COBPEMEHHAA PEBMATONOTIWA N2°19

KAWHUYECKHWE HABNWAEHHKA

Pa3Butue numbanrnoneiomuomarosa
V nauueHTKn ¢ bone3nbio Wérpena:
0030p nuTepatypbl M ONMCaHKWE chnyyYasn

Xsan [0.11.", ITaasmuna C.I'.', Bacuases B.1.?

'OI'bHY «Hayuno-uccaedosamenvciuii uncmumym peemamonoeuu um. B.A. Haconoesoir», Mockea, Poccus; *Knunuxa MEJICH, Mockea, Poccus
1115522, Mockea, Kawupcrkoe wocce, 34A; 2123056, Mockea, Ipy3unckuii nepeynrok, 3A

Kucmosno-6yane3nas mpancghopmayus aeckux ecmpeuaemes npu 3a001€6aAHUAX PA3AUHHORO 2eHe3A: ONYX0NEBbIX, 2eHeMUHeCcKU 0emepMUHU-
POBAHHDBIX, PEBMAmMuU1ecKux, AUMPonporudepamughsix, uHpeKkyuoHHbix. B cmamoe npusodumcs 0630p aumepamypsi u KauHuveckoe Habaro-
deHue M0a000il nayuenmiu, oaumenvHo cmpadasueti 6oaesnvio llléepena. Yepes 15 nem nocae nauana 3aboresanus y nayueHmKu 603HUK-
14 KUCMO3HO-0YA1e3HAs1 MPAHCHOPMALUs AeeKUX U AHSUOMUOAUNOMA NOYKU, DACUEHEeHHble KaK NposeaeHUe 8epOSmH020 AuM@banauoneio-
MUOMamosa.

Karouesnvie caosa: 6oneznv lléepena; cundpom Illéepena; aumepaneuoneiiomuomamos; Kucmosnvie 3a001€6aHUS AeeKUX, KAUHUHECKUL
cayuail.

Koumaxmor: FOaus Unnokenmueena Xean; julija.hwan@gmail.com

Jasa cevtaxu: Xean FOU, Ianvuwuna CI, Bacunvese BHU.

Pazeumue aumepaneuoneiiomuomamosa y nayuenmu ¢ 6oae3nvio Illléepena: 063op aumepamypet u onucanue cayuasa. Coepemennas peema-
monoeusn. 2019;13(2):119—123.

Development of lymphangioleiomyomatosis in a female patient with Sji gren’s disease: a review of literature and a case report
Khvan Yu.l.', Palshina S.G.', Vasiliev V.1.’
'V.A. Nasonova Research Institute of Rheumatology, Moscow, Russia; M EDSI Clinic, Moscow, Russia
1344, Kashirskoe Shosse, Moscow 115522, °3A, Gruzinskiy pereulok, Moscow 123056

Cystic and bullous lung transformation occurs in diseases of various origins: neoplastic, genetically determined, rheumatic, lymphoprolifera-
tive, and infectious diseases. The paper presents a review of the literature and a clinical case of a young female patient with a long history of
Sjogren’s disease. Fifteen years after the onset of the disease, the patient developed cystic and bullous lung transformation and renal angiomyolipo-

ma, which are regarded as a manifestation of probable lymphangioleiomyomatosis.

Keywords: Sjogren’s disease; Sjogren's syndrome; lymphangioleiomyomatosis; cystic lung diseases; clinical case.

Contact: Yulia Innokentievna Khvan; julija.hwan@gmail.com

For reference: Khvan Yul, Palshina SG, Vasiliev VI. Development of lymphangioleiomyomatosis in a female patient with Sjogren’s disease:
a review of literature and a case report. Sovremennaya Revmatologiya=Modern Rheumatology Journal. 2019;13(2):119—123.

DOI: 10.14412/1996-7012-2019-2-119-123

B 2008 r. uiennr Fleischner Society npeayioxuiv HOBYIO Je-
(GUHULIMIO TEPMUHOB TSI OITUCAHUSI UBMEHEHUH, BBISIBIISIEMbIX
npu peHTreHorpaduu u kommnolorepHoit Tomorpaduu (KT) op-
raHoB IpyaHo# kineTku [1]. OHu onpenessitoT KUCTY KaK TOHKO-
cTeHHOe (TONIIUHA CTeHKN <2 MM) KPYIJIOe BO3MYIIHOE IPO-
CTPaHCTBO, OKPYXeHHOE HOPMaIbHOW, HEM3MEHEHHOI JIerou-
HOM TKaHblO. byina npeacrapisgeT co00ii TOHKOCTEHHOE (TOJI-
IMHA cTeHKU <1 MM) KpyrJioe BO3AYIIHOE MPOCTPAHCTBO, AMA-
METpOM >1 ¢M, YacTo acCOLUMUpPOBAHHOE ¢ HM(PU3EeMATO3ZHBIMU
U3MEHEHUSIMU.

HNuddepeHunanbHass TUarHOCTUKA KUCTO3HO-OYIJIe3HOU
TpaHchOpMalMK JIETKUX MPOBOIUTCS C HIMPOKUM CIIEKTPOM
pa3TMUHbIX 3a00J€BaHU, KIaCCUDUIIUPYEMBIX B 3aBUCUMOCTHU
OT JIEXXalIUX B OCHOBE MX Pa3BUTHs MAaTOMU3UOIOTUYECKUX ME-
XaHU3MOB (HEOIIACTUYECKUX, TEHETUUECKUX, PEBMATUYECKUX,
WHOEKIIMOHHBIX, BOCIIATUTELHBIX, TUMMOTIpoandepaTUBHBIX,
CBsI3aHHBIX ¢ KypeHneM) [2, 3]. Cpenu 3a00sieBaHIIA, OT KOTOPBIX
CJIeMlyeT OTJNYATh KUCTO3HO-0YIUIE3HYIO TPaHC(HOPMAIIUIO IETKUX,
BBIICJISIIOT OIyXOJIeBble, BKIIIOYasl JUMGbaHTHOIeiOMUOMAaTO3
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(JJAM) ¥ TMCTMOLIMTO3 JIETKUX U3 KJIeTOK JlaHrepraHca, TeHeTH-
yeckue HapyiieHus (cuaapom bépra—Xora—/lpoba, accouuu-
POBaHHbBIN ¢ TeHaMU (POJITUKYIMHA), TUMdonpoaudepaTuBHbIe
3a00JIeBaHNSI, UHTEPCTUIIMAIBHYIO TTHEBMOHUIO, Muddy3HbIE
00JIe3HN COeAUHUTEILHON TKaHU, TIpexae Bcero 0one3Hb [ér-
pena (BLL) u cuanpom Illérpena (CII), a Takke MHOEKIINOH-
Hble 00JIe3HU (ITHEBMOILIMCTHASI THEBMOHUS) U 1Ip. [4].

JIAM — penkoe MeUIEHHO TMPOrPEcCCUpyIollee CUCTEMHOE
3a00JIeBaHUE, MTOpaXalolllee B MEPBYIO OYepe/lb JIETKUE, B KOTO-
PBIX TPOUCXOIUT OOPA30BAHUE KUCTO3HbBIX MOJIOCTEM, BCIAEACT-
BUE MpoTMdepalii TIIaIKOMBIIIEYHBIX KIeTOK (JIAM-KIeTOK),
C pa3BUTHEM ITHEBMOTOPAKCA U XMJIOTOpaKca. BoIsiBsioTCS TaK-
K€ aclUT, OMyXOJIeBUAHbIE 00pa30BaHUs (AHTMOMUOJIUIIOMBI)
OpraHoB OPIOIIHON MOJOCTU (MPEUMYILIECTBEHHO MOYEK), Me-
HUHTAOMBI [5, 6]. JIJAM BcTpevyaeTcss B OCHOBHOM y MOJIOMBIX
KEHIIMH, KaK MPaBWJo, PeNpodyKTUBHOIO Bo3pacTta (KpaiiHe
penko y MmyxuuH). [1o omHO# 13 TUTIOTE3, B €TO0 OCHOBE JIEKUT
TOPMOHO3aBUCUMOCTb: UMEHHO 3CTPOTEHBI YCHIIMBAIOT OIYXO-
JIEBBIN MOTeHIMan U BboKkuBaHue JIAM-kieTok [6], mostomy
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000CTPEHMS MPOUCXOAST BO BpeMsI MEHCTpyalluu, OepeMeHHO-
CTU WM Ha (poHE Mpuema 3CTPOreH-CoAepKallUX MpenapaTos.
JIAM MoOXeT ObITh KaK CIopagudyeckKuM, TakK U acCOLIMUPOBaH-
HBIM C TyOEPO3HBIM CKJIEPO30M — PEIKUM TCHETUYCCKU AeTep-
MWHHMPOBAHHBIM CHUCTEMHBIM 3a00JieBaHMEM, XapaKTepHU3YyIO-
IKUMCcsl 00pa3oBaHMEM TraMapTOM KOXM, TOJOBHOIO MO3Ta,
cepalia, noyek. KimHuueckas KapTruHa pazHOoOpa3Ha — oT Gec-
CHMIITOMHOTO TeUSHUSI 10 Pa3BUTHUS TIPOTPECCUPYIONIEH OIBIIII-
KU ¥ CTIOHTAaHHBIX TTHEBMOTOPAKCOB.

CornacHO AMArHOCTMYECKUM KpuTepusiM EBpomeiickoro
pecrmupatopHoro obmiectBa (European Respiratory Society)
2010 r., OCHOBaHHBIM Ha pe3yJibTaTax UCCIeIOBaHUI U MHEHUU
9KCIIEPTOB, BBIICISIOT onpeaeseHHbI (definite), BeposSTHBIN
(probable) u Bo3aMoxkHbIi (possible) JIAM [7].

Onpedenennniii JIAM: 1) xapaktepHast win cxogHas ¢ JIAM
KapTWHa M3MEHEHMI B JIETKUX, KoTopash BeIsBiseTcs Tipu KT
Boicokoro paspemieHust (KTBP), u cBoiictBenHast JIAM maro-
JIorMyeckasi KapTMHa B OMoMTaTe JIeTKOro Uiau 2) XapakTepHasi
KapTuHa udMeHeHuii B ierkux rnmpu KTBP B couetanuu ¢ otHUM
W3 CIIEAYIONIMX TIPU3HAKOB: AHTHOMUOJIUIIOMA B TIOYKE; XUJIe3-
HBII1 BBITIOT B IUIEBPAIbHON WJIK OPIOIIHON MOJOCTH; JIUMDaH-
ruojeiiomuomMa; nopaxenue JIAM numpaTuyeckux y3ji0B; Or-
peneneHHbIN NI BEPOSITHBIN TYOEpO3HbIN CKIIEPO3.

Beposmmuoiii JIAM: 1) TUIMYHBIE UIBMEHEHUS B JIETKUX TPU
KTBP u xapakrepHoe KIMHUYECKOE TeueHUe OOJIe3HU WU
2) cxonHas ¢ JIAM kaptuHa usmeHenuit B jerkux npu KTBP B
COYETAaHUU C OJHUM U3 CJIeAYIONINUX TIPU3HAKOB: aHTHOMUOJIH-
MoMa B TTOYKAaX; XWJIE3HBIN BBITIOT B IIEBPAJIbHOM MJIM OPIOII-
HOW TIOJIOCTH.

Boszmoxcnuiii JIAM: xapakTepHast uii HanomuHaomas JIAM
KapTtuHa uaMeHeHuii B jJerkux npu KTBP [7]. Kucro3Hbie us-
MEHEHHMS B JIETKUX, TUITMYHBIE 111 JIAM, TOJKHBI IPUCYTCTBO-
BaTh y Bcex marueHToB. MIx opma, pasmepsi, KOHTYPHI MOTYT
BapbupoBaThcst. OGBIYHO TMAMETP KUCT COCTABIISIET 2—5 MM, HO
MoxeT gpocturath 1 50 mMm [7]. KucThl, Kak mpaBuio, UMEIOT
TOHKHE CTeHKH, OKPYTIJIyIo (JOpMy U paBHOMEPHO pacrpeaeisi-
I0TCSI B HOPMAJIBHOM MapeHX1UMe JIeTKUX.

Tucronornyeckuii nuarHo3 JIAM OCHOBBIBAeTCSI Ha CIELIU-
duaeckoii Mopdoornieckoil KapTuHe (IBa TUTIA TUCTOIOTAYE-
CKUX UBMEHEHUI — KUCTBI 1 MHOXKECTBEHHAsI y3€JIKOBAsI TIPOJIH -
epatiust He3pebIX INIAAKOMBIIICUHBIX KJIETOK 1 MIEPUBACKYJISIP-
HO PacIoIOXKEeHHbIX SMUTEIMOUIHBIX KIETOK) M Ha pe3ysibraTax
MMMYHOTMCTOXMMMYECKUX MCCIIEIOBAaHUI (MOJOXUTEIbHAS pe-
aKIMs Ha aKTUH IIaAKUX MbILII M aHTuTeaa K HMB-45) [7].

B nHauvane 90-X romoB INpH TINATEIbHOM PEHTTEHOJIOTMYE-
CKOM U (PYHKIIMOHAJTBHOM HMCCJICIOBAHUN OPTAaHOB ABIXaHUS Y
naiyeHToB ¢ BIL MbI CTONKHYIUCH ¢ HEPENKUM pa3BUTUEM KU-
CTO3HO-0Y/JIe3HOI TpaHchOPMALIMU JIETKUX, Yallle ¢ UHTePCTU -
LIMAIbHBIMU TTOpaXKEHUsIMU [8].

ITo naHHBIM JIUTEPATYpPbl, HAMOOJIEE YACTO BCTPEUAIOLIM-
Csl peBMaTU4YeCKMM 3a00jieBaHUEM, aCCOLIMUPOBaHHBIM ¢ JIAM,
apnsgercs BII. Tak S. Futami u coast. [9] B rpymie u3 152 xkeH-
ILIUH C 10CTOBEpHBIM JIAM BbIAEININ HECKOJIBKO MALIMEHTOK C
COIYTCTBYMOIICH ayTouMMyHHOIt maTtojorueii: BII (n=2), BIII
¢ aHTU(OCHOIUTTUIHBIM CUHAPOMOM (n=1), CUCTEeMHOIi Kpac-
HOI1 BolyaHKO# (n=1), peBMaTOUIHBIM apTpUToM (n=1).

KucTto3Ho-0ysuie3Has TpaHchopMalus JIETKUX Y MalueH-
ToB ¢ BIII yaie BcTpedaeTcs B coueTaHNN C MHTEPCTULIMAIBHBI-
MU U3MeHEeHUAMU (TuM@oMTapHas MHTEPCTUIIMATbHAS TTHEB-
MOHUS, GOTUKYISIPHBIIA OPOHXUOIUT U 11p.) [2]. B psiae uccie-
nosaHuit npu nposeneHruu KT opraHoB rpyaHoi KJIeTKU MaTo-
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JIOTUYECKUE U3MEHEHUSI B JIETKUX BhISABISIMCH Y 58—90% manu-
€HTOB, KUCTO3HbIe U3MeHeHust — y 12—46% [10, 11]. CpenHuit
pasMep KUCThI cocTaBiisti okojio 16 MM (3—52 mm) [10]. O.
Honda u coaBt. [12] 00HapyXKmI1 KUCTO3HO-0YyJUIe3HYI0 1edop-
Maruio jerkux y 14 (82%) uz 17 naiiieHToB ¢ JTuMGOIUTApHOK
MHTEPCTULIMAIbLHON MHEBMOHMEN 1 TobKo y 1 (2%) u3 44 ma-
LHUEHTOB c JuMdomoii. M3onrpoBaHHOE MOpaxeHHUe JEerkux B
BHJIe KUCT Ha (hOHE HEM3MEHEHHOI JIETOYHOM TKaH! BCTpevyaeT-
CsI HE TaK YacTo.

b1l — xpoHnueckoe ayToMMMyHHOe U JuMmborporrdepa-
TUBHOE 3a00JieBaHNE HEU3BECTHOW ITUOJIOTUM, XapaKTepU3yio-
nieecsl MOpaXXeHUEM CIIOHHBIX M CJE3HbIX Xejle3, Pa3BUTUEM
CHUCTeMHBIX M JuMdorpoaudepaTUBHbIX HapymeHuir y 25%
GOJTLHBIX TIPU OTCYTCTBUU TATOT€HETUYECKN 0O0CHOBAaHHOM Te-
panuu [13]. PasznuuHble BapuaHTBl KHUCTO3HO-OYJUIE3HOM
TpaHchopMa 00BIYHO BOZHUKAIOT Ha (POHE MHTEPCTULIAATH-
HBIX TTOPaXXeHUH JIETKUX, Pa3BUTHE TAKMX U3MEHEHUI Ha oHe
HOPMaJIbHOI MTapeHXMMBbI JIETOYHOI TKaHW BCTpeYaloTCs Kpaii-
He penko [14].

Tpencrasisiem onvcaHre MOJIONOM MAIIMEHTKU, Y KOTOPOiA
yepe3 15 net nocne ne6iota BLL 6e3 nmpru3HAKOB MHTEPCTULIU -
aJIbHOTO TTopaxkeHus Jierkux passuiicst JIAM.

Ilayuenmra T., 29 nem, ne kypum, ¢ 1995 e. (¢ 7.1em) omme-
yancs npumweeunsliil kapuec, ¢ 2002 e. (¢ 12 1em) — cyxocms 60 pmy.
B 13 aem nocae npagocmoporre2o napomuma yCuauaach Cyxocms
80 pMy, NOABUAUCH OMOeAEeMOe 8 Y20NKAX 2Aa3, Pe3b 8 21a3aX, CAd-
60ocmb. Obpamunace 6 HUUP um. B.A. Haconosoli, ede 6vira ouae-
nocmuposana docmosepras BII. Jlannsie o kaunuueckux nposene-
HUAX U 00C1e008AHUSX, KOMOPble NPOBOOUAUCH 8 medeHue 15 nem
Habawdenus s3moil 004bHOU, npedcmaegieHvl 6 mabauue. YpoeHu
anmumen k JIHK, C3/C4-komnonenmog komniemenma u )yHKuus
WUMOBUOHOII Jicene3bl OblaU 6 npedeaax HOpMbl HA NPOMANCEHUU
6ceeo Habadenus u e gnecenvt 6 mabauyy. C 13 aem y nayuenm-
KU HAbA00anuUCh 8biCOKAsL UMMYHON0UYECKAsl AKMUBHOCMb, 00HO-
pocmkosas u dasee 08yXpoCmKO08das yumonenus (aHemus, Aeiko-
neHus), 4mo CyuecmeeHHo 02paHu4ueano nooxodsl K mepanuu.
B ceéa3u c yseauuenuem nepeoneuteiiHbix U NOOHUICHEHENIOCTHbIX
AUMGDamMu4ecKux Y3108 6blN0AHeHa NYKYUOHHAA Ouoncus (peak-
MugHbLll AUMPadenum), a 3Ha4UMeNbHOe YGeaUteHUe CAe3HbIX Hce-
Ae3 U Haauvue HapyuleHuil 6 coomuouenuu k/A-aeekux yenei npu
UMMYHOXUMUYECKOM UCCAe008anul Kpogu nompebosanu npogede-
HUs Ouoncuu cae3nvix dcenes 0aa uckaovenus MALT-aumgombL.
[lpu mopgoroeuueckom uccredosanuu 6uonmama 8bvia6aeHa AUM-
Gonnazmoyumapuasn uHGuUALMpayUs npu ompuyamensHoi B-kae-
MOUHOU KAOHAALHOCMU. Yuumoleas Haauvue cmoukou anemuu u
Hellmponenuu, Ovlau uckarouensvl T-Kremounas nelikemus u3 epa-
HYAUPOBAHHBIX NCUKOUUMO8 U MUeA0OUCNAACIUeCKULl CUHOPOM.
TIposodunoce uccaedosanue muenoepammol, Mamepuala mpenaHo-
buoncuu u T-kaemouHoll KAOHANbHOCMU 8 nepudeputecKoli Kpogu.
Jlannvie mpenanobuoncuu: ckonieHue nAa3Mamu4eckKux KAemox
PeaKmugHo20 xapakmepa 6004b KANUAAAPOS U MHOSOHUCAEHHbLE
makpoghaeu, Hazpyxscennvie eemocudepunom. I[lpuznakos mueno-
ducnaacmuuecko2o CUHOPOMA HA OCHOBAHUU MUEA0SPAMMbL U Mpe-
naumobuncuu He ommeuanrocs. Jlumgonporugepamusnsie u mueno-
npoaugepamugnvle 3a60n1e6anusa uckarovensl. [lpunumas 6o 6Hu-
Mauue Haauyue ONUmenvHol AHeMul ¢ AHU30YUMO30M, NOUKUAOUU-
MO30M, MUKPOUUMO30M, DEMUKYAOUUMO3OM U HOPMANLHBIM YPOG-
HeM dicene3a cbleopomku, Obla NPOBOOEH I1eKmpoghopes eemoznoou-
Ha (Hb). Boisenenst chuxcenue konuenmpauuu HbA do 92% (nop-
ma 97—-98%), nosviwenue codepicanus HbA2 do 5,5% (nopma
2,2—3,2%), namonoeuueckuii yposens HbF — 2,4% (nopma
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HNunamuka KiuHuko-a1abopamoprelx nokazameaneii y 6oavuoil T.

IToka3arenb

Cyx0il KepaTOKOHBIOHKTUBUT
VBesnMueHue CIe3HBIX XeJle3

M3meHeHus ia3Horo aHa
PenmauBupyommii mapoTur
Yeemmuenne OYCXK/ITHUCXK
CTuMynIMpoBaHHasI cMaJloMeTpust (Hopma 2,5 Mit)
[NapeHXMMaTO3HBIN MAPOTUT MO AaHHBIM cuajiorpadhuu
bBuorncus ManbIx CIlOHHBIX Xene3 (> 1)
Tlepudepuueckas aumbaneHonaTms

KT OI'K (0y/n1e3H0-KICTO3HbIE U3MEHEHUST)
MPT Opro1IHO# MOJ0CTH U MaJIOTO Ta3a
Hb (Hopma 120—140 r/n)

JletikoruTel (HopMa 4—9 ThIc/MKIT)
TTanoukosimeprbie (HopMa 1—6%)
Heitrpodunsr (Hopma 48—78%)
Jlumdorurer (Hopma 19—37%)
TpomboruTel (Hopma 150—390 Thic/MKIT)
COD (Hopma 2—15 MMm/4)

OO0muit 6emok (Hopma 66—87 /i)
y-m1o0ynuHbl (Hopma 9,5—19,8%)

IgA (Hopma 0,7—4 r/n)

1gG (mopma 7—16 1/7)

IgM (aopma 0,4—2,3 1/71)

k/\ (Hopma 1,1-2,6)

CPBb (nopma 0—5 mr/m)

P® (Hopma 0—15 ME /M)

AH® (Hopma <1/160)

AnTH-Ro (HOp™Ma 0—25 em/mo)

AnTH-La (Hopma 0—25 em/mi)

no

T (MII + L[D) B/B

D B/M

XJ1opOyTUH per os
MII per os

MuxkodeHonaata ModeTun per os

PTM B/B

2003
+

B

+/+

0,8

>4

96
5,1
12
46
33
381
40
100
50,3

N
+
1/640 h+sp
+
+

+

2 Mr/cyt

4 mr uepe3
JIeHb

Ton
2005 2008 2011
+ + +
- + +
+ _ -
+/+ /- /-
3,2
+ + +
+ _ -
80 89 93
2,0 2,7 2,0
5
20
58
245
50 14 S
89 78
34 31 22,6
5,4
N N N
N
1/1280 h+sp
>200 >200
>200 >200
+ _ -
- 200wmr 1 paz -
B HEeJIeJIo
2 Mr/cyT - -
4 Mryepe3 4 mruepe3d 4 mr uepes
JIeHb TIeHb TIeHb
1 r/cyr
- - +

2017

98
1,6

22
53
209

70
16,5
4,7
11
0,2
3,8
N

N
1/640 h+sp
>200
>200

4 mr uepe3
TICHb

-

2018

104
2,1

18
40
215

78
18,4
4,0
14,7
<0,18
2,6

N

N
1/640 h+sp
>200
>200

4 mr uepe3
JIeHb

-

Ilpumenanue. (+) — Hamuue; (-) — OTCYTCTBHE; TycTas rpacda — ucciaenoBanue He poBoamiock; N — HopMa; OYCXK — OKOJIOYIIIHBIE CIIOHHBIE KEJIE3bl;
MMHYCXK — nogHMXHeYeTIoCTHBIE coHHbIe Xene3bl; OKIT — opranbl rpyaHoii Kietku; P® — peBmartounnsiii pakrop; AH® — aHTHHYKIIeapHBIi hakTop;
B/B — BHYTPUMBEHHOE BBeneHue, aHTu-RO — anTutena k Ro, antu-La — anturena x La.
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<0,5%), 00Hako npu moaeKyAspHOM uccie-
dosanuu Mymayuu 2eHog [-mansaccemuu
He oOHapyxceno. C navana uroaa 2003 e.
nposodunacs mepanusi  XA0pOYMUHOM
2 me/cym, memuanpeonuzosonom (MII)
4 me uepes denv. Ha gpone neuenus omme-
YeHO YMeHbUleHUe CYXOCMU 80 Py, omey-
HOCMU 6epXHUX eK, odwell caabocmu.

Sumoir 2003 2. nayuenmra npoxoduia
cmayuonaproe aeuerue ¢ HUHUP um.
B.A. Haconosoii. B cés3u ¢ bicokumu na-
pamempamu 1a60pamopHoli aKmMuUeHOCmu
npoeodunacs UHMeHCUeHas mepanus, exa4as naasmagepes (I11D)
u nyavc-mepanuto (IIT) dexcamemasonom u yukaoghocghamudom
(LD, 120 u 1200 me coomeemcmeenHo) ¢ y0081emMEOpUmMenbHoi
nepeHocumocmoio U 3ggexmusHocmolo (YMeHvUleHUe PaA3Mepos
nanbnedpanbHoll Yacmu cAe3HvlX Jicene3, CHUdNCeHue unepeamma-
enobyaunemuu). Tlpu evinucke pekomerndogano aeverue X10poymu-
Hom 2 me/cym u MII 4 me uepe3 denb.

OmHocumensHo NOCMOAHHO NAUUEHMKA NoAY4aida mepanuio
0K0410 6 mec (¢ anpensi no cenmsops 2004 ¢.). B meuenue 2oda ne-
peHecaa 00HO ocmpoe pecnupamopHoe 3aboneganue (wmo pedice,
uem 00 npuema eAKOKOPMUKOUOO8 U UUMoCmamuKos). 3a smom
nepuoo ommemuna HeKomopoe yMeHbvuleHue cyxocmu pma, obue
caabocmu, HO ocmasanucs duckomgopm 6 enaszax u avemus (0o
80 e/n). B cenmsabpe 2004 e. npu cmayuonaprom ob6caedoganuu 6
HUUP um. B.A. Haconosoii coxpausnace eunepeammaznodynume-
MUsi, COCMOsIHUe CAIOHHbIX Jcene3 U ena3 — be3 ounamuxu. B uione
2005 e. npu KOHMPOAbHOM 00CAe008AHUU BbIS6ACHA NeliKONeHUs
2,0 moic/mka, nocae ommenst Ha 1 mec xa0pOymuna cooepicarue
JNeUKoUUumos noswicunoce 00 4,0 moic/MkA. Yuumoli6as coXpansio-
wytocs eunepeammaznodyrunemuio 00 34%, nposedenwvt [P u I1T ¢
LD 600 me. B cesa3u co cHudceHuem Ypo8Hs ACUKOUUMOs 00
2,1 moic/MKA pekomeH008aH npuem Mukogenosrama mogemunra 8
dose 1 e/cym. H xoms smy mepanuio nayuenmxa nepeHocusa yoo-
61emeopumenvHo, Cmolikas aAelikonenus Ha ghone npuema muxkogpe-
Hoaama mogemuaa NocAyICUAa NPUMUHOL OMMeHbl npenapama.
C 2007 e. nabarodancsa depuuum noauxaonarvHoeo IgM, napacman
ducbananc k/A-neexux ueneii ummynoerooyaunos. Hasznauen LD
200 me sHympumbliudeyHo, paz 6 Hedearo, KOMopbwlili NAUUeHMKA No-
ayuana 0o mapma 2009 2., nocae ueeo camocmosimensHo npeKpamu-
Aa feveHue U3-3a 8HOBb PA3GUGULENCS NeliIKONeHUU U NPUHUMANA
monavko MII.

B dexabpe 2009 e. 6vira npogedena buoncus cae3Holl dcene3vl
onsa ucknovenus MALT-aumepomvl. Yuumvieas 6vbiCOKYHO UMMYHO-
N02UMeCKYI0 AKMUBHOCHb, GbIPAICCHHYIO AelKONeHU0, 0blaa UHU-
yuuposara mepanus pumykcumaoom (PTM) no 500 me (Ne4) ¢ xo-
pouwum 3hghekmom: yMeHbUUAACy eUNepeammaziooyiuHemus, Ho
coxpansinacy aeikonenus (1,6—2,8 moic/MKa), yposens Helumpo-
dunoe — 0,6—1,1 moic/mrn. B danvneiiwem 60avhas npodoaxcara
npunumams MIT 4 me per os uepes denv, npoeooUAACH YUKAUHECKAS
nododepocusaiowas mepanus PTM 500 me kaxcovie 4—6 mec.

B mae 2017 2. nossuauce 60ab 6 eopae, kauieab ¢ MOKPOMOU
cauzucmoeo xapakmepa. Ilpu obcaedoeanuu 8bicAyWUBANUCH XPU-
not 6 neekux. Hasnauena anmubakmepuanvras mepanus. llpu KT
0p2aH06 epyOHoll KaemKu 00HapyjceHa 0yaie3Has smpusema aee-
Kux (cm. pucynok). Taxum o6pazom, y nayueHmKu ¢ OAUMENbHO
npomexaroweii ummyHonocuvecku axkmueroii bII ¢ 2017 e. enep-
8ble @blsigAeHA 0YANe3HO-KUCMO3HAs MPAHCHOPMAUUs NeCKUX.
boavnas eocnumanuzuposana 6 HUHP um. B.A. Haconosoli, e0e
He Obl10 00HAPYICEHO UBMEHeHUN Npu NPoBedeHUU 3X0Kapouoepa-
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¢uu, uccredosanuu eraznoeo OHa, QyHK-
YUOHANbHbIX HapyuwieHuil (6-munymuas
xo00b0a — 550 m, 6e3 o0bluKU U OCMaHo-
6ok, pSO2 98%). Oonaxo npu KT opearos
2pYOHOIl KaemKU 8 000uX NeeKux, npeumy-
WecmeeHHo cnpasa, onpeoensiniucy MHO20-
YucaeHHble 8030YUIHbIe KUCHbl ¢ MOHKUMU
PposHbIMU cmeHKamu, pazmepom om 10 do
50 mm, Ha @oHe HeuzMeHeHHOU Ne204HOIl
mKaHu, 6e3 04az08six, UHPOUALMPAMUBHBIX
U3MeHeHUll U NPU3HAKO08 OPOHXUANbHOLL 00-
cmpykuuu (cm. pucynok). Ipu maenummo-
pe3oHancroi momoepaguu (MPT) oprowHoil nosocmu u manoeo
masa e HudICHeM noace nPpasoii NOYKU 00HAPYICEHO Namosouye-
cKkoe o6paszosanue do 1,5 cm duamempom ¢ 8KAIOUEHUEM dCUPA —
aneuomuorunoma. Ilo mexnuueckum npuyunam 00AbHOU He Oblla
npogedena 6uoncus AecKux, 00HAKO U3MeHeHUsl 8 NeeKUX U MAA0M
masy ykazwl@aau Ha mo, 4mo nayuenmKa yooeaemeopsem Kpume-
pusam eeposmuoeo JIAM [7].

Oo6cyxnenne. Y Hameil mauneHtku BII meGrotupoBana B
JIETCKOM BO3pacTe M TOJIHOCTBIO YIOBJIETBOPSIIA KaK OTEYeCT-
BeHHBIM [13], Tak ¥ MeXIyHapOTHBIM KiIacCU(PUKAITMOHHBIM
kputepusim bBII, Bxmouas xputepum ACR (2012) [15],
ACR/EULAR (2016) [16]. dpyrue ayTOMMMyHHBIE, a TaKxXe
Mueno- U JauMmdponpoandepaTuBHbie 3a00JeBaHUS ObLIM MC-
KJIIOYSHBI B TIEPUO HAOIIONCHNS 3a MallMeHTKOM. 1 XoTs y Hee
OTCYTCTBOBAJI JIETOYHBIE XKaJT00bI, PELIMINBUPYIONINE THEBMO-
TOpaKC W XWJIOTOPAaKC B aHAMHe3e, OHAKO TaKue MPU3HAKM,
KaK MOJIOJIOi BO3PACT, KEHCKUI1 TTOJT, OTCYTCTBUE BPEIHBIX TIPU-
BbIUEK, a TAK:Ke MHOXXECTBEHHbIE TOHKOCTEHHbIE KUCTHI Ha (o-
HE HEM3MEHEHHOI JIETOYHOI TKaHW B COYETaHUM C aHTMOMMO-
JIUTIOMO# TIPaBOM TMOYKU, MO3BOJISUTH TTPEIITONIOXKUTD HAJIMINe
geposmHozo JIAM (pa3Mmep U pacroiokeHue KUCT UMEIOT He Xa-
pPaKTepHYIO, a CXOIHYI0 KapTUHY), COTJIACHO KputepusiMm EBpo-
neiickoro pecrnmparopHoro oodiectsa [7]. Auarnos JIAM mo-
KT OBbITh MOATBEPKAEH MOcie OUOTICUU JIETKUX MPU BbISIBIIC-
HUM TUMWYHBIX TMCTOJIOTMYECKUX (KUCThI U MHOXECTBEHHasl
y3eJIKoBasi TpoTrdepalivst He3pebIX IIaIKOMBIIIEUHBIX KJIETOK
¥ TIEPUBACKYJISIPHO PACITOJIOKEHHBIE MUTETNONIHBIE KIIETKN)
Y UMMYHOTHUCTOXUMWYECKUX (TTOJIOKUTENbHAS peakins Ha aK-
TUH TJIAAKUX MBI ¥ aHTuTena K HMB-45) usmenenuii [7].
Br110 00HapyXeHO, YTO YPOBEHb COCYIUCTOTO SHI0TEIMATBHO-
ro dakropa pocra-D (CODP-D) u numbaHrnoreHHOro hakro-
pa moBbIlieH y marueHToB ¢ JIAM [17]. Yposenr CODP-D
>800 mr/mMJI — TIpU3HAK, MO3BOJISTIOIINI C BBICOKOM UYBCTBU-
TEIBHOCTBIO U CMENU(PUIHOCTHIO YCTAHOBUTH nuarHo3 JIAM
[18]. 90% cnyuaeB BepositHoro JIAM, nuMarHOCTMPYEMOTO COT-
JlacHO KputepusiMm EBporeiickoro pecrupaTtopHOro oo0IecTBa,
MOXHO OTHECTH K orpeneseHHoMy JIAM, ecau K fuarHocTuye-
CKUM KpUTepUsM 100aBUTh orieHKy COMP-D. Dto no3soJsier
YMEHBILINUTb ynciio ouoricuii [19]. OnHako B HacTosllee Bpemsi B
Poccun onpenenerne CODP-D He mpoBoauTCs.

Hamre HaGmoneHre HamOMUHAET KIMHUYECKUI CIydaid,
onucanHbiii H. Desche [14], B KoTopoM y XXeHIIMHBI 31 roga
C XaJjobaMM Ha CyXOCTb PTa U PELIUANBUPYIOLIAM MapOTUTOM
Ha OCHOBAHUM XapaKTEPHOW THMCTOJOTMYECKON KapTUHBI
b, naHHBIX OUOTICUM MaJOW CIIOHHOU Xeae3bl, HaTuuus
P®, anturen xk Ro, runeprammariobyinHemun oo 29% u
BBIpAXXEHHOTO JUMQOIIMTO3a B aHaIMU3e OPOHXOATbBEOISAP-
HOM XMIKOCTU IMarHOCTUPOBAHO MOPaxXeHHUe JerkKnX B paM-
kax BII. OxHako mpu MOCMEPTHOM MCCIAEAOBAHUU JIETKUX
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ObLUTM OOHApYy>XEHBI TUCTOJOTUYECKHE MPU3HAKU, TUTUYHBIE
st JIAM. DTo O0blT epBbIi TUCTOJIOTUYECKU TMTOATBEPXKIECH-

Hbli ciyvaii JIAM nipu BI.
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Wccnenosanue He UMeJo CHOHCOpCKOIL/'I TIOAACPAKKH. ABTOp])I HECYT ITOJIHYIO OTBETCTBEHHOCTDL 3a ITPEAOCTABJICHUEC OKOHYATCIIb-
HOM BEPCHUM PYKOIIMCH B I1€YaThb. Bce aBTOPbI IPpUHUMAJIN y4aCTUeC B p33p3.6OTK€ KOHLECIIIKWU CTaTb U HAITMCAHUU PYKOIIUCHU. OKOH-
yaTejbHas BEPCUA PYKOIIMCHU ObL1a 01106peHa BCEMU aBTOpaMM.
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