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AHHOTALHA

MopameHne pECNMPaTOPHOA CHOTEME ¥XYALEET NPOrHO3 W NOBLILEET CMERTHOCTE MPH BOEX CHCTEMHLE HAMAMY HOBOCTIAAHTEAL-
HED. PEBMATHYECKHK 3a00neBaHMREX (CHMP3). Beaywme ASrOMHEIE NPORBAEHHA MPH KAAOM 33D0AEBEHHM PAIAHNHE, NOITOMY
THNHHHAR KADTHHA NPH KEXKADH HO30A0MMH O4edb eoeobpasxa. Mpw ecex CHP3 Gonesnt 8 10—20% caywaes aebiomupyer C
MOPAXEHHA AEMCHX, NPEAECTRYR PaIBEPHY TOH KAMHHHECKOH KapTHHE ChoTes Horo 3aboaesarnn. Ha onpesesesHoy 3Tane nopa-
AEHHME ABTKHY MOXET DRTh EAMHCTREHHEM NPOABASHHENM 3300AEEIHHA MAH ADMHHHPOBATE B KAHHMYECKOR KAPTHHE, OMpesasss
TREECTE COCTORMMA. Cpead GoALHEN, HANPABAREMED H3 KOHCYALTALUMIO MyABMOHOADTE N0 NOBOAY HHTEDCTHUMAALHOND Nopa-
AEHMA AR, oR0AD 15% waeoT npossedHs CHIP3, koToppe NOATBepoaasTos MpH CReuMassiod obcwesosasw. B cratee
OOCY #AOTCH OOO0EHHOCTH AMarHOCTHEH CHIP3 © Nnopaxesnes ASTKN, 3 TAKAE NOKIIAHMA K EDHOYALTIUWM pessatoaora. Pac-
CMOTEEHE KAKMEBEE KAHHHYECKHE CHMMTOME, YEAIHBADNHE HA BOIMGKHOES DEBMATHYECKDE 3aboreaanms ¥ GOALHEX C nopa-
AEHHEM ASTEHX. [TpHBEAEHE AZHHEE MO OCHOBHEM UHPEYAHDYIOWHM Y TOAHTHTEASM, BHRBARSMEM ¥ BonbHER CHIP3 B cepo-
ACTHYECEHX TECTAX B NOBGLIWEHHLEX THTRAX, W A3H3 HHTERNPETAUHA MOAHTHEROCTH TecTa. DOCyaacHn BONPOCH TERMHHOWITHH
B OTHOWEHHH HeawfiepesUMpOBAHHEN 3aD0AEBAHHA COBAMHHTEABHON TKaHH C HHTEDCTHLHMAALHERM NOPEEEHHEM AETKHX, M-
YEPKHYTE UEAECO0GpaiHocTE NPHMEHEHHA TEPAMHHE (HHTEPCTHUMAALHER MHEBMOHMRE C 3yTOMWAMY HHEMK nprEHacaad AHMs.
MNpHBEsE HE KAHHWHECKER XapaKTEPHCTHEE M KAaCCHEmHEE LHoHHEE kprTepin AN OBoysaanTos BoNpock NPorsoaa M HOOoAcE
HHTERCTHUHAALHEN MHEBMOHHA Pa3HoR ITHOAOMH, 3 TAKOKE BAKHOCTE MYABTHARCLHNAKHADHOND NOAX0AS K BEASHHID DoakHEX
CHP3 C nopasesses AeMKHX, KOTOPSA NDBEIWAET KSYErTBD AMArHOCTHEH, AAEKBATHOCTS TEPANHH M YAYHLIIET Ka¥ECTBO AHIAHH.
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CADES ] CHETEMHEIE HAYHOBOCIT, PEBAMITHYECKHE MR, PECITHDETODHAR CHOTEMS, HHTEDCTHLMEAL-
HOE MODEREHHE ASTKHX © 3 Y TOMAMYHHBIA T3 HEKE A
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Damage to the respiratory system worsens prognosis and increases mortality in all systemic immunoinflammatory rheumatic
diseases (SIRDs). Leading pulmonary manifestations in each disease are different, so the typical picture of each nosological entity
is very peculiar. In all SIRDs, the disease starts with lung involvement in 10—20% of cases, preceding the expanded clinical pre-
sentation of a systemic disease. At a certain stage, lung damage may be the only manifestation of the disease or predominate in
its clinical picture, determining the severity of a condition. Among the patients referred to consultation with a pulmonologist for
interstitial lung disease, about 15% have manifestations of SIRDs that is confirmed by a special survey. The paper discusses the
diagnostic features of SIRDs with lung involvement, as well as indications for consultation with a rheumatologist. The key clinical
symptoms indicating a possible rheumatic disease in patients with lung involverment are considered. Evidence for the main circu-
lating autoantibodies identifiable in high titers in patients with SIRDs in a serological test is given and its positivity is interpreted.
The issues associated with the term sundifferentiated connective tissue diseases-associated interstitial lung diseases are discussed;
the expediency of using the term =interstitial pneumania with autoimmune signs (A5 is emphasized. The clinical characteristics
of and classification criteria for AlS are presented. The prognosis and outcomes of interstitial pneumonias of varying etiologies, as
well as the impontance of the multidisciplinary approach to managing patients with SIRDs and lung involvemnent, which improves
the quality of diagnosis, adequacy of treatment, and quality of life, are dealt with.

Keywaords: sysfemic immunoinflammatony rheumatic diseases, respiratory system, interstitial pneumonia with autoimmune signs.

AHI — ayrosMMyHHEE TPHIHAKEH HICT — scandwpeporunposanioe 3afoicBaHHe COCIMHRTE -

AT — aprHmeaa HO# TRAHK

ayroA T — ayroanTHTem@m HCHIN — secncusdwscckan MHTCPCTHIHANLHLA MHCBMOHHS

ATIHUIT — AT x usknHHCCKOMY THTPYLIHHHPOBAHHOMY [IPO- 0T — oprasszy sOMOASCs HCBMOHRS

TEHHY MMM — momasmoeT, 1 pMaToMHo3ET

B — Goncawms lerpena PA — peesamomams apTpaT

MIPE — racrpossodarcansHed pedusose P31 — peamamitccxoe mbanceanmc

JAT — nudwbyaskic aTkBcORSPHEE resMoppare CHP3 — cHCTCMEEIC HMMYHOBOCTIAMHTCIEH B PCEMATHYCCKHE

H-HILT — mowonareeccksee HIT aboncEanmnn

HI1 — muTepeTHoHAnsHLE MTHCBMOHHS CKB — cucremuan KpacHas BOTHAHER

HIN — serepeTinBansHEE MOPAaXEHMAS JE K CICT — cucmaxzos 3aboncEaHRE COCAMHMTEARRGN TEAHH

KTBP — xosnsomepHan ToMorpads BLICOKOND PAspeisHMs CCJT — cmeremuan ckneponepMms

K@K — xpearurdocdormmaza OIIT — hyHEIMOHATLHEE FETOMHEIE TECTE

JIAT — aprepuanesas AeroqHas THIEPTOHHS ANA — apmuagepuse (anmuwyrncapuue) AT (anmasyeneap-
il haxTop — AH®)
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Ay AT HAHCLIHIAH HAD HEE MPOBABME PEBMATOADTHA H YA BMOHOADTHH

CHCTEMHEIE WMMYHOBOCTIATHTENBHEE PEEMATHYECKHE
zaboneranun (CHP3I) xapakTepusyioTca THCperyaamHeH HuM-
MYHHTETA C PAIEHTHEM AVTOMMMYHHED PEAKITHN, IPOARIAI-
mxca uMpkyasuHed ayroanremen (ayToAT), W mvayHo-
onocperosaHuoil opranuoit naronormeii. K nanbonee M-
HHYECKH SHAYHMEIM MPeICTABNTENAM TOH rpy Nkl Gonezuei
OTHOCAT PeEMaTOMIHEG aprpuT (PA), CHCTEMHYIY KDPACHYID
ponmuansy (CKB), mporpeccupyiommit cucTeMusifl cxnepos
e cheremuyin cineponepsiie (CCH), nonssuozer/oep-
sarosuoanT ([IM; M), Gonesus [erpena (BT # cveman-
Hoe mbonenanue coenuuuTentHoi TRanu (C3CT). Mopaxe-
uuA pecnimparopuoro Tpakta npu CHP3 scrpeuarores uacTo,
B 50— B0 ciyuanx, M OTHOCATCA K XADAKTEPHEIM MPOARIEHH-
M, KOTOPEE NPHBOIHT K BRPAKEHHEM CTIYKTYPHO-(IVHE-
IHOHATEHEM HADYIIEHHAM OPraH0n TRXAHHE, CHIKEHHID
TONEPEHTHOCTH K H3HUeCKO HArpy3Ke, KAUecTEa XHIHH B
obmero yposus spoposks. [lopakense pecnHparopHoi cH-
CTEMEI YXYIILZET MPOTHOS M NOBRIIEET CMEPTHOCTE NPH BCEX
CHP3 [1].

Bce apaToMHYeCKHE OTIENM PECIHPATOPHOID TPAKTa
MOTYT GETE BORNEYEHE! B CHCTEMHEIR MPOLECC: NHXATETEHEE
MYTH, IEBRA, MAPEHXMMA, MEITITE, YUACTEY IIIHE B AKTE k-
XAHHH, CKENET IPYIHON KNETKH M NeroqHse cocyis. K oc-
HOBHEIM CHHAPOMAM NOPEKEHHA DPECIMPETODHOTD TPAKTA
mpr CHP3 oraocar mespur (cyxodl MM 2KCCY IaTHEHEIR),
obnHTepupyonmi GPOHXHOIHT, HHTEPCTHIHANEHEE [I0Da-
wennd nergnx (HILT), middwznee anspeonapuie reMoppa-
rie (A, mecdyacnno nuadparsvsl B IBEXETe TEHBX MEIILL,
JNETOYHE BACKYIHT, APTEDHATEHYID TEMOUHYD THIEDTOHHI
(JIAT), TpomboombonHueckyio GoneiHs, 0OCTPYKTHEHYIO G0-
NE3HL, 3 TAKKE ACTHPAIHOHHYID TTHERMOHHID/ TTHEBMOHHT,
PAINTHYHLE NEMOYHEE WHEKITHE H AT0KAYECTBEHHEIE HOBO-
obpazopapna. YacTs 3THX CHHAPOMOE CBA3AHA COOCTREHHOD C
CHP3 (nopaxense mapeHXMMEl WK TENDMHEN COCVIOR, THC-
dwnEma THahparMe |1 ap. ), PASEHTHE PYTHX HMEST BTODHY -
Heil xapaxrep (nerounre waderirnn, omyxonu). Ona CHP3
XAPAKTEPHD COUETAHHE PAITHUHKY CHHADOMOR NODAXEHHS
pecHpaTopHoro TpakTa. CnexTp KIHHHYECKHK NOARTEHH
npu CHP3 npusmepro oguHakon, onA Kaxnoro 13 sabonesa-
HHH XapakTepHa CBOH MOIENE OCHOBHON NerouHoi narouno-
. Hawbonee smaummie mas ocuosuex CHP3 nerounme
CHMIOTOMOKOMITIEECH NMPHBENEHE B Tadn. 1.

Bemyimme nerounsie NpoARIeHHA MPH KA oM sabonesa-
HHH DATNHYHE, I0ITOMY THITHUHAA KADTHHA NPH Kanoid Ho-
30M0THH oueHk ceoeodpaiua. Tax, mpu CCJI nopaxenwne ner-
KHX YaCTO JOMHHHDYET B KIHHHUECKOH KapTHHE GONE3HH W
SARTAETCA NPHYHHON CMEPTH; OCHORHEE MPOARTEHRA, CAVER-
e mpuumioi cvepri, — HIUT w JIAT. [lpsn CKB s ne-
rOYHEE CHHAPOME PAIBHBAIOTCH PEIKO, NPEBATHPYET NOpa-
WEHHE IUIEBPE B DAMKAN IIOIHCEPOEHTA, ONHAKD HMEHHD IPH
CEKB perpeuaworea JAT — camoe cnoxHOe MM KYPALHH CO-
cromuue. ¥ Goneuex PA u BII wacto pomnexamTcs geixa-
TENLHEE MYTH (GPOHXHONHT H GPOHXOIKTAZH), B TO BPEMH
kax mpu JIM/TIM sosmyxoHocHER MVTH CTPaTaT peaKo, Go-
nee xapakTepso pasentHe HILLL JIna xnuaxgeckod mpakmi-
Kk Hanbonee 3HaumMeMH ArmAoTes HIDUL, xotopre npen-
CTARMEHE B CIEKTPE JENIYHEX NOPAKEHHNA BCEX PEBMATHYE-
crHx zabonesanmit (F3).

MopaseHns NETKHY, ACCOIMMHPORAHHEE C ONPeIEIEHHE-
s CHP3, 3naunTenkHo DASTHYAKTCH BPEMEHEM DASEHTHH OT
HayaAna 3abONERaHMA, XAPAKTEPOM MODEKEHHI TErKHX B HX
THRecThi0. TIOpAREHHA NErkHX BOGHHKANT Kak B nefioTe, Tak
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Tabamua 1. CnexTp HaWBOAEE YACTLIX AETOMHLI NPORBAEHHA
CHCTEMHBIX 3300ACBAHMA COBAMHHMTEALHOR TKaHH [2]

Mposmncuns  CCAL PA CKB  CICT Bl T
Jrparens-

HEIC TTYTH - ++ + + ++ —
I 4+ 4+ + ++ o+
IMncepur — -+ te + + —
JIAT +++ — - -+ + +
JAT — — - — _ _

H UEPE3 MECALE M TOIH ¥ [LTHTENLHO GONE0mrm, MMEDIHX
pazeepHYTYI0 KapruHy Goneznn. Ha onpenenennom stane 6o-
NEIHM MOPAKEHHE JETKHX MOKET ORITH ENHHCTBEHHEIM IIPO-
ARTEHHEM 33001EBaHHA WIH JOMHHHPORSTE B EJIHHHYeCKDR
KAPTHHE, ONPEIENHAd THMECTE cOCTOAMMA. BupaxenHocTs
MPOARTEHHA BAPEHPYET OT GECCHMITIOMHEIN, CVOETHHMIE-
CEHX WIH MELTEHHO TPOTPECCHPYIONIHY BEAPHAHTOR 10 YTPO-
EADIIMX KM3HH OCTPEIX moBpexnenni mercmn. CyDimmmme-
CKHE NIETDYHEE NPOARIEHAA HalTIOIaRTCH YAIE, YoM KTHHH-
YECKHM OUEBMIHEIE, OCODEHHO MPH XPOHMUECKOM TEHEHHH.
Mpn scex CHP3 Gonesns 8 10—20% coyuaer meGiTHpYET ©
MOPLKEHHA TETKHX, MPeTIIECTEYA Pa3sBeEPHYTOH KIHHHUeCKOH
KAPTHHE CHCTEMHOMD 3abonesanna. [IpyH amoM GOMLIIAA Y3CTh
MEATONOTHH HE HMEET XAPAKTEPHEIX CIIELMGHIECKHX POARTE-
HHil M OOYCIORTHBAET HeOOXOIHMOCTE TPYIOEMKOH pafoTel
no mudieperumankHoil guarnocTike. B wnmmmueckod kap-
THHE NOPIKEHMA JETKHX BEAVIIMM CHMITTOMOM HEIHETCH
OIHILIKA, PEXE — KAIIEN: H XPHITEL B JIETKHY, GOIH B TPYIHOR
knetee, Koropse npe CHP3 cagsann ve Tookko ¢ naronormeit
PECIHPATOPHOID TPAKTA, HO M C APYTHMH MPOHRIEHHAMH CH-
CTEMHOCTH — NOPAKEHHEM cepaia, cocynos u ap. [epude pu-
UECKME AKPOLHAHOI, NMANTLIE B BHe GapabanHEX Nanouel,
HOITH B BHIE YACOBELX CTEEO BeTpedwamoTea penko. B canam co
CEYIHOCTERD, HECTIEHGHYHOCTED M ZAMACTYI0 TIOZTHHM [Mo-
AETEHHEM ETMHHUECKHN TPHIHAKOE TOPEKEHHA TETKMX HH-
dhopManHa, nomyYaEMad NpH GHIMYECKOM  OCIETORIHHI,
HMEET BTOPOCTENEHHOE IHAYEHHE [UIH CBOEEPEMEHHON mHa-
THOCTHEH NopaxeHus nersux npu CHP3.

lNoka He NOABMIHCE BHENEIOYHHEE KTHHWUECKHE CHM-
oM yerasoauTs guarnos CHP3 tpyouo. B 1o xe spema
cpenH GOMIEHEN, HANPARTAEMEIX Ha KOHCYIETALHID TYIEMO-
nonora no nosoay HILT, oxono 15% vxe MMEIOT MpOARIEHMH
CHP3, xoTopoe MOOTEEPRIAIOCE NPH CISIHATEHOM 00CTe-
nosaumy [3]. Tpr nuuavegeckom Habmogesms B Teuenqe 10
ner GonsHEX ¢ H3omHpoeaHHEM HILT kaprana Thmmaaoro
CHP3 paspopaumpaerca v 19%. [Nonaramor, yro ara umdgpa
Brime, M Ha npakTHie oT 20 no 30% Goneaen ¢ MTUT nuenT B
ocuope nopaxenna nerkux CHP3. Tps smynsmvoscimmom-
HAPHOH KyPalHH, B TOM YMCIE PEEMAETONOTOM, GOILHBX C
unnonamigeckuyy HITT (H-HIUT) npouent srsnnenns na-
mmerToR ¢ CHP3 nossmraerca. DNonwuaeail onsr coamectroi
KYPAUHH MyAEMOHNIOTEMH, PATHOAOTAMH H PEEMATOIOTAMH
peex Gomsaex ¢ MI, manpantennix B mpodiikHyI0 Ty Tk
MOHOIOTHYECKYID KIHHHEY, MoEazan, uto v 50% GomsHeEX
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NPOM30IUIA CMEHA THATHO3E, IIPH 3TOM HIMEHEHHE TEDAITHH
pexoMennopano 0% OONEHEIX C CHCTEMHEIMH 3a001eBaHHA-
MH ¥ 27T% OOIBHEX C WIMOMATHUECKHMH HHTEPCTHIHATEHE-
wu mHepMoHHAMH (HIT). JTor oneT nposemoBcTpHpOBAT,
YTO MYIETHIHCHHIUTHHAPHEG OOXOI K BEIeHHI0 DOIEHED
MILT noBRMIZET KAYECTRD THATHOCTHEM, ATEKBATHOCTE TEpa-
MHH M YIVYINAET Ka4ecTBD ¥M3HM GoneHeX. Hysmo pexo-
MEHA0BATE obasaTensHoe obenegonaume Gornsroro MILT xax
PEEMATOIOTOM, TAK H IyNEMOoHOmoroM [4].

HMamenenne muarmoza ¢ HILT ga HTLT-P3 y 28% Gonsaso:.
B cpaan ¢ pocTHmeHMAMH B H3yueHnH narorenesa CHPZ u
EHEIPEHHEM HOBEN METOIOE THATHOCTHEN H IEKAPCTEEHHED
NPEMapaTos B NEYEHAN 3THX TRRETEX Goneaned yIanocs no-
GHTECA OIPERENEHHEIX YCNEXDR. DT0 HAII0 OTPAKEHHE B H0-
fee MMHTeNBHOM COXPAHEHHH TPYIOCNOCOGHOCTH, YIIydime-
HHH KiYeCTEI XKHIHH, COUMATEHOR ATANTAIMH M BROKHERE-
MoCcTH BonkHEN. B nevennn P3 g wacTosmee spems neayinan
POUIE NMPHHALIERHT JEKAPCTECHHEIM CPEICTRAM, HIMEHTID-
s (yyuiaomms) Tedenne bonesnn — GasMCHEIME TPO-
THROBOCTIAMHTENEHEIMH Tpenapatas. Jledenne © npHMene-
HHEM ITHX NPENEPATOR M0IBNIAET CHHIHTE AKTHEHOCTE B0-
AE3HH 10 MHHHMANLHOA HIH D100HTECA PEMHCCHH, 4 TAKKE
FAMELIHTE nporpeccHporadue. CHHTeTHUECKHE GazHCHEE
NPEMaparTsl, B YACTHOCTH IMIDKOKOPTHEOCTEPOHIE H HMMY-
HOCYNPECCOPE, OTHOCAT K NPENIEpaTaM NEPROro PANA; OHH
NPHMEHAIOTCH TARH0 B MX MhHeKTHEHOCTE M NEPEHOCHMOCTE
XOpOIno HIyueH. Bronormueckse (reHHo- HEKEHEpHEIE ) Da-
IHCHEE MPEMAPATE NpHMeHmOTCH okono 10 net 1 ux sHenpe-
HHE KAPIHHATEHO VIVIIHIG 00 nmHe nexons Tosensx P3 [5].

Hapamy ¢ ycnexamu 3a nocnegHes QECATHIETHE BOZHHK-
N0 HECKOMILED HOBHX NMPpOGNeM HA CTHKE PEBMATONOTHH M
MY IEMOHOIOTHHE, Tpelyiommx uayuedmus ¥ pemmennd. B uacr-
HOCTH, K 3THM MpoGieMaM OTHOCATCH CBOEEPEMEHHAH IMa-
ruoctka I, accommmporanmux ¢ CHP3, a taoke nma-
ruocTHra M kypanus HIL v 6onenen ¢ nemddepentmpo-
panusmn CHP3.

Ocotemoctn muarmocTaks CHP3 ¢ nopamenmes mersmx.
B spaumTensHo# cTenend HoBEE nonxoasl K Tepaman CHP3
OKAIATHCE YCIEIHEMH B CEAIH C HAYATOM JEYEHHA Ha PaH-
HHX CTAIMAX, MOSTOMY NMPaBWIEHAA W CROEBPEMEHHAN IHA-
FHOCTHEA NPENCTARTHET PEATEHE [y TE YAVULIEHHA POTHO-
T ITHX TAKENRIX 3A60IEBAHHA H HMEET KIIIEB0E IHAUEHHE
oA Gomksoro. ¥ GONEHOID C YCTAHORNEHHBIM AHATHOZ0M
CHP3 prABRneHHE M TEYEHHE NOPAXEHHA NEIKHY OCYIIECT-
HIAETCH B PAMEAX COOTEETCTEYIMINX KPHTEPHER H ANTODHT-
MOB, HATKGKEHHEX, B YaCTHOCTH, B OTEYECTREHHEX PEKDMEH-
AALHAX N0 PeRMATOIOMMH [6]. 3HAUMTENEHO CIOKHEE BRISC-
HHTE NPHYHHY NOPaseHME Nersux B onygasx nebora CHP3 ¢
AEMOYHOTD CHHAPOMA HWIH NPH CyOEIHHHYECKH IPOTEKAN-
mes CHP3, ocobenno v Gonsueix HILT. Mudwhepemmam.-
wan mrarvocTiEa Meaay M- HILT w MTUT opr CHP3 saxua B
CEBAZH C TEM, YTO NMPOTHO3 NOPAKEHHA Terkmy v Gonsuem P3
NpH COOTRETCTEYIOMEM NeveuH myuine. [Tockonsky y 6o
uex CHP3 micTonorimyeckas Mogeis NOPAKEHNA MAPEHNH-
MEI HE ONPETENAET Hexo (Kpose GonkHEN ¢ PA w OHIT), us,
KaK MPAEHo, He MOKA3aHa XHPYPradeckas GHONcHA TErkon
A BEPHHKAITHH THATHOG,

OueBMIHO, YTO KINYER0H MOMEHT B OLEHKE BCeX OOk
e ¢ H- HIUT — yeranonnense nprumnHe 3abonesanmna. Sror
MOMEHT HACTOIEKD BEKEH, YTO DACCMATPHEAETCH KAK MepBRI
AT B MPHMEHAEMOM B HACTOAIIEE BPEMA ANTOPHTME THATHO-
crukn H-HIUL, npemnosennom ATS/ERS 5 2015 1. [7]. Co-
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[NACHD ITOMY AATOPHTMY B CAYYAdX JTHArHOCTHUECKON He-
onpeneneHHocTd ¥ osaix HILT 8 nepeyio ouepent Heobxo-
mivo mesmounTs CHP3. [Mostosmy v BoNBHEX ¢ NOpakeHHEM
MErEKHX BAXHD HMEThH HACTODMEKEHHOCTE B oTHomeHHN CHP3
M yrnyGaeHHo ux 00CAeI0BaTE A WCKTIOMEHHA «CHCTEMEO-
cTi=. B 3ToM mane peKOMEHTYETCH OPHEHTHPOBATECA Ha TH-
MHYHEE KTHHHYECKHE CHMITTOME B XADAKTEPHEE Y TOHM-
MyMHEE Hapymmenns (Tabn. 2, 3), KOTOpEIE MOEHO BESENTE
NPH THETEIEHOM CO0pe aHaAMHE3 W/ HTH npu ocMoTpe [B].

K npyram aaboparopHiEM TECTAM, MONEIHEM I8 THA-
THOCTHEH CYORIHHHYEC KM MPOTEKaIMy cucteMusx P3, or-
HOCAT OnpeneneHie KpearuHpochoniass (K@OE), ypope s
KOTOPOil  NMOBWMINEETCA TIPH  BOCHATHTETEHEX  MHOIATHA.
Yposens K@K moxer GuTh: HOpPMATLHEIM OPH AMBOITETHYE -
CKOM ESPHAHTE JEPMATOMHOIHTA, HO ¥ TAKMX BOMBHED MOEk-
IASTCH KOHUEHTPAINA anknoiass 8 kposn. [lockoasky noe
CHP3 conpomosmanTcs paccTpoiicTRAMH MHKDOLIMPEY -
LHH, UENeco00patHo NpORSIEHNE BHICOKATHUIAPOCKOIHH
HOTTEROrO Moka Kanmwuspockonma AnmsmeTcHs QOCTYIIHEDM
HEHHBATHEHEM METOIOM, TOCIBOIHIIINM OHCTPO BRANNTL
HAPYIIEHHA MEKpOUHpKyramEH, kotopse opr CCIH u M/
MM soryT GLITE HACTOILED CTIEHMHYHEIMH, UT0 HMEIOT TH-
ArHOCTHYECKDE 3HaueHie (cum. painen, nocesue st CCIT).

Tatramia 2. KAOYEBRIE KA HHHUECKHE CHMITTOME], VK33 6B~
wHe Ha BOIMOKHOE P33 ¥y DOALHEIX C NOPAKEHHEM AETKHX
[mo 9]

Opran

Mepsdep-
HCC KA 1T
Ky AL

Oenosnnie nposaacHmm

Deromcn Peiiro — snmsoam npexomamcit
MICMIH BCACACTENC THIHMTATEHOND BA30CTIAIMA
H CTIA3MA APTCPEOT [0 BTHTHICM X0IT0aHOGH
TCMICPATY PH M 3MOLIHOHLTEHOND CTCCC,
[MporaascTon HIMCHEHHEM [BCTA MATLIICE
{ mofeaE HHE— NOCHHCHME— MOKPACcHCHIE )
IMromseb oTek NABECE KACTCH
Crnepogarrimms
Jpmamnssne pyOsmmmn o/ S3e0Ks
Teacasrnzxrazmm
L psaroTsH0-pos0BEEIC AT TH HAT NECTHO-
PAmAHrOBREME B MeX(RTAHNOBEIMH CYCTABIMM,
HAT TOKTEEEME M KOACHHEME CYCTRBAMM
{cemrrrom FoTrposa)

Cyxan menymamancs, ¢ TPeNHHKIMI KOXa
PV {SPYER MCKAHMKES )

JInnoneii nepropd HTATEH R OTCK
{+ IO POITHE s OTCE)
POTOMYBECTEHTENEHOCTE HAN oTonepMaTos
SpsToMa KoK BCPXHCH 9acTH Ty I0BHIIR
{B 0BMACTH NCKOILTE M HAT TOMATIIME
N0 THITY «IIATH )
lNesopparmseckse BrcRnaHs (mypoypa)
Heawmaporcunas (ocoberro osarosas) anoncmus
CyxocTs PTa 1/ WIH rias (KoopoCTOMEA, KCTpo-
pTATEMKE, KCPATOEDHBIHKTHERT)
3w cnnancToil obonouks pra

Aprpanran 1 aprpaT (ocoBCHHED NPRTYEI0CTE
MEJTEHX CYCTAROE )
¥Yrpeaman croBAHHOCTE Bonce |«
Boom w/mmm cnaboeTs B MEIIIEAX [MPOKCHMATEHEDR
OTIEI0R KEOHEYHOCTER

Juedarss mpe ramosMofeasHOCTH THIICB0mm
Henocraroarocts kapmus FIPE

Hpumenanue, KKT — meaynouno-kumeanmit tpast; (9P — ra-
cTposndarcansrkui podunok:e.

CanzneTaic
obonoasm

Cycmane

Mtz

EET

TEPAMEBTHYECKIMA APXHE 05, 2017



Ay AT HAHCLIHIAH HAD HEE MPOBABME PEBMATOADTHA H YA BMOHOADTHH

Tafama 3. OCHOBHEIE UMPKYAHPY IMHE AYTOAHTHTEAD (ayTo-
AT), BLEBASEMBIE B CEPOADTHYECKHY TECTAX B MOBLIIEHHLLX

TuTpax [no 10]

HII'I.'C[!II'I'FI':'I.'J.IJ,I‘I.'I MO HTCARHO M
TELTd

Hecnemadwrareii noxasamens,
HO BRICOKHE THT[H 3CCOLMMPYRIT-
ca co muorime CHP3

Hecncmadwraseii noxasarens,

AyToAT x anTHreHy

ANA (AH®) B pricoxom
Turpe (Tarp 2 1:320)

Brrcosne Tarpes Py

{260 MEsn) HO B BEICOKHX THTPAX
accoummpyerea ¢ PA, BLLI

ALILI Crocumadermsi mapxep PA

K asyenupansnoi JHEK Accoummpyerea ¢ CKR

K Smith-asmarcay (arme-5m) Acooummpyerea ¢ CKB

K pufonyxnconporemsy Bricoxsee THTPE accOUMBpPYOTCE

Ul{asms- RNP-T0) co C3CT. Berpevactea npn CKRB

K La/S5-B Accommapyeores ¢ BIL

K Ro/S5-A Berpesactea npu seex P3, same

mps L1

K Tonossoscpase- | (scl-70) Creundurmeit mapsep CCIL

ANA (AH®) Accomapysores ¢ CCJL

AxrnucuTpoMepHeac AT

(ALLA) Creusdwrreii mapsep CCI

K U3-pubosysnconpomeamy Accommapysorea ¢ CCI

K Pm,5cl ACCOLHEPYEITCH © MEPCKPECTHEM
curnpaonos CCI-TTMIM

Aprncunreraanse AT Muoasreneumdwmeckne ayroAT,

(mcmoman Jo-1) accoupmpyeores ¢ IM/TTM (anmi-

CHHTETAIHEN CHEAPOM)
K MDA-5{CADM) ACCOLMMPYIOTCH ¢ KIHHEHSCCEKH

AMMOMATHACCKHM ACPMATOMHOIH-
TOM EI‘MEHI
Hpumewamue. AT — anmerena; PO — peevaronnseni dakxrop; ANA —
aHTHAnEpHEE (anmaHyEnmcapHic) AT (anmaayocapsed dasrop —
AH®D); AL — AT & usscnsscckomMy [HTPY TTHHEPOBAHHOMY [TPO-
TCHHY.,

[Np# ouenxe pecmparopuoil cucTeMe v Sonsaex P3 Takcke
WIHPOKD HENOABIYVIOTCA BOCTHREHMA, MOMYYeHHEE TPH HIY-
UEHHM NEMUHBX zabonesanuil apyrod orwmonorum. Tlpe
TPAKTOBKE THCTONOMHYECKOH KADTHHE NOPAKEHHH TEPeHNH-
MEl JETKHX OCHOBHBAIOTCH WA CTARMEH MYTETHIHCIHILIN-
sapuoit knaccudwrammsn M3, [na oueHkH BRpaxeHHOCTH
M THEECTH NOPLKEHHA JNETKHX NPHMEHAETCH MYJIETHCIH-
PANEHAR KOMIEOTEPHAA TOMOTPAhHA B COYETAHHH C QyHE-
ITHOHATEHEMH TerouHEMH TecTaMmH (@JIT) u ap. B coaan o
Tem uto guardos CHP3 pomsen Geme sepudmumposan cre-
UHATHCTOM-PEBMATONONOM, KIOYeRRM daxTopoM npr pas-
Heil IMAMHOCTHEE AIIHETCH KAK MOXHO OO0Iee paHHEE Ha-
MparneHHe GOILEHOTD K peBMaronory. (JCHOBAHHMA 1IA Ha-
NparIeHHA GOMBHOMD K PEEMATONOTY NpHBEIeHE Hixe [9].

MMoxazanma K KOHCY IETAMH PEBMATOA0T

1. Kenmmue, ocofenno monoxe 50 neT, NoCKOIEKY IpH
BONEIHECTEE CHCTEMHEX P'3 npepanupyor XeHIIHHEL

2. Boe manMedTsl © BHETETOUHEMHE NPOCARTEHHAME, KO-
Topeie serpedanTed npi CHPI (em. Tabn. 2).

3. Bee emygan HCHIT, msadeoiinraprodl IMTHeRMOHME HITH
apyrie HIUT ¢ sropHuskiMe rHCTONOMHYECKHME MPHIHIKA-
mu, BcTpeuannmyvuca npp CHP3 — nopakenwe nnesph,
IUIOTHEIE TIEPHBACKYIAPHEE OTHMEHHH KUIEATEHA, THMbO-
MIHEE ATPEraThl © 0OPA30BAHMEM MEPMHHATEHENX HEHTPOR.

TEPAMEBTMYECKMA APXMB 05, 2017

4. Bonkueie ¢ nozumHEHOCTED no AHMD >1:30, ¢ uyxme-
QIAPHEM THIOM cRederHa AH® npr modom Terpe, win PO
(=60 ME/vn), mnn mobee apyrue aytoAT, cneusdemnie
mna CHP3 (em. Tabn. 3).

Hemnddepemmponannoe 3abonessume CoeTHHHTETRHOH
Thamn (HICT) ¢ npepvymecTeeansM nopamennes nero. Or-
HOCHTEILHO HEganHo B rereporenHoil rpynne Gomsasn ML
HAPHATY C HIHOMEATHYECKHMH (POPMAMH H ITHEAMOHHAME, 3CC0-
umppomanueive ¢ CHP3, cranmn pepensTe HOBVIO rpyimy
BONBHEN © BOMHHHDYIOUHM TODEKEHHEM TETKHX, KOTOPLE
OIHOEPEMEHHD HMEKT OIHD WIH HeCKOIEKD PeRMaTHUECKHX
MPOSENEHAA M MOZHTHEHOCTE 10 OTAENEHEM AVTOHMMYHHEIM
nokazarensaM. [TonaramwT, yTo TaKHe HeONPEIe e HHEE C M0GH-
Ml HOBOMOTHYeCKoil CAMOCTOSTENEHOCTH 3a00MeEHHA Co-
crannmoT 25% ot poex cmyuaen I [11]. Bonmemeo ¢ HILT »
npHzHakamy P3 W He VIORNETBOPAIIIMY KPHTEDHAM OIIpes-
nenworo P3, pacemarpusanT gax Gomsaex ¢ HICT s knac-
CHIPHIMPY 0T 20 3a00nesanne kax « M1, acconmmporanioe
¢ wemaduhepermmporanHsiv CHP3s (undifferentiated associ-
ated ILDY), ecucremuoe 3abonepanme ¢ IOMHHHPOBAHHEM (10—
pasenma mercis (lung-dominant connective tissue diseasze)
W «HIUT ¢ ayToHMMYHHEMH NPHIHAKAMH: | a0tolmmune-
featured ILDY). Cymectayer ne menee 4 pasHiX KPHTEPHER TH-
ArHn3a 9TOND COCTOAHME, KOTOPHIE YACTHYHO COBITATAKT.
[pyninel GONEHED, KOTOPEE BEIOUANTCH B HCCIEI0BAHHA Ha
OCHOBAHMH DEEHEN KPHTEDHER, TRYIHO cpasHHBaTh. Hi-3a or-
CYTCTRHA EIMHOH TEPMHHONOTHE H VHRQHIHMPOBAHHEIX KPH-
TEPHER BOGHHKAIT PATHOMTEHHH B IIOHHMAHHA CYTH 3TOID E8-
GonepanuA. C Lenk0 ONTHMHZANMH HAYYHEIX HCCTEI0BaHH
WA 0003HAYEHHA ITOMD COCTOHHHA MPELIOKEHD HWCIIIBI0-
RATE TEPMHH +MHTEPCTHUHANEHAR MHEEMOHHS ¢ Yy TOHMMYH-
manim mpaaHaKasms (AW [12]. Jas yeranonnenss puariosa
AHI neotxommo nanwume 3 obazsTensHEN Tpeboranmi: 1)
npaaHaxn HIT no naumesy xoMnsoTeprol ToMorpadue Bei-
coxoro paspemenud (KTBP) w/wm xupyprideckan GHOMCHA
nerkoro; 2) uckmouenme wisecTHRX npuaus HILT opx tima-
TENEHOM KTHHHUECKOM OCMOTPE] 3) OTCYTCTEHE MPHIHAKOR
CHP3 cornacHo NpHHATEM I8 STHX GOMSIHEN KPHTEDHAM
MHATHOGEA.

Ha ocnope cormacopanHoro MHEHHA JKCTIEPTOR NPeUIo-
WEHEL KIACCHpHEAIHOHHERE Kpurepam muarnoza AT [12].

Knacenduxamsonnse kparepan wna FIT « AHIT [12]

1. Mpusmaxs W1 no ganaas KTRP g/wmm onpyprime-
crOfi GHOMCHM JETKHX;

2. Hexmouenwe ansrepuarmennd srnonoras HIT;

1. He coomeeTcTEMe kpHTepiam onpenenrennoro CHP3 u

HAMTHYME KAK MHHMMYM OIHOID OPOARIEHHA H3 KAK MH-
HHMYM JEYX M3 CI2IVIONTHY TOMEHOR: KTHHHYeCKHH, CEpono-
rHgeckHil, MophoTorHIeCKHiL

A, Knuuuueckuit nomen:

1} cyNOCTE, MIETYIIEHHE M TPEITHHE KOXH MATLIER (-
KA MEXAHHEA= )]

2} AMrMTANEHEE H3B0UKH HA KOHUMKAX MATRIER;

1) poCHAMMTENBHE APTPHT WAM MOAHAPTHEYIAPHAS
YTPEHHAA CKOBAHHOCTE =60 MMH;

4) nanoHHKEe TENEAHTH3KTATHM;

5) thenomen Pedino;

) HEOOBACHHMMED OTEK NATLIER KHCTEH;

7) THNEPEMHDOBAHHO-IIHAHOTHYHAR (DHKCHPORINHAA
CHINE HA pa3arubarensHO# NOBEPXHOCTH NATLIER (CHHIPOM
[NoTrpona).



AT Ananeesa

b. Ceponorsuecksit momen:
1) ANA 8 irpe #1:320. Tunw ceevenms: arddw 3w,
KpanuaTkii, roMore HHET wiH
AMNA HVEREOIAPHER THN CBEYEHHA B MIDO0M THTPE
HIH
AMA nEHTPOMEPHEL THIT CBEYEHHA B TI060M THTDE.
2) P 32 spauenmil pepxHeli rpaHHLE HOPMEL,
J)Alnm,
4) AT x muycnmpanenoi JTHE,
5) apmu-55-A (crmnpos [lerpena A) AT (apmi-Ro/S5-A),
6) anmu-55-B (cymnpos [lerpena BYAT (apnma-La (55-B),
T) anrn-RNP,
B) AT x Sm-anTHreny anTH-Smith,
) AT x Tonmomzomepase 1 (Scl-70),
10) AT x t-PHEK-cuurerazam (nHanpusmep, Jo-1, PL-7,
PL-12; ppyrue: EJ, OJ, K8, Zo, tRS),
11) AT & PM-5cl,
12) AT k MDA-5,
B. Mopdonorvaeckmit mosen:
1) npr3naxs perTreHonorHueckoit monenm npu KTBP:
HCHI
on
couetanmne HCHIT w OI1
JIHII
2) rHCTONOrHYeCKHE NIPHIHAKH B OHOITTATE NErKore, Bifd-
TOID XHPY[IHYECKHM Ty TEM:
HCHII
oI
coweTarne HCHIT w OI1
JIHTL
Hurepcrimumansinpe THMGBOMIHEE ATPEraTH © Tep-
MHHATHEHEIME TIEHTEAMH]
maddwanan  musMgonIaIMoIETAPHAT  HEdHIETRA-
M (c win Ges mamdonmHen dormreymon)
1) B nononeenne K npasnakas HIUT — suoroyponsesoe
BOWIEMEHHE PECTIMPATOPHON CHCTEMEL
HEOOLEACHHMEDN MAERPATEHEI BRITOT MAH YTONIE-
HHE IUIEBPE;
HEOORACHMMEN NEPHKADIHANBHE BRIOT HIH
YTOIEHHE NEPHKAPIA;
HEOORACHMMOE MOPAKEHME NRXATENLHEX* myTed
(o mannsm AT, KTBP uan rucTonorMeckonn Hooe-
MOBAHMA)]
HEQOLACHHMASN AENOUHAR BACKYIOTIATHA.
Knaccudmranmmonnsie kpurepun AW sxmouasor 3 no-
Mena. KaMHHueckHil 1oMeEH CONSPEHT XAPAKTEPHEE BHETE-
MOYHEIE NPOARTEHHA, CEPOIOTHUECKM — Habop cneumdme-
CxHX HpEyIHpy oM aymoAT 1 sopdonormueckmil — cne-
HhHYHER TerouHEE npoantenmnd no naHHsmM KTBP, ructo-
MophonorHueckie WiH QYHKIHOHATEHBE XaPAKTEPHCTHEH.
Urobu kxnaccudmuHporaTs sabonesanme kak HATL, weofixo-
MO HATHYHE BeeX 3 oDAIamenkMEIX YCIORHH M KAk MMHH-
WY M TI0 OTHOMY TIPOARTSHHID H3 KAK MHHHMYM 2 NOMEHOR.
Ha ocHoBE HCNOABSOBAHHMA 3THX HOBHX KPHTEDHER CO-
crapnena xapakrepucTiika AMI, xoTopan nokasana, uro co-
OTHOIIEHHE MYRIHH H KEHIIHH coCTamReT 6:4, npeobnana-

-

— BEMNMACT OOCTPYELMIG BOAIYIIHOMD MOToKA, BPOHMOIET mwin
Bporxoaxraza, O] — opranmzywmanca necemonns; HCHIT — we-
cncundwracceas HIT; THI — mamosmmas HIT.

8

10T MHLA noxAnoro sodpacta [ 13, 14]. ¥ 75% GonsHeX B k-
HHUECKOH KApTHHE BCTPEYAIOTCH HECKOMLKD «PeRMATHYE-
CKHX# CHMITTOMOB, YaIIE HECTIEMHUECKOND XapaKTepa —
CYXOCTh PTa W Iad, HEMOTHEHPOBAHHOS CHHKEHHE MACCH
tena, npuaxaxy [DOPE, oreunocts kcTeil, monnapTpanrim #
aprpaT. M3 ceponorigeckix TECTOR Yale BCEND MO3HTHEHE-
wmi oxaskeanoTcl AH® w/wm PO, opr stom opusepHo ¥
50% DONBEHEX MOIHTHAHEM ORI TOILKO OIHH W3 ITHX M0K3-
samenedt. Mo gannsm KTRP, npeofnagamm npHaHaks THIHY-
uoit OHTI (62% ), 8 To spema kak npu scex CHP3 ora madpa
cocramma 38%.

O6cywmaemuie Tpu nogrpymoks HTUT (nomonarimecione,
accoumnposannsie ¢ CHP3 w AWIT) pazmaoTes He Tonkko
KIMHHYECKH W CEPOJIOTHUECKH, HO B 110 nporHoIy. Bomsiie c
H-HILT swuewT casel pefaaronpraTHeil mporaos. Bune-
nenne noarana AWM pacoemmnaseres xax sasmni oiar n cen-
3 C BEPOATHOCTEID MOLTHATE Ha ET0 TENEHHE H NOBECHTE BEl-
KHBIEMOCTE © TIOMOUIRID HMMYHOCYTIPECCHEHOH TePamHm.
B 1o xe mpemu yTOUHEHHE AHAMHOS M86T BOSMOKHOCTE B0-
nee anekpaTHOMN Tepamii, a nokmouenne AHT] nosponaT wa-
GEMATE HATHAYEHHA HEHYXHEN TPENapaTon, BREILEARIIHY
BRDERCHHEE HeXenatensHue peaktmn [15]. Msewmmecs
mannke no encerpasMoctH opu AMI seomoanauns, aro
CATIAHO C WCTIOIL30BAHMEM Pa3HEIX KPHTEQHER OHArH03a
AMIL Mo muonpsmosy, mporuoa AW (o weguddhepenm-
poransoro CHP3), moume, wesm npu H-HILT, » npubnmsxa-
etca Kk nporiosy HILT opu CHP3 [16]. B coroxyimocTs Hve-
IOIHECH NaHHKIE MPENNMIAra0T, 910 cpend Gomsamx AT
MOXET OLITE BEUTENEHA TPYTIE C GONEe BECOKDI REDKHBIEMO -
CTHIO, HAMpHMED GONEMEE © DHCOKHMHE TRTpas# AHMD
(=1:1280) [14].

B 1o % ppeMA KOHUENIMA, PACCUHTAHHAR HA BOIMOX-
HOCTE NoWHATE Ha Teuenme AMIT » nopsicuT: BRoKMEas-
MOCTE, MOITREPAIAETCH HE BCeMH. Tak, pacTipeneneHHe oc-
HOBHEX THCTONOTHYECKMX THIIOB NOPAXEHHA NaPeHXHME
merkux v Gonsasn H-HILT 1 y Tex, xro yaoanersopsan xpume-
puas H3ICT, Gnno npHMEpHD ONMMAKOBEM, NPH 3TOM
HCHIN puanasnacs npuaepso B nonoaxse conygaen. [To nas-
HEIM MHEOTOgEETOpHOr0 auamkia, sanwaue HICT ue wmeno
IHAYEHHA IUTH NPOTHOSHPOBAHHA BECEHBaemocTH. Hezannen -
MEIMH NPEIMKTOPEMH BEDEHEIEMOCTH DRUTH TONBKD HCXOI-
Haf (OPCHPORAHHAA XMIHeHHAA EMEOCTE Nerkmx (% or
AOIKHOND) ¥ recTonorvueckuil Tin nuesmonns [ 8], 06 arom
TAKKE CEHIETENBCTEY KT NAHHKE O MATHIETHEN BROKHBAEMO-
cri HIL, xoropas cocrasmna 95% v Goneueix CHP3, 53%
npi AT w 48% npr H-HIL [16]. OnHako sToT Bonpoc Tpe-
OYET NankHeRINerD Iy e K

B xmuumueckoil mpakTHKE My IEMOHOIOTY HeobXOIHMO
YYHTRIEATE BOSMOXHOCTE TOTO, YTO NPHYHHOA OONE3HH Jer-
kux moryT Gute CHP3, a wimaxueckne nposnnedus cH-
CTEMHOI 3300NeEAHHA MOTYT ORTE CTEPTHIMH HIH COBCEM
OTCYTCTRORATE B nefioTe. PeaMaronor Takke IVDKEH CoXpa-
HATE HACTOPOREHHOCT: B OTHOIIEHHH DaIBHTHA TerouHod
MATONOrMH ¥ OONBHEN CHCTEMHEIMA 33001 BAHMAMH, OCO-
Geano MILT w JIT. TMosTomy TecHads KOOMEPALIHA MERTY
PAIHEIMHM CTHELHATHCTAMH B NPOLECCE KYPAalMH OOIBHOTO
NPEICTARNAETCH KpaiHe BaxHoil 1WA yIyuIneHHA PeIyIkTa-
TOB NEYEHHA, KAYECTEA KHIHH M HCXOIDE 3THX THRENRX 00-
nesHei.

ABTODEI IANRNMOT 0O OTCYTCTENH KOG IHETA HETEPECOE.
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