CT 1 TepMUHBI IJTST XapaKTepHC-
THUKU TIOTOOHBIX OONBHBIX, B T. 4. TepPMUH «HemudhepeH-
mupoBaHHbie 3CT, accounupoBanHbie ¢ MU3JI» [19], «3CT
C MPEeUMYILECTBEHHBIM MOpaXeHueM Jierkux» [20] wiu
«M3JI ¢ ayroumMmyHHBIMU MposiBieHUsiMU» [21]. Bce
STH TePMUHBI CIIOPHBIC, HU ONWH HEe OBLI 0J00peH IT0-
BcemecTHO. KpoMe Toro, HECMOTpPST Ha HEKOTOPhIE pa3-

JIMYMST B TMATHOCTUYECKUX KPUTEPUSIX, 00bEAMHEHHBIX
B KaXXJIOM TepMMHE, ITOUYTH BCE OHU OTHOCSATCS K OTHUM
U TeM Xe OoJibHbIM. OTCYTCTBHE €IMHOIO I0AXojaa
K TEPMUHOJIOTMH 1 KJIacCU(MDUKALINU HE TTO03BOJISICT IIPO-
BOAUTH NMPOCTIEKTUBHBIE UCCIIEIOBAHUSI, KOTOPbIE HEOO-
XOIVMBI TSI IPOSICHEHUST (DYHIAMEHTAIBHBIX BOITPOCOB
OTHOCHTEJIBHO TAKNX OOJTbHBIX.

Hdns mocTuXKeHUST KOHCEHCyca B HaMMEHOBAaHUU
U Kiaccudukamnuu nonooHsix ciydyaeB ERS u ATS opra-
Hu3oBaHa Pabouyas rpymnna mo HeauddepeHUupoBaH-
HbIM popmam 3CT—U3JI, KoTopas mpeacTaBisieT co0oit
MEXIYHApPOIHYI0 MHOTONPOMWIBHYIO TPYIIIY 3KCIIep-
ToB 110 3CT—M3JI. Llenbio co3nanust Paboueii rpyrmbl
SIBIJTACh BBIPA0OTKA €IMHBIX TEPMUHOJIOTMHT 1 TUaTHOC-
Thuyeckux kputepueB misg 6oabHbIX MIIAII, xoTopbie
TOJDKHBI JIeUb B OCHOBY OYIyIIMX MCCIICIOBAaHUM 3TOMU
MPOOJIEMBI.

Marepuanbi 1 MeTOabI

PabGouas rpymnma siBfsieTcsi MHOTOHAallMOHATbHOM U MHO-
ronpobwibHoit U ¢duHaHcupyercss ERS u ATS. B ee
cocTtaBe — 13 myJ1bMOHOJIOTOB, 4 peBMaroJjora, 1 peHTre-
HoJor 1 1 MopdoJtor, Bce Creraan3upyloTcs Ha JIeTOd-
Hoil martosoruu. Ilpencematenem Paboueii rpynibl
A.Fischer n conpencenatensimu H.R.Collard n V.Cottin
cOopMUPOBAH OCTAJbHOW COCTaB TPYMIIBI T10 OMBITY
B oomactu 3CT u / wm U3JIL.

UYnensl PabGoueii rpynibl mepBoHAYaJIbHO OOLIATNUCH
MOCPEJCTBOM TEJEKOH(MEPEHIINIA U 3JEKTPOHHON MOY-
Tol. [lepBast BcTpewya cocrosuiack B @Punmanenbhun
(CILA) Bmae 2013 1. (puc. S1 B JOTIOJIHUTETBHBIX MaTe-
puanax). CorpynHukaMu HaimoHanbHOI eBpeiickoi
MEIUIIMHCKOM OMOJIMOTEKU TPOBEIEH ITOMCK OIyOJIH-
KOBaHHBIX MCCJIEIOBAHUI C y9acTUeM JIIOAeil 1 cTateid
Ha aHTJIMICKOM WM IPYTUX SI3BIKAaX, HO MMEIOIINX pe-
3I0M€ Ha aHIJIMHACKOM SI3bIKE, KOTOPhIC ITOCBSIIEHBI Te-
me 3CT—U3J1 u onyoaukoBansl nocie 2003 .

Ha ocHoBaHuuM 3TOTO NMOMCKa ObLIU ChopMyTUpOBa-
HBI CJIEYIOIME HAMpaBIeHUs paboThl [pymmbl:

» [Ipobaema. DKCIEepThI MPUILLINA K €IUHOMY MHEHMUIO,
Y10 y HeKOTOphIX 001bHbIX MWTT wiu npyrumu M3J1
BBISIBJISIIOTCSI KJIMHUYECKWE, CEPOJIOTUYECKUE WU
MOP@OJIOTUYECKIE YEPThI, TTO3BOJISIONINE 3aII0H03-
PUTh HATMYME CUCTEMHOI'O ayTOMMMYHHOTIO 3a00J1e-
BaHUS TIPU OTCYTCTBUM HEOOXOIMMBIX JTMATHOCTH-
yeckux kputepueB 3CT. OTcyTcTBUE €IUHOTO
MOaX0ma K TAKOM KaTeropru OOJIBHBIX TIPEITSITCTBYET
CHUCTeMaTUYECKOMY M3YYCHUIO TaHHOM MPOOIEMBI.

*  Heobxodumocms Hoebix mepmurnos. PaHee mpemio-
KEHHBIE TEPMWHBI JUJISI 3TOW TPYMNIIBl OOJIBHBIX,
Bkmovast «HeaguddepennupoBantble 3CT, accomm-
upoBaHHbie ¢ U3JI», «3CT ¢ nmpenmyllecTBEHHbIM
nopaxenuem Jerkux», «M3JI ¢ ayTOMMMyHHBIMHA
npossiaeHusiMu» [19—21] cinemyet 3aMeHUTh Ha Tep-
MWHBI, BEIpaOOTaHHBIC HA OCHOBAaHWM KOHCEHCYcA.

*  Heobxodumocms duaenocmuueckux kpumepueg, KOTO-
pbI€ TOJDKHBI OBITh OCHOBaHbBI Ha KIMHUYECKUX, Ce-
posioTUYecKuXx W MOpQoJoTUYEeCKUX TPU3HAKAX.
BHenerounbie KIIMHUYECKUE CUMITOMBI, CEPOJIOTH-
yeckue Mapkepbl (AAT) 1 Mmopdosiornueckue xapak-
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TePUCTUKHU BKJIIOYAIOT BU3yaau3allMOHHbIC JaHHBIE,
pe3yIbTaThl TUCTOJIOTMYECKUX MCCIEIOBAHUIA U TI0-
KasaTeJll pecnupaTtopHoit ¢dusmonornu. Bce 3t
KPUTEPUH HYKIAIOTCS B OOCYKICHUM.

ITocne nepBoii BcTpeun Pabouas rpymnma Oblia pas-
nejaeHa Ha 4 HeOOoJIbIIME MHOTOMPOMUIbHBIE TPYITIbI
(nx Bosrmasunu 7.J.Corte, J.S.Lee, M.E.Strek n A.Fis-
cher) ms 6oyiee TMHAMWYHOUM pab®oThl. Bo Bpems 2-it
Bctpeun B bapcenone (Mcmanus) B ceHtsiope 2013 .
IIaBO# KaXXIoi M3 4 TPYIIN MpeacTaBIeHBI MpeIokKe-
HUS TI0 TEPMHUHOJIOTUM U 1-i1 BapMaHT AUarHOCTHYEC-
KMX KPUTEpHEB. DTU TIPEIJIOKCHUS BIIOCICACTBUM
JopabaThIBAJIMCh BMECTE C IpeacenareeM U CoIpeace-
JATEeJISIMU 110 3JIEKTPOHHOM TTOUTe U B XOJIe TeJleKoHDe-
penumii. [Tocae okoHYATETBHOM (hOPMYITUPOBKU KPUTE-
pueB OHU OBLIM alpOOMPOBAHBI B IpymIie OOJIbHBIX
(n = 15) uHTEepPCTULMAIBHBIMU ITHEBMOHUSIMM, OTO-
OpaHHBIX B 5 MCCAEA0BATEbCKUX LIEHTPAX, MOCJE Yero
KPUTEPUH CHOBA JopabaThIBAIMCh. [1ocaenHsast BCTpeua
PabGoueit rpynmsl mpousonura B Can-/luero (CIIIA)
B Mae 2014 1., Bo BpeMs1 KOTOpOi1 WwieHbl [pynrbl yTBep-
JIAJTA TEPMUHOJIOTHIO M KJIacCUMUKAIIUIO.

Pesynbtathl
TepmuHonorus

Pabouasa Ipynmna cormacunack ¢ tepMuHOoM «UITATIT».
Tepmua «3CT» crnenuanbHO HE MCIIONB30BaJICS M3-3a
OIlaCeHMI, UYTO OH CO3IACT JIOXKHOE IIpelcTaBlICHUE,
4yTo Takue OosbHble uMeloT noarBepxkiaeHHoe 3CT. Tlo
MHeHuto Paboueii rpymiiel, BaXKHO, YTO TaKask TEpPMUHO-
JIOTHSI HOCUT OIMCATEIbHBIA XapaKTep W Hapsmy ¢ KOH-
KPETHBIMM KJIMHUYECKUMM, CEPOJTOTUYECKUMU U MOP-
GOIOrMIeCKUMI KPUTEPUSIMHU TIpEAIIoNaracT HaJudaue
aymouMMyHHbIX nposeseHuil. Takum oOpa3oM, B cllydyae
nuarHosa UITAIT ¢opmupyercst ocobast koropra 00Jib-
HBIX, KOTOpble He uMeloT Kiaccuduuupyemoro 3CT,
HO B TO XK€ BpeMs OTJIMYAIOTCS OT APYTHMX MalleHTOB
¢ MAII.

Mpeanaraemsie guarHocTuyeckme
Kkpurepun UMAI

B caemyromux pasmenax onmmMcaHbl KPUTEPUM IUIST THAar-
Hoctuku MITAII (cm. Tabmmity). OHU SIBJISTIOTCS PEe3yJib-
TaTOM COBMECTHOI pabOThl MHOTOMPOMUILHON MEXIY-
HapOJHOU TIpymIibl 3KCIEPTOB M OBUIM €IWHOIIACHO
onoopeHbl Paboueli rpymnoii. B TaHHBIX KpUTEPUSIX OT-
paxkeHO MHEHUE SKCIIEPTOB U TPeOYyeTCsT BaIWAU3aIlNs
B IIPOCIIEKTUBHBIX UCCIEI0BaHUSIX. ABTOPBI CTapaiCh
CcO0JTIOCTH OaJTaHC MEXIY OYEHb IIUPOKUMU U HECTIeI 1 -
(GUUIECKUMU U CITUIITKOM Y3KUMU, HO CITEIU(PUICCKUMUT
KPUTEPHUSIMU.

061yas cTpykTypa

Kputepun mnocTpoeHbl ¢ y4eTOM HECKOJbKMX Tpedo-
BaHuii K kiaccudukamumn MITAIL. Y Takux OGONBHBIX
JIOJIKHBI OBITh TIPU3HAKU MHTEPCTULIMAIBHON MTHEBMO-
Huu nipu KTBP u / wiu xupypruueckoit OMomncuu jer-
koro. [locnie TIaTEIbHOTO KJIMHUYECKOTO 00CiIen0Ba-
HUST JOJKHBI OBITh WCKIIOYEHBI JPYrde W3BECTHBIE
MPUUYMHBI MHTEPCTULMAIBbHBIX ITHEBMOHUI M OTCYT-

Knunuyeckne pexomeHaaumm

Tabauua

Juaecnocmuuecxue xpumepuu UTIAIT

Table

Classification criteria for “interstitial pneumonia with
autoimmune features”

1. MpuaHaku nHTEpCTULManbHON NHeBMOHUM Npn KTBP nerkux u / unun
XMpYPruyeckoil Guoncuu nerkoro 1

2. WcknioueHue anbTepHaTMBHOM 3THONOrNM 3a00N1eBaHNS ¥
3. OTCyTCTBME ANArHOCTMYECKUX KpUTEPHEB Nto00ro KoHkpeTHoro 3CT u
4. Kax MuHnmym 1 npusHak no kpaiiHeii Mepe u3 2 rpynn KpuTepues:
a) KNMHNYeckas
b) ceponoruyeckas
¢) Mopdonoruyeckas
A. Knunnyeckas rpynna npusHakos:
1) TpewwmHbI KOXK AnCTanbHbIX hanaHr nanbLes pyk («pyka MexaHuka»)
2) 3bS3BNEHNE KOHYUKOB NasbLEB

3) BOCNanuTenbHbIil QpTPUT UK YTPEHHSS TYTOMOABUXHOCTb (CKOBAHHOCTb)
cycTaBoB > 60 MuH

4) TeneaHrnoaKTasum Ha nafoHsX
5) cunppom PeiiHo
6) GecnpuUyMHHbIN OTEK NasnbLes

7) GecnpuyuHHble GUKCMPOBAHHbIE BbIChINAHUS Ha KOXE pa3rubarensHoit
NoOBEPXHOCTN nanbLes (cumnTom [OTTPOHA)

B. Ceponoruyeckas rpynna npu3Hakos:

a) AHA 2 1: 320, auddy3Hblid, FPaHYNAPHbIA, FOMOTEHHBIi TUMbI
OKpaLLNBaHUS 1K

* SAPbILIKOBBIA TUN OKPALLMBAHWS (B Nt0OOM TUTE)
* LIEHTPOMEpHbIi TN OKpaLuMBaHKS (B NloGom TUTpE)
b) noBbiweHne peBmMaTonaHoro GakTopae > 2 pa3a BepXHeil rpaHuLibl HOPMbI
C) aHTUTENA K LUKNNYECKOMY LIUTPYIMHMPOBAHHOMY NENTUAY
d) aHTutena k geyuenoyeyHoi AHK (dsDNA)
¢) antutena k SS-A (Ro)
f) antutena k SS-B (La)
g) aHTUTENa K PUOOHYKNEONPOTENHY
h) antutena k Smith
i) aHTuTEna k Tononsomepase (Scl-70)
j) anturena k tPHK-cuntetase (Jo-1, PL-7, PL-12, EJ, 0J, KS, Zo, tRS)
k) aHtutena k PM-Scl
1) antutena k MDA-5
C. Mopdonoruyeckas rpynna npusHakoB
1. PentreHonornyeckas kaptuna npu KTBP (cM. onucanue B Tekcte):
a) HCUn
b)on
c¢) nepekpect HCUM ¢ ON
d) mn
5. TucTonornyeckas KapTuHa B XMpypruyeckux OuonTarax erkoro:
a) HCun
b)on
c¢) nepekpect HCUM ¢ ON
d) imn
€) MHTepPCTMLMANbHBIE CKONNEHUS NIMMGOLMTOB C FepMUHATUBHBIM LIEHTPOM

f) ancddyaHbie numdonnaamouuTapHbie MHGUILTPATLI (C TUMOOUAHBIMM
donnukynamm unm 6e3 Hux)

6. BHeneroyHble nposiBNeHms (B AONONHEHME K MHTEPCTULMANbHON MHEBMOHMM):
a) HeoOBSACHNMbIE NNIEBPAbHbIiA BbIMOT MW YTONLLEHUE NNEBPbI
b) HeoObACHUMBIE NepuKapAManbHbIil BbINOT UK YTONLLEHUE NepUKapAa

) HeoObSACHUMbIE 3200N1€BaHNS AbIXaTeNbHbIX NYTel* (MO AaHHBIM JIETOYHbIX
(YHKLMOHaNbHbIX TECTOB, BU3YaNM3aLMOHHLIX METORO0B UK Guoncum)

d) HeoGBLACHMMBIE NEroyHble BacKynonaTuu

Mpumeyanue: KTBP - komnbioTepHas Tomorpadus BbICOKOro paspeluenns; AHA - aHTiHy-
kneapHble aHTuTena; O - opraHuayiowascs nHeamous; HCUM - Hecneumduyeckas uktep-
CTULManbHas nHeBMoHMS, JIAM - aumdoumTapHas MHTepCTULMANbHAS MTHEBMOHNS; * - BKIIO-
yast 6POHX00OCTPYKTUBHIF CUHIPOM, GPOHXVONNT, BPOHX03KTA3bI.
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CTBOBaTh IMAarHOCTUYECKUE KPUTEPUM JIOOOr0 KOH-
kpetHoro 3CT.

Huarnoctuueckue kpurepuu WUITAIT ocHOBaHBI Ha
MMpU3HAKaX, OTHOCSIINXCS K 3 TPyMIIaM: KIMHUISCKUX
(crrenimuyeckre 3KCTpaTopakaabHble CUMIITOMBI), Ce-
pojornyeckux (cneuuguueckre cbiBOpoTouHble AAT)
u MopdosioTudecKux (crneuupuueckue TposiBISHUS
IIpY BU3YaIU3allMOHHBIX, TUCTOJIOTUYSCKUX NCCIIeI0Ba-
HUSIX WA UCCIEAOBAHUSIX (DU3MONOTUU AbixaHusI). st
nocraHoBku auarHo3a MITAII manuueHT J0JKeH CooT-
BETCTBOBATh BCEM OIMMCAHHBIM TPeOOBaHMSIM (TIpMU3HA-
K1 MHTepcTUIMaIbHOM THeBMoHuY ipu KTBP n /
XUPYPTUUYECKON OMOIICUM JIETKOTO, HUCKJIIOUCHUE ajlb-
TEPHATUBHOU 3TUOJOTUM 3a00JeBaHUsI, OTCYTCTBUE TH-
arHOCTUYECKUX KPUTEpHUeB 1000ro KoHKpeTHOro 3CT)
U MO KpaiiHeil mepe 1 KpuTepuili KaKk MUHUMYM M3
2 IpymIl MPU3HAKOB (CM. TaOJIUILY).

Knunnyeckas i pynna npu3Hakos

B manHyI0 Ipymiry BXOOST CHUMIITOMBI, 3aCTaBIISIIOIINE
npennonoxutb Hannuue 3CT. Cunapom PeitHo, Tene-
AHTMOZKTA3US JIAMOHE!, U3bSI3BICHNE KOHUUKOB MaJlb-
IIeB U OTeK IMaJlbieB — CIeHU(pUUIESCKAEe CUMIITOMBI,
YacTO BCTpEYAIOIIMNeCsT Y OOJbHBIX CUCTEMHBIM CKJIEPO-
30M [23, 24], HO peako mpucyrcTBytone npu MUII.
AHJIOTMYHBIM 00pa3oM TPELIMHBI KOXHU TablieB PyK
(«pyku MexaHuKa») (puc. 1) u pukcupoBaHHasH CHITIH HA
KOXe pa3rubaTeIbHOM ITOBEPXHOCTH MaIbIeB (CUMIITOM
TorTpoHa) (puc. 2) SIBASIOTCS KJIIOUYEBBIMU CUMIITOMaMU
AHTUCUHTETA3HOTO CHHApPOMA JIMOO TepeKpecTa Cuc-
TEMHOTO CKJIEpO3a M MMO3UTA C TTOJIOXKUTETbHBIMUA aH-
turesamu K PM-Scl [16, 25—32]. Jlisg IMarHOCTUKU
cuHapoma PeitHO XelaTeabHO BBINOJIHUTH KaIlWJIIs-
POCKOITMIO HOTTEBOTO JIOXKa TS BBISIBJICHUST TTATOJIOTU U
KaIMMJUTISIPHBIX TIeTe/Ib, KOTOpas CrelnpIHa IJIT HEKO-
Topbeix 3CT, HarmpuMep, CUCTEMHOTO CKJIepo3a WUJIN Iep-
Mmaromuosuta [33—36]. BocnanmuTenbHasg apTpornaTus
Toxe BKJtoueHa Kak kputepuit MITAIT u xapakTepusy-
eTCcsI CUMITTOMAaMM TTeprheprIeCKOro CyCTaBHOTO CHHO-
BUTa, ONHAKO HajaW4yude OOJM B CycTaBax 0e3 IpYyrux
MPU3HAKOB HeCeU(UYHO U HE BXOIUT B JaHHBIE KPH-

Puc. 1. «Pyka MexaHuKa», xapakTepu3yemasi TpelMHAMU U pa3pbiBa-
MM KOXH Ha TUCTATBHBIX (DajaHTax MajbleB

Figure 1. “Mechanic hands” characterised by distal digital fissuring and
cracking of the skin

Puc. 2. CumnTom [oTTpoHa, XapaKTepu3yeMblii (PUKCUPOBAHHBIMK
9PUTEMATO3HBIMU BBICHIITAHUSIMU Ha KOXKeE HaJ MSICTHO-(haJlaHTOBBIMU
cycTaBamMu. Y Takux OOJBHBIX CJIEIYeT TakKe oOpalllaTh BHUMaHUE Ha
HaJIMYMe OKOJIOHOTTEBOM 3PUTEMbI

Figure 2. Gottron’s sign characterised by fixed erythematous rash over
the meta-carpal phalangeal joints. Note also the presence of periungual
erythema

Tepun. Takke B KpUTCPUU He BKIIOUCHBI W APYTHE HE-
cnielUIHBIE TIPOSIBIICHUS: ajoIelns, (OTOCeHCOM-
JIA3allysl, I3BEHHBII CTOMATHUT, IOTEPS] MACCHI TeJa, Cy-
XOCTb KOXHW W CIM3UCTBIX, MUAJTUs, apTpajrus.
AHaJIoTMYHO AeMorpacdrIecKre JaHHbIe, KOTOpPHIC Ya-
me accouumpyiorcsa ¢ 3CT (Hammpumep, MOJIOIONM BO3-
pAacT, XXEHCKMI1 10J1), He BKJIIOUEHBI M3-3a UX HU3KO
cneuuduaHocty ajass 3CT—U3JL.

B wumeane olieHKa BHEJIETOYHBIX IIPOSBICHUI Ha-
yyHaeTcss co cOopa aHaMHe3a M BpayeOHOro OcMOTpa
C y4acTHEM PEBMATOJIOTa M HE MOXET OrpaHUYMBAThHCS
TOJIBKO PaccrpocoM OOJIbHOTO WJIM TIPUMEHEHMEM aH-
KeT.

Ceponoruyeckas rpynna npu3HaKos

Y 6oabHoro MUII creayer uaMepuTh CHIBOPOTOUYHbBIE
AAT, cBs3annbie ¢ 3CT. B manHble KpUTepU He BKITIO-
YeHBI MEHee CITeIM(UIHBIC CEPOJIOTMIECKIE MapKepHI,
Takue Kak AHA B HU3KOM TUTpe, peBMAaTOUAHBIN (hpak-
Top (P®D) B HM3KOM THUTpPE, CKOPOCTh OCEHAHUS SPUTPO-
muToB, C-peakKTUBHBIN 0eJI0K 1 KpeaTuH(OoCHOKMHa3a.

B ciyyae monoxurenbHbeIx AHA ¢ mnddysubiv, To-
MOTEHHBIM WJIM TPaHYJSIPHBIM TUIIOM OKpalllMBaHUS
TUTP JOJKEH OBbITh KaK MUHUMYM 1 : 320, MOCKOJbKY
MMEHHO TaKOW TUTP COOTBETCTBYET OOJIBIITUHCTBY 3KC-
MEPTHBIX peKoMeHaanuii 1mo onenke AHA [36]. Huskni
™mTp AHA ¢ Temu xe maTTepHaMM OKpalllMBaHUs He
BXOJIUT B JAaHHBIE KPUTEPUH, T. K. CJTaOOMNOJOKUTEIbHbIE
AHA MoOryT npucyTCTBOBaTh NPU MHOTUX HEPEBMAaTH-
YeCKMX 3a00JIeBaHUSIX U TaKe Y JIUI] KOHTPOJIBHOM IpyTI-
IIbI (3I0POBBIE), OCOOEHHO IOXMWIOro Bo3pacrta [36—39].
TMonoxurenbHble AHA ¢ SIpBILIKOBBIM WU LIEHTPO-
MEpPHBIM THIIOM OKpAaIlWBaHWS TPU3HAHBI TUAarHOCTH-
yeckuM kputepuem MITAII He3zaBucuMo ot tutpa. Bee
TUIIBI OKpAIIMBaHUSI TECHO B3aMMOCBSI3aHbI C CUCTEM-
HBIM CKJIepo30oM [36, 40], HO IIpU OTCYTCTBUU IPYIUX
MPU3HAKOB 3TOTO 3a00JIeBaHUS HU ONWH TUII OKpaIll-
BaHMS HE TIO3BOJISICT BBICTABUTH OWATrHO3 CHUCTEMHOTO
CKJIepo3a.
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B cooTBeTCTBUM C CETOMHSIIIHUMU PEKOMEHIAIISI -
MU 1o oneHke AHA npeanouyTuTeIbHbBIM METOJOM MC-
cnenoBanusi AHA saBisiercsd HermpssMas UMMYHOMDITI00-
pecueHums [41], KoTopas IO3BOJISIET M3MEPUTH TUTP
AHA u ouieHuTh TUI oKpamuBaHus. Meton ELISA me-
Hee HazexeH B oTHowleHuu AHA [42], Hepenko maeT
JIOKHOOTPULIATEJIbHBIE PE3YJIbTaThl Y OOJBHBIX C CUC-
TEMHBIM CKJIEpO30M [42], He MO3BOJISIET OLIEHUTh TUII
OKpallMBaHUS U USMEPUTH TUTP.

P® kak muarnoctudeckuii Kpurepuit MTTAIT Takke
paccMaTpUBaeTCs TOJBKO B BBICOKOM TUTPE MO TEM Xe€
npuynHam, yto 1 AHA. Beicoknm cuutaerca tutp PO,
KaK MUHHMMYM B 2 pa3a IpeBbIIAONIUI BEPXHIO I'pa-
HuIy HopMBbI. CitabomnoioxuteabHbIii PO MoxeT ornpe-
JIENATHCS Yy MHOTUX OOJIBHBIX HEPEBMATUYECKUMHU 3200-
JIEBAHUSIMU U HEPEIKO — Y 340pOBbIX Jul [37—39]. diusa
OOJIBIIMHCTBA APYTUX uupKynupytommx AAT mono-
KUTEJIbHBIM CUMTAeTCsl JII00O€ MPEeBBIIIEHUE BEpXHEN
TPAHULBI HOPMBI. YCTaHOBJIEHO, YTO B KJIMHUYECKOU
NpakTUKe MpU MOrpaHMYHOM 3HaueHuu tutpa AAT ce-
poJornyeckoe oocieaoBaHue TpeOyeTCsl IOBTOPUTh, OfI-
HaKo B KauecTBe AuarHoctuyeckoro kputepuss MITATT
MPU JIFOOOM TTOJIOKUTETBHOM PE3yJIbTaTe MOBTOPHOE Ce-
poJiornueckoe odciaeaoBaHe He TpeOyeTcsl.

[MonoxuTteapHble aHTUTEAA K LIUTOILIa3Me HEUTPO-
(bUIOB TaKKe MOTYT BBISIBISITHCS Y OOTbHBIX UHTEPCTHU -
LIMAJbHOW MHEBMOHUEW (B YaCTHOCTH, MPU TNATTEpHE
OOBIYHOM MHTEPCTULIMANIbHON THeBMoHMU — OWII)
U TIPUCYTCTBOBATh MPU MUKPOCKOIMMYECKOM TOJIUAHTH-
WUTe WU APYTUX COCYOUCTBIX 3aboseBaHusix [43, 44].
DT aHTUTENA HE BKJIIOUEHBI B TAHHBIE CEPOJIOTUYECKUE
IMATHOCTUYECKNE KPUTEPUHU, IIOTOMY UTO JaIlle COIpO-
BOXJIAIOT BacKyauThl, uem 3CT—U3JI.

ITo mepe otkpbiTust HOBBIX AAT, cBsizaHHBIX ¢ 3CT,
JTAaHHBII MEPEeYEHb MOXET PACIIUPSITHCS.

Mopdgonoruyeckune npusraku

Mopdonornyeckue Npu3HaKd COCTOST U3 3 pa3aesioB:
narrepHa UHTepCTULMaTbHOU TTHeBMOHUU Tipu KTBP,
TUCTOJIOTUYECKOTO UCCIENOBAHUST XMPYPIrUUeCKNUX OUo-
MTAaTOB JICTOUHOI TKaHU, KaTeTepu3allMy MpaBbIX OTIe-
soB cepaua (KITC) unu uccnegoBaHust 1eroyHoi yHK-
LIUU.

Ilammepnot unmepcmuyuaavnoii nueemonuu na KTBP.
K muarnoctuyeckum kputepusim MIIAII oTHocsTCS
cnenyrowue nmarrepusl Ha KTBP: HCUIT, OIT, HCUIT +
OIl, JIAII. OTu naTTepHbl HEPEAKO BCTPEYAIOTCS
y 6onbHBIX 3CT—U3JI, nx obHapyXeHUEe HOJLKHO Ha-
BOJWTH Ha MBIC/Ib O ()OHOBOM ayTOMMMYHHOM 3a0oJie-
Bannm [45, 46]. Taxxke npu 3CT MOXET BBISIBISITBCS
narrepH OUII, ocobeHHO y OOJIBHBIX PEBMATOUIHBIM
aptputoM [47], cnemoBarenbHo, matrepH OWII Ha
KTBP Henb3s uckimouats u3 nuarHoctuku UITAIL. Tem
He MeHee OUII He BKIIIOUeH B MOp(dosoruueckKue Kpu-
tepuu UITATII, noromy uto npucyrctBue OUII He mo-
BBIIIAET BEPOSITHOCTU TOTO, YTO y 00abHOTO ecTh 3CT.
IMpucyrcrBue narrepHa OUIT na KTBP He nckmiouaer
BEPOSITHOCTU TOTO, 4yTO y nauueHTa umeercst UTTAII, Ho
B otninuue ot HCUII, OIT wiu JINII, aTa BEepOoSITHOCTH
HeBbIcOKa. TakuM oOpa3oMm, I MOATBEPXKACHUS 1uar-
Hoza UITAII y 6onbHoro ¢ narrepaom OUIT na KTBP

Knunuyeckne pexomeHaaumm

[ S - |

Puc. 3. IBycTopoHHUE PETUKYJISIPHBIE U3MEHEHMSI B 0a3aIbHBIX OTIe-
JlaX ¢ TpaKIIMOHHBIMU 6pOHXO3KT8.3£lMVI 1 MMUHUMAJIbHO BbIPa>KCHHbI-
MU YTUTOTHEHUSIMU TI0 TUTTY «MaTOBOTO CTEKJIa», TUITUYHbIE IS (Hud-
poruyeckoro turna HCHUII; takxke cieayeT oOpaTuTh BHUMaHUE Ha
JIVIATUPOBAHHBII MUILEBO, 3aII0JTHEHHBII XXUIKOCTbIO

Figure 3. Bibasilar reticulation and traction bronchiectasis with mini-
mal ground glass opacifications consistent with fibrotic non-specific
interstitial pneumonia. Note also the presence of a dilated fluid-filled
oesophagus

HEOOXOIMMO BBISIBUTH €Il KAK MUHUMYM | TIpM3HAK U3
IPYTUX TPYIII (KIMHUIESCKON WIIM CepOTOTUICCKOI) JIH-
00 IOMOJHUTENbHbIE MOP(MOIIOrNYEeCKIEe KPUTEPUH.
ITpusnakamu HCUII na KTBP gBnsioTcst peTuky-
JIIpHBIE M3MEHEHMSI TPEUMYIIECTBEHHO B 0a3ajibHbIX
oTHesax JJETKNX ¢ TPaKIIMOHHBIMU OPOHX03KTa3aMU, I1e-
PUOPOHXOBACKYJISIPHOE PACIPOCTPpaHEHUE M3MEHEHUM
MpY HOPMAaJIBHOM CTPYKTYype JIETOYHOW TKAaHW Ha He-
OOJIBIIIOM PACCTOSIHUU OT TUIEBPHI B BUIE TOHKOM TTO-
JIOCHI Ha aKCUAJIBHBIX cpe3aX, HEPEeIKO — CUMIITOM «Ma-
ToBOro crekiaa» (puc. 3) [1, 3, 48, 49]. K nmpusHakam,
TunudHbIM 1J1s1 OIT, oTHOCSITCS OuUilaTepaibHbIe y4acT-
KV KOHCOJIUIAIINY JIETOYHOU TKAHU, TIPENMYIIIECTBEHHO
CyOIJIeBpaJIbHO M B HIDKHUX OTAenax Jerkux [1, 48].
HCHIT + OIT xapakTepu3syeTcsl ydacTKaMy KOHCOIUAA-
LMY JIETOYHOM TKaHW MPEUMYIIECTBEHHO B 0a3aIbHBIX

| -

Puc. 4. KTBP ¢ npuznakamu HCUII ¢ opranuzaiueit
Figure 4. High-resolution computed tomography image suggesting non-
specific interstitial pneumonia with organising pneumonia
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Puc. 5. KTBP ¢ npusnakamu JIMII. BugHel pacnpocTpaHeHHbIE Te-
PUOPOHXOBACKYJISIPHBIE KUCTHI

Figure 5. High-resolution computed tomography image suggesting lym-
phocytic interstitial pneumonia. Note the extensive peribronchovascu-
lar cysts

oTIesax JIETKUX, 9acTo HamauadparMaabHO, U TIpU3HA-
KaMu ¢ubpos3a (TpaKLIMOHHBIMU OpPOHXOZKTa3aMM,
PETUKYJSIPHBIMU W3MEHEHUSIMMU WJIM YMEHbIIEHUEM
o0beMa HWXHUX fojieir jerkux) (puc. 4) [1, 48, 49].
I1pusnakamu JINMIT na KTBP ssnsitorcst mpeobiagaHue
MepUOPOHXOBACKYISIPHBIX KUCT C YIaCTKaMU «MaTOBOTO
cTeKsa» Uian 6e3 TaKOBbIX, JIMOO C PETUKYISIPHBIMU U3-
MeHeHusMu (puc. 5) [1, 48, 49].

TMcTonorMyeckue NPU3HaKH, BoiBNSEMbIE
NpU XMpypruyeckoii Guoncuu nerkoro

HccrnenoBanue JIeTOYHON TMAapeHXUMbl B XUPYpPTAYEC-
KX OMOITaTax JETKOrO MOXKET IOATBEPANTh HATNIHE
3CT [50, 51]. B Mopdoaorndeckyio rpymniy IMarHoCTh-
YeCKUX KPUTEPHEB BKIIOUEHBI TOJIBKO T€ TUCTOJIOIMYEC-
KWe IIPU3HAKN, KOTOPBIe IIPU3HAHBI BRICOKOCTICII(hIY-
HeiMu it 3CT [50, 51]. K HUM OTHOCSITCSI TTATTEPHBI
HCUII, OIT u JIUIIT u BropuuHble TPU3HAKU B BUIIC MH-
TePCTULIMATBHBIX TUMGbOUIHBIX arperaToB ¢ repMuHa-
TUBHBIMU LEHTpaMu U Aud@y3Hble TuM@oIIa3mManm-
TapHble MHQUIBTPAThI ¢ TUMGOUTHBIMU (DOJTUKYIaMU
nnmu 6e3 Hux. [ucromormyeckumu npuszHakamu HCUII
CUNTAIOTCS UHTePCTULIMAIbHAS MHMUIBTpALIUS pa3Iny-
HOU BBIPAXXEHHOCTU U (PUOPO3 CTEHOK aJIbBEOJI C nTud-
(y3HBIMM MOHOMOPGhHBIMY U3MeHeHUsIMU (puc. 6) [1, 2,
49]. Knerounsit Tum HCHUII xapaktepusyeTcsi ciabo
WIX YMEPEHHO BbIPAXXEHHBIMU XPOHWYECKWMU BOCIIA-
JIMTETBHBIMA WH(WIBTpaTaMUA B MHTEPCTUIINHN CO CJla-
OoBBIpakeHHBIM (ubpo3oM. g ¢GuOpo3HOro THIIA
HCHUII TunuyHO yMJIOTHEHWE MHTEPCTULIMS 3a CUeT
MoHoMopdHoro auddy3Horo ¢Gpuodpoza OIMHAKOBOM
JIABHOCTU C KJIETOYHBIM BOCITaJIeHWEeM pPa3HOU BbIpa-
xeHHoctu [1, 2, 49]. Iucromormueckmit marrepH OII
MpeacTaBisgeT coboii yyacTKu ¢ ¢puOpoOJaCTUIECKUMU
MOJUMaMHU, 3aIOJHSIOIMMU TTPOCBETHI albBEOs, alb-
BEOJISIPHBIX X0M0B U OpoHxuon [1]. K apyrum uzmene-
HUSIM, KOTOpPBIE MOTYT MPUCYTCTBOBATh MPU TATTEpHE
OIl, otHOCATCST TUMGMOUIHBIE MHMUIBTPAThl B MHTEP-

o F %

Puc. 6. Mukpodororpacdus ricTOJIOTMIECKOrO cpe3a ¢ MpU3HaAKaMu
HCHUII pudbpoTrueckoro tura. BUmTHbI OTHOTUITHBIC YTOIILIEHUS BCeX
TbBEOJISIPHBIX CTEHOK ¥ CTA00BBIPaskKeHHbIE TTPU3HAKU XPOHUIECKO-
ro BOCIaJICHUS

Figure 6. Photomicrograph of histopathology slide demonstrating
fibrotic non-specific interstitial pneumonia pattern. Note the uniform
thickening of all of the alveolar walls and scant chronic inflammation

ctriun, (GUOPMHO3HBIN B3KCCYIAT, TEHUCTBIE MaKpo-
darm B mpocBeTaxX allbBEOJI M TUIIEPILIA3US aTbBEOIO-
LIUTOB 2-TO TUIa. B HEKOTOPBIX Clydasix MOXET ObITh
OoJiee BhIpA’KEHO MHTEPCTULIMATIbHOE BOCIAJIEHUE, UYTO
paclieHMBaeTCS KaK IEPeKPecT C KICTOYHBIM THUITOM
HCHMII [1, 3, 49]. Iucronornueckuit marrepH JIMII xa-
paKTepu3yeTcsl HaJuduMeM MHOWIBTPATOB U3 MOJUKIIO-
HaJIbHBIX UM BOCHAIUTEIbHBIX KJIETOK, KOTOPbIE MOTYT
ObITh TUPDY3HBIMU JTMOO JTOKATU30BATHCS TOJBKO B MH-
TePCTULIMN 1 / WA UMETh BUJ OYaTOBBIX JTUMQPOUTHBIX
CKOILUICHUI C TePMUHATUBHBIM ILICHTPOM WJIM 0€3 TaKo-
Boro (puc. 7) |3, 49].

Ananornyno natrepay OUIT ipu KTBP, y 6obHbBIX
¢ rucroyiornmdeckoit kaptuHoit OMII He umckimouaeTcs
BepositHocTh UMITAII, ogHako TUCTOJOTMYECKUE MpHU-
3Haku OUII He BKITIOUEHBI B TMAarHOCTUYECKUE KPUTE-
puu UITAII, mockonabKy Haluuue WHTEPCTULMATbHON
IMTHEBMOHMM CaMO II0 ceOe He IOBBIIIAET BEPOSITHOCTD
3CT. CnenoBaTelbHO, IS TOATBEPXKICHMSI AMarHosa
WTIIAITI 60oabHOI ¢ rMcTojlornyeckuM narrepHom OUIT

8y - : - : ; .
. - 1 - P ’ i Mi"ﬁ.‘ "-‘ Ca o g
Puc. 7. Mukpodororpadus rucToIOrH4eckKoro cpesa ¢ Impu3HakaMu
JINIT

Figure 7. Photomicrograph of histopathology slide demonstrating lym-
phocytic interstitial pneumonia pattern
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JIOJKEH UMETh KaK MUHUMYM ellle 1 mpu3Hak u3 2 apy-
rux rpynn (KJIMHUYECKOW WMJIM CepOJIOTUUYECKOil) JIMOOo
TIOTIOJTHUTEIIBHBIN MOP(OIOrMIecKuii IIpu3HaK.

MynbTropraHHoe nopaxexue

[ToMuMO MHTEPCTULIMATBHOM THEBMOHUM, Y MallMeHTa
¢ 3CT MoOryT OBITh TTOpaXKeHBI APYTUE CTPYKTYPHI TPYI-
HOM KJ1eTKH [45, 46, 51], mosTomMy B pasziest MOpGhOIoTH-
YeCKMX MPU3HAKOB BKJIIOUEH TEPMUH «MYJIBTHOPIraHHOE
MopaXkeHue», YTO Iopa3yMeBacT BOBJIEUCHUE B TIPO-
IIecC IBIXaTeIbHBIX ITyTe, TIJICBPHI WIN TIepUKapaa.

Heob6sacnumoe nopasxcenue OvixameavbHvlX nymeli.
3abosneBaHue ObIXaTelIbHBIX TyTell (OpoHxuaabHas 00-
CTPYKLMSI, OPOHXUOJUT WIM OPOHXOIKTa3bl) HEPEAKO
BBISBIISIOTCS Y 001bHBIX 3CT, 0COOCHHO TIpH peBMAaTO-
ugHoM apTtpute U cuHapome lllerpeHa, a Takxke Ipu
3CT—-U3JI [46, 52, 53]. IlosBineHne 3TUX MPU3HAKOB
y OOJIbHOTO WHTEPCTUIIMATLHON ITHEBMOHUEH MOXET
OBITH TIPOSIBJICHNWEM JIATEHTHOTO ayTOMMMYHHOTO 3a00-
neBaHus. [lpu ucciaegoBaHUM JIETOYHON (DYHKUMU
MO03PEHNUE Ha TTOPAKEHKE NbIXaTeJIbHBIX IyTei BO3HU-
KaeT MPpY YBEJIMYEHUHU OCTATOYHOTO 00beMa, HETTPOTIop-
IIMOHAJEHOM CHIDKEHUN 00beMa (DOPCHPOBAHHOTO BBI-
noxa 3a 1-10 cekyHay (O®B;) w1 HU3KOM IOKa3aTelie
cootHomeHuss O®B; 1 GopcUpoBaHHON XM3HEHHOMR
emkoctn Jierkux (®XKEJT), a Takke TIpU MOBBIIICHUT
COIIPOTHUBIICHUS AbIXaTeJIBHBIX ITyTeil. K mpu3Hakam mo-
paxeHus apixaTeabHbIX IyTeil Ha KTBP oTHOCsSTCSI MO-
3aM4Hasl BO3AYIIHOCTh JIETKMX, BO3AYIIHBIC JIOBYILKHU
TPY 9KCTIMPATOPHOM CKaHMPOBAHWU, YTOJIIIIEHUE OPOH-
XUAJTbHOU CTEHKH U OpOHX03KTas3HI [52, 53]. [TepndpoH-
XOBACKYJISIPHBIC KMCTBI MOTYT OBITh TIPOSIBICHNEM (hOJI-
JIMKyIsipHOro oponxuonnTa [50, 51]. @onnuKyIsspHbIi,
WM KOHCTPMKTUBHBI OPOHXMOJIUT TaKXKe OTHOCHUTCS
K TMCTOJIOTUICCKUM TTPU3HAKAM ITOpaKeHUS AbIXaTelb-
HBIX myTeit (puc. 8) [50, 51].

Heoobssacnumote aecounvie sackyaonamuu. [pu 3CT,
0COOEHHO TIPU CHCTEMHOM CKJIEPO3€ MJIM CMEIIaHHBIX
3CT, Hepeako BcTpeyaeTcsl peKanuiIsspHasl JIETOuHast
rUIepTeHsus: (JerodyHasl apTepuabHasi TUIIEPTEH3USI,

=

el - T e —
- . - -

Puc. 8. MukpodoTorpadusi rHCTOIIOrMYECKOro cpe3a ¢ MpUu3HaKaMu
domnukynspHoro 6ponxuonura Ha dorne HCUII. BumHsl KpymHbie
peakTuBHbIe TUMbonaHbIe dhomtukysl (F) Bokpyr 6ponxuon (BR)
Figure 8. Photomicrograph of histopathology slide demonstrating fol-
licular bronchiolitis with background pattern of non-specific interstitial
pneumonia pattern. Note the large reactive lymphoid follicles (F) sur-
rounding a bronchiole (BR)

Knunuyeckne pexomeHaaumm

1-s rpyma; jJeroyHass BEHOOKKIIO3MOHHasi 0OJIe3Hb,
rpymnma 1'; JerouHast TMIepTeH3us, 00yCIOBIEHHAST XPO-
HUYCCKIMU 3a00JICBAHUSMU JIETKUX W / WU THUITOKCH-
eit, 3-g rpynma) [52, 53]. Ee Hanmmume HecmemmdUIHO
s 3CT, MOCKOMBbKY JIeTOYHAs TUTIEPTeH3Us TaKKe yac-
To BhIgBIsieTCs ipu MU [54], HO ecnn y 60JbHOTO UH-
TePCTUIIMATIEHON ITHEBMOHHUEH eCTh JIETOUHAsT apTepH-
aJbHAsI TMIIEPTCH3Us 1-1 TPYIIIIBI WM €CNIM JICTOYHAs
TUIIePTEH3US TsiKesasi (CpeaHee JaBjeHUE B JIETOUHOM
aptepuu nipu KITC > 35 MM pT. €T.), 3TO co3aaeT HeoO-
XOIMMOCTB TTOMCKA TTPUIMHBI MHTEPCTULINATHHOM ITHEB-
monnu, Bkmoydast 3CT. JInarHo3 JIero4HoOl TUIIEPTeH3UN
TpeOyeT TeMOAMHAMHUUYECKOTro o0cjieloBaHUS C I10-
moibio KITC u BbICTaBsIeTCS, €CJIU CpeHee NaBlIeHue
B JIETOUHOW apTepuu COCTABIISIET = 25 MM PT. CT., a JIaB-
JIeHWE 3aKJIMHMBAHMS JIETOYHbBIX KAaMUJUISIpOB — < 15 MM
pT. cT. [55]. HemHBa3uBHbBIE METONMKU MeHEe HaIeKHbI
no cpaBHeHuto ¢ KITC, kK HUM OTHOCSTCS TpaHCTOpa-
KaJbHas JTOMILIeP-3XoKapauorpadgus M Takue METOIBI
IS pAHHETO BBISIBJICHUS TTATOJIOTUH JICTOYHBIX COCYIOB,
KaK HEOOBSICHUMOE HEMpPONOPIIMOHAIbHOE CHIXEHUE
JlerouHoi nuddy3un OTHOCUTETBHO JIESTOUHBIX 00bEMOB
(HempoImopIMOHAIEHO HU3KMI TpaHcdep-(haKkTop MiIn
Boeicokoe coorHouenre OXKEJI n nuddy3mnoHHoi cro-
COGHOCTH JIEFKUX 10 MOHOOKCHIY YIepona (%onx.) [33,
56, 57] v BeIpakeHHas IecaTypaLys Bo BpeMs Gusndec-
KO Harpy3ku 1 / wnu cHa) [53].

Heobssacnumobte naeepaavholii uiu nepuxapouaivholi
6bINOM UAU ymoaueHue nieepol / nepuxapoa. Y 0OJIbHBIX
3CT MOXeT BO3HUKaThb BOCIAJIEHME CEPO3HBIX 000JIO-
YeK JIETKUX U cepjiila, KOTOPOe MOXKET pacCMaTpUBAThCS
KaK CUTHaJI O HAJIMYUM ayTOMMMYHHOTO 3a00JieBaHUSI.
HeoObsicHUMBII BBITIOT B IUIEBPAJIbHON WJIM TIepUKap-
NUATBHOI TONOCTSIX TUOO YTOJIIEHUE TUIEBPhI UKW Tie-
pukapna Ha KTBP [46] viau nipy yIbTpa3ByKOBOM HC-
cjieloBaHUU, 100 MPU3HAKU TJIEBpUTA TIpU OUOIICUU
Jerkoro (puc. 9) ciemyer paclieHMBaThb KaK MYJBTHOD-
raHHOE TMOpPaX€HWE W BO3MOXHBINA TMPU3HAK ayTOUM-
MYHHOTO 3a00JIEBaHUSI.

Puc. 9. MukpodoTorpadust THCTOIOTUIECKOTO cpe3a ¢ MPU3HAKaMK
XpoHuyeckoro riesputa Ha (pone HCUII kineTouHoro tumna

Figure 9. Photomicrograph of histopathology slide demonstrating
chronic pleuritis overlying cellular non-specific interstitial pneumonia
pattern
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06cyxneHue

B mannom koHceHcyce ERS u ATS mpennaraercs uc-
noab30BaTh TepMUuH «TTAIT» m1st 60IbHBIX UHTEPCTU -
LUAAJTBbHOW MHEBMOHUEN Y KIIMHUYECKUMU TIPU3HAKAMU
3CT, KoTopble HE COOTBETCTBYIOT CYILIECTBYIOIIUM CeE-
roaHs Kputepusm nuarHoctuku 3CT.

OTCyTCTBHE TaKOTO KOHCEHCYCA VUIM TUATHOCTUIEC-
KHUX KPUTEPUEB 0 HACTOSIIIETO BpeMEHU HE MO3BOJISIIO
COCTaBUTh YETKOE MpeIcTaBIeHue 00 3TOi rpyIine 00J1b-
HBIX. B 4acTHOCTM HEsSICHO, HACKOJIBKO COTIOCTABUMBI
pe3yNIbTaThl UCCIIEN0BAaHUI, B KOTOPBIX MCITOJIb30BaHbI
pasHble KpUTepuu auarHocTuku [19—21]. IMpeumyiie-
ctBa HOBOM TepMuHojioruu UITAII 3akitouaroTcs B TOM,
YTO KPUTEPUU AUATHOCTUKHU ITOTO 3a00JIeBaHUS pa3pa-
0OTaHBl HA OCHOBE MEXTYHAPOIHBIX U MYJBTUIMCIIUII-
JIMHAPHBIX KOHCEHCYCOB.

ABTODPBI TAHHOTO KOHCEHCYCa OCBEIOMJIEHBI O MHO-
TMX €T0 HEeIOCTaTKaX: HACKOJIbKO «IIPAaBWIHHOM» OblIa
Pa6ouas tpynma? He ObutM M MCKITIOYEHBI BaKHBIE
KJIMHUYECKUEe MPU3HAKW WJIM HA00OPOT — BKIIOYECHBI
HeHyxHble? ClieyeT MpU3HATh, YTO pa3pabOTaHHBIC
KPUTEPUH SIBIISIIOTCS TIEPBOM pemaKIIeil, TprueMIeMoit
IJIT KIIMHUYeCKNX nccienoBanuii. [IpeniaraemMeie Kpu-
TepUU JOKHBI OBITH ampOOMPOBAaHBI U BaTUAU3UPO-
BaHBI B OYIYIIMX MCCIEIOBAaHMSIX, TOCIE Yero MOXKET
IMOHATOOUTHCS X peBU3Msl. BO3MOXKHO, IpyTiie SKcIep-
Tl TI0 3CT—M3JI npemnoxar npyrue Kputepun. Bos-
MOXHO, YTO Y HEKOTOPBIX OOJbHBIX, COOTBETCTBYIOIIMX
kputepussm UITAII, mo MHEHUIO OTAEJbHBIX Bpayei,
MOXET TIPUCYTCTBOBATh aHTHUCUHTETA3HBI CUHIPOM
WJIN CUCTEMHBIN CKJIEPO3, WIM TPamIUIIMOHHOE Heaud-
¢epenuupyemoe 3CT [54—57]. Haxonel, BeposITHO,
YTO Y HEKOTOPBIX OOJILHBIX C IIEPBOHAYAIBHBIM JUATHO-
3oM UIIAIl BmocieacTBUM pa3oBbETCS KaKoe-J1u0o
onpeneneHHoe 3CT.

BaxxHo 3aMeTUTD, YTO JTaHHBII TOKYMEHT He SIBJISICT-
Csl KIIMHUYECKMMM PEKOMEHAAIMSIMU 1T TIpaKTHYeC-
KOTO WCITOb30BaHUSI TIPU JIUArHOCTUKE W BEICHUU
00bHBIX, COOTBETCTBYIOIIUX KpuTepusim MITAIIL. B Ha-
cTosIIee BpeMsl OTCYTCTBYET JOCTAaTOYHBIM MAacCUB MH-
dopmarm 11 pazpaboOTKK MOTOOHBIX pEeKOMEHAAIINIA,
MOA3TOMY AuarHocTtuka (Hampumep, uckiaoueHue 3CT)
¥ BelleHue OOJIbHOTO (HaIlpuMep, Ha3HauYeHNUEe UMMYHO-
cynpeccopoB) nipu UITAIT npoBoasiTcss MHAMBUAYATb-
Ho. CyllecTByeT ocTpasi HEOOXOIUMOCTh IPOCIIEKTUB-
HBIX WCCJIENOBAaHUN C ydJacTUEM JaHHOW KOTOPTHI
OOJIBHBIX, YTO B OyIyIIIeM IO3BOJUT BRIPAOOTATH JTOKA-
3aTeJIbHbIE PEKOMEHIAIMM 10 UX BEACHMUIO.

3aknioyeHue

Y 0OJIbHBIX MHTEPCTULIMAIBHONM MHEBMOHMEN C OIpe-
JIeJICHHBIMA KIIMHUYECKUMH, CEPOJTOTUICCKUMU U / WITH
MOPMOJIOTMICCKUMH TIpU3HAKAMKA BO3MOXKHO HAITMINE
¢onoBoro 3CT, Takoe COCTOSIHME CJIeAyeT Ha3bIBaTh
HIIAIL.

Juarnoctuka UITAIl ocHoBaHa Ha coyeTaHUM CIIie-
OUPUICCKUX TIPU3HAKOB, OTHOCSIINUXCS K OTHON W3
3 rpynin — KIMHAYECKOM, CepOJIOTUYECKOM U MOP(OIIO-
ruyeckoii. [IpuHsATHE HOBOI TEPMUHOJOTMU U KJIACCH-

¢duKaMy NOo3BOJUT MPOBOAUTEH UCCAEAOBAHUS Y OoJiee
OIHOPOIHOM KOTOPTHI OONBHBIX. HY:KHBI ITPOCTICKTUB-
HBIE WCCJIEIOBAaHUS IS BAIMIN3AINU TIPEITOKEHHBIX
KPUTEPUEB, U3YYEHUSI €CTECTBEHHOTO TEYSHHUSI 3TOTO 3a-
0oJIeBaHMS U OIpPeIe/ICHUSI MeCTa HOBOM TEPMUHOJIOTUN
B KJIMHUYECKOM TTPAKTHUKE.

Crvcok cokpaLLeHuil

ATS — AMepuKkaHCKOe TopaKaJabHOe 00IeCTBO

ERS — EBporneiickoe pecriupaTopHoe 001IECTBO

AAT — ayToaHTuTena

AHA — aHTuUHYyK/I€apHble aHTUTEIA

3CT — 3a00yieBaHUST COETUHUTEIIBHON TKAaHU

WM3J1 — unTepcTuMaibHble 3a001eBaHUS JIETKUX

NHWIT — uanonaTuyeckue MHTEPCTULIMATbHBIE
ITHEBMOHUM

WITAIT — uHTepcTUIIMaTbHASI THEBMOHMUS
C ayTOUMMYHHBIMU TIPOSIBIEHUSIMU

KIIC — kareTtepusalius IpaBbIX OTAEJOB cepala

KTBP — kommnbiotepHast ToMorpadust BLICOKOTO
paspeleHust

JINIT — niumdounTapHast MHTEpCTULMAIbHASI THEBMOHUS

HCHII — Hecrienuduryeckass UHTEPCTULIMATbHAS
TTHEBMOHMSI

OMUII — oOblYHAA MHTEPCTULIMANIbHAS TTHEBMOHUS

O®B, — 006beM (HOPCUPOBAHHOTO BBIAOXA 32 1-10 CEKYHIY

PO — pesmaTounHblii (pakTop

®OXKEJT — ¢popcupoBaHHas XKM3HEHHAsT eMKOCTD JIETKIX
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