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BBEJAEHHE

AKTYaJIbHOCTH TeMBbI U CTeNeHb eé pa3padoTaAaHHOCTH

FOBeHubHBIN HAMONATHYECKUNA apTPUT ¢ cucTeMHbIM Havasiom (CIOUA)
ABJISIETCSI OTHUM U3 BapUAHTOB IOBEHWJIBHOTO Hanonaruyeckoro aprputa (FOMA)-
caMOil pacmnpoOCTpaHEHHOW TPYMIbl PEBMATHYECKUX 3a00JIEBAHMM JI€TCKOTO
Bo3pacta. Cpeau Bcex BapuantoB IOMA uMeHHO cucteMHas Qopma sBISETCS
caMol TSDKENOM MO0 TEYEHHUIO M MPOTHO3Y, COMPOBOXKIAIOMIASICS BHICOKUM PUCKOM
WHBAJTUAN3ALUMA U JIETAJIbHOTO HMCX0/Aa. B KIMHUYECKOW KapTUHE NOMUHUPYIOT
JUIUTENbHAS JIMXOPaJiKa, KOXKHBI U CYyCTaBHOM CHHIPOMBI, a TaKXK€ CEPO3HTHI,
numbaaeHonaTus, yBeJnyeHue neueHu u/mm cene3€uku. [19, 80]

[TpyunHbBl BOBHUKHOBEHHUS M JIOCTOBEpHbIE MycKoBbie (akTopel CHOMA B
HACTOSIIEE BpEMs HE YCTaHOBJIEHBbI. AKTyallbHblE JaHHble O maroreHeze CIOMA
MO3BOJISIIOT PACIIEHUTh €ro, KaKk BapUaHT ayTOBOCHAIMTENILHOTO 3a00JIeBaHUS.
[85] B 10 xe Bpems obcyxaaercsa oouiHocTh Mexay CHOUA u 6one3npto CTuiia
B3pocibix (BCB) u ormeuaercs, uto 00a 3a00€BaHUa MOTYT BKJIIIOYATh NMPU3HAKH,
KaK ayTOBOCIHAJUTENBHOrO0, TaK W ayTOMMMYHHOIO 3a00J€BaHHUsA, IMPU ITOM
YEeTKYIO0 TpaHuIly Nepexoja OJIHOTO MEXaHHW3Ma B JPYTrod Ha CETOAHSIIHUI JeHb
MPOCIEAUTD 3aTPYAHUTENBHO. [85, 104]

VYuuteiBas, uro B npouecc Bocnanenus npu CHOMA mMoxeT BoBiekatbcs
NPAaKTUYECKU 000 opraH, To B IudPepeHIHraTbHON JAUArHOCTUKE JOJIKHBI
UCKJIIOYaThCAd WH(EKIMOHHBIE, OHKOJIOTMYECKHE M JIpyrue ayTOMMMYHHBIE H
ayTOBOCTIAIUTEIbHBIE 3a00eBanHusl. [85]

Cungpom aktuBauuu MakpoparoB (CAM) - ogna u3 (popm BTOPUYHOTO
rematodaronurapHoro cunapoma (I'®C) - sBasercs TaKeIbIM M Haumbojee
xapaktepHbiM ocnoxkHeHneM CIOUA. [64] Accommarus ['®C ¢ nHGEKIIMOHHBIMU,
reMaToJIOTUYECKUMU U OHKOJIOTMYECKUMHU  3a00JIEBAHMSIMU  3aTPYJIHSET
JMArHOCTUKY, a CJIEIOBATEIbHO U CBOEBPEMEHHOE Ha3HAUYCHHE CIEeHU(PUUECKOTO
nedeHust. [64] CunapoM akTuBanuu Makpodaros Bcrpeuaercs B cpennem y 10%

nereit ¢ CHOMA, oaHako BapuaHThl TaK Ha3bIBAEMOTO  «CKPBITOTOY,



«CYOKITMHUYECKOTO» TEUEeHHMsI DJTOro CHUHApoMma BcTpewatores y  30-40%
naiueHToB. [64] JlaHHO€ OCIOXHEHHWE BO3HHMKAET, KaK MPaBUJIO, CIIOHTAHHO,
YeTKWE MPUYUHBI BO3HUKHOBEHUS HE BepU(UIHUPOBAHBI, OJIHAKO OJHUM W3
TPUTTEPHBIX (PAaKTOPOB B HACTOSIIECE BPEMsI CUMTAIOT HWH(EKIIMH, TEHETUICCKYIO
MPEIPACTIONIOKECHHOCTD, U JIEKAPCTBEHHBIC MpenapaTsl. [64]

HoBbim Bb130BOM B cTpykType narorene3a CFHOMA craHoBuUTCS mOpakeHHe
JBIXaTeILHOW CHUCTEMBI C JadbHEHIIHM (OPMHPOBAHUEM HMHTEPCTUITHATBHBIX
3aboneBanuit nerkux (M3J1). B HacTosiiiee Bpemsi K JaHHOMY BOMPOCY ITPUKOBAHO
BHUMaHHUE TMEANATPOB, JIETCKUX PEBMATOJOTOB M MEIAUIIMHCKUX HCCIeAoBaTeIeH
Bcero mupa. [117]

Tema muddepenunansuoit quarnoctukn CIOUA, acconuupoBaHHOTO ¢ HUM
CAM u pecriupaTOpHBIX CUMIITOMOB CTajla OCOOCHHO aKTyaJIbHOW B AMOXY HOBOM
kopoHaBupycHor wmHbpekiuu (COVID-19) u accoumupoBaHHBIX C HeH
MYJIbTUCUCTEMHBIM BOCIIAJIUTENIBHBIM CUHIPOMOM Y JieTeil u noapoctkoB (MBC-
J) u 6one3nnto Kaacaku (bK). [45] CxoxecTh KIMHUYECKON KapTUHBI, OTCYTCBUE
crenupUYecKuX MapKepoB Ui BepU(PUKAIMKA JAUATHO30B CO3JAIOT OYEpEeIHBIC
TPYAHOCTH NPAKTUKYIOIIUM TeauaTpaM MU JETCKUM PEBMATOJOTaM, OCOOECHHO
YUUTHIBAsA BEPOATHOCTh BO3HHUKHOBEHHSI AarpecCHUBHOTO TEYEHUS CHHApPOMA
aKTUBAIIMK Makpodaros. [45]

TapretHass Tepanusi C UCIOJIb30BaHUEM OHOJOTHUUYECKUX 00JIe3Hb-
MOAU(PUITUPYIOMUX MPOTHBOpeBMaTHUeckux mpenaparoB (OBMIIII) crana
MPOPHIBOM B JICYEHWH MHOTUX 3a00JieBaHUM, B YACTHOCTH W PEBMATOJIOTHYECKON
narojiorun M accouuupoBaHHoro ¢ Hel CAM. [64] OpgHako OOATOCPOYHBIE
3h(}EeKTh,  BBIKMBAEMOCTh  TEpaNWH,  HEOOXOAMMOCTh  JUCIIAHCEPHOTO
HAOJIIOJICHNS, PUCKH HEXEeJaTeIbHbIX SBICHUN (B TOM YHCIIe HWHQPEKIIMOHHBIX
3a0oeBaHui Ha (POHE WMMYHOCYIIPECCUHU) M TPOJOJDKUTETLHOCTH HAa3HAYCHUS
mpernapartoB B HACTOAINIEE BpeMs Bce OOJbIIE BBI3BIBAIOT HWHTEPEC
uccnenonareneid. [88] JlaHHBIM acmeKkT BakKeH W B CTPYKType (OpMHUpPOBaHUS

puckoB mnopaxeHuss n€rouyHo TkaHu npu CHOMA, mockoyibKy HaKOIUJIEHHbIE
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JAaHHBIC TOBOPAT 00 YBCIIMYCHUN HIAHCOB BO3HHMKHOBCHHA HCIIOAKOHTPOJIBHOI'O

CAM u U3JI na done yxe uzpectHoix OBMIIIIL. [46, 117, 121]

Heab padoThl

O6ocHoBaHre U pa3paboTKa NEPCOHATU3UPOBAHHOTO MOAXOJa K
JIMArHOCTUKE U JICYCHUIO C IIeJIbI0 MOBBIMICHUS WX 3G (HEKTUBHOCTH Y TAIMEHTOB C
IOBEHWJIbHBIM apTPUTOM C CHUCTEMHBIM HayajoM U TMOPAXEHUEM JbIXaTeIbHOU
CUCTEMBL.

3agaum ucciie10BaHKs

1. M3yuuTb  SOUAEMHOJOTHIO,  YaCTOTy, CHEKTP  KJIMHUYECKUX U
MHCTPYMEHTAJIbHBIX IMPOSIBICHUI MOPAKEHUS IbIXaTEIbHOM CUCTEMBI U JIETKUX Y
MAIMEHTOB C IOHOLIECKUM apTPUTOM C CUCTEMHBIM HAYaJIOM.
2. OnpenenuTs KIMHUKO-Ta00paTOPHBIE OCOOCHHOCTU M OIPEACIUTH (PaKTOpPbI
pUCKa Yy TMAIMEHTOB C IOHOLIECKUM AapTPUTOM C CHCTEMHBIM HA4alloM C
MOPaXXECHUEM JIbIXaTEIbHOW CUCTEMBI.
3. WByuuTh pgaHHBIE KOMIBIOTEPHOW TOMOTpaduu BBICOKOTO pa3perieHus,
XapakTepHbIC JJIsl MAIMEHTOB C FOHOIIECKUM apTPUTOM C CHUCTEMHBIM HayajoM,
pa3BUBIINX (PrOPO3UPYIOIIEEe UHTEPCTUIIUATBLHOE JIETOYHOE TIOPaKEHHE.
4. CpaBauth ocodennoctu teueHuss CIOMA y manueHToB ¢ Gpudpo3upyrommm u
HeuOpo3upyromuM HEeHOTUIaMU UHTEPCTUIIMATBHOTO MOPAXKEHUS JIETKUX.
5. Ha ocHOBaHMHU JOJTOCPOYHOTO KaTaMHE3a MAIMEHTOB C FOHOIIECKUM apTPUTOM
C CHUCTEMHBIM HAYaJIOM BBISIBUTH MPEIUKTOPHl MHTEPCTUIIMAIBHOTO TOPAKECHUS
JIETKHUX.
6. 3yunTh OTHAJICHHBIE UCXO/bl FOHOIIECKOTO apTPUTA C CUCTEMHBIM Ha4yajioM B
3aBUCUMOCTH OT HAJIMYHS JIETOYHOTO TIOPAKEHUS B JIEOI0TE.
7. Pazpaborarh IEepCOHAIM3UPOBAHHBIM TMOAXOJ K BEIACHUIO ITAIACHTOB C
IOBEHWJIbHBIM apTPUTOM C CHUCTEMHBIM HAyajoM U TMOPAXKEHUEM JbIXaTeJbHOU

CHUCTCMBI.
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Hay4ynast HOBH3HA

B Poccuiickoii ®enepanuu BIEpBble y OOJbLIION TpyHIbl MNAalMEHTOB
OMKMCAHO TOPAKEHUE JbIXaTEIbHOM CHUCTEMBbl NPH IOBEHWJIBHOM apTpPUTE C
CHUCTEMHBIM HAYaJioM C JCTaJbHBIM H3yueHHEM (PaKTOpPOB pHUCKA, KIMHUYECKOM
KapTUHBI, TyYEBbIX JIAHHBIX U J1a00PATOPHBIX MapkepoB. BriepBbie mpeicTaBlieHbI
bakTopsl puCKa BOBJICUEHMS JbIXATEIIbHOM CHUCTEMBbl JUIS JIaHHOM TPYIIIIBI
nanueHToB. BrepBeie ycTtaHoBieHo, uTo y 25% mnanuentoB ¢ CIOMA umerotcs
MPU3HAKHU TOPAKEHUS JIbIXaTEeNIbHON CUCTeMBI B JebroTe 3aboineBanus, u 'y 10%
NAlMEHTOB W3 3TON TPYNIbl Pa3BUBAETCA JETOYHOE MOPAXKEHHE, YTO COCTABHIIO
2,5% ot obmero uncia aereit ¢ CFOUA.

Ha 06a3ze ¢enepanbHOro LEHTpa HAa OCHOBE M3y4YEHHUS JOJITOCPOYHOIO
KaTaMHe3a BIIEpBbIE pa3pabOTaH NEPCOHATUZUPOBAHHBIA JIHATHOCTUYECKUU U
TepaneBTUYECKU MOoaXoJ], K BeaeHuto mnanueHToB ¢ CHOMA ¢ mopaxkenueMm
npixareabHOM  cuctembl.  CoOpaHbl — aKkTyaldbHbIE  JA@HHBIE O  YacToTe
pacnpoCTpaHEHUs TMOPAXKEHUSI JbIXaTeIbHOM CHCTEMbl CpEIU MalMEeHTOB C
CIOHNA.

BriepBbie mpoBeneH CpaBHUTENBHBIM aHAIW3 TMAIMEHTOB C JIETOYHBIM
nopaxxenueM npu CIOMA c ydeToM KIMHMYECKHMX JAHHBIX M PE3YJIbTAaTOB
7a00paTOPHBIX U WHCTPYMEHTAIBHBIX TECTOB. BBIABICHBI OCOOCHHOCTH TEUEHUS
CIOHA cpeny mauyeHTOB, pa3BUBIIMX HMHTEPCTUIMATIBHOE MOPAKEHUE JIETKUX C
ucxoaoM B (pubpo3 n€érkux u 0e3 Hero. BrepBbie MPOAEMOHCTPUPOBAHO, YTO
KJIIMHUYECKU CUMITOM «0apa0aHHBIX MAIOYEK» U PAAMOJIOTHYECKHE MaTTEPHbI
«JIepeBO B MOYKAX» U «COTOBOE JIErKoe» Hanbosee crueluruyHbl AJis MAlMEeHTOB C
ucxoJoM B (GuOpo3 JETKHX, a COYETAaHHE CHMITOMAa «OapaOaHHBIX IAJOYECK» U
YTOJIIEHUE MEXAO0JbKOBBIX MEPEropoJoK IMpU KOMIIBIOTEPHONW ToMoOrpaduu
MO3BOJISIOT MU PepeHpoBaTh JIEroOUYHOE MOPAXKEHUE ¢ UCX0I0M B (HUOpO3 u 6€3
TaKOBOTO.

Y cTaHOBJIEHBI MPEUKTOPHI BOBJICUCHHUS JAbIXaTEIbHONW CUCTEMBI B €0I0TE Y
narueHToB ¢ CIOMA, a Ttakke NpeauKkTOpbl pa3BUTHS (PUOPO3UPYIONIETO

HHTCPCTUIHNAJIBHOTO ITOPAXKCHUS JICTKUX.
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BrepBbie BBISBIEHBI CHEAYIOIIHME NPEIUKTOPBI, ACCOLMUPOBAHHBIE C
NOpPaKEHUEM JIbIXaTeabHON cucteMbl y nanueHtoB ¢ CHOMA: HeoOXxoaumocTh B
OKa3aHMM TIOMOUIM B OTACJICHUM pEaHUMAallMd W WHTEHCUBHOW Teparuu,
rEMOpPpParudyeckuii CUHAPOM, TOPAXXKEHHE CEPJIEYHO COCYAUCTOM CHUCTEMBI,
runoansoymuHemMuss < 26,0 1/m, Tpombouutonenus < 211,0 x 109/m,
runepTpuriunepuaemMus  >2,0  MMoJIB/JI, CHUCTeMHBIM cuer >3,0 OawioB
(konmnuecTBO cucteMHbIX nposisiiennii CHOMA), noseimenue akruHoctu ACT >
90,0 En/n.

BrnepBbie ycTaHOBIEHO, UTO caM (PaKT MOPAXKEHUS JIbIXATEIbHON CUCTEMBI B
nedrore sBisieTcss HanOosee crneuu(UUHbBIM B OTHOLIEHWH (PUOPO3HPYIOLIETO
JETOYHOTO  TOpaXKECHUS. BnepBele  MokazaHo,  4YTO  IPEAUKTOPaMHU
WHTEPCTUIMAIBHOTO JIETOYHOTO MOPAXKEHUS C UCXOAOM B  (UOPO3 SBISAIOTCS:
MY>KCKOM TOJI, JEHKOLMTO3 B Jie0r0Te > 43 X 109/JI, MOTPEOHOCTh B IMOMOIIU B
YCIOBUSIX OTHAEJCHUS peaHuMallMd W MHTEHCHBHOM Tepanuu B JeOroTe,
a0CoOJIFOTHOE 4YHUCIO0 703UHOPMIOB > 120 KIETOK/MKI WM OTHOCHUTEJIbHAs
so3uHOpuIMs > 10%, HaiMuuMe CHUHApPOMA AaKTUBAIIMM Makpo(aroB COIIACHO
kputepusiMm EULAR/ACR/PRINTO 2016 roaa, aTUnu4Hast Chillb, pa3BUBILIAACS Ha
done MIPUMEHEHUS OMOJOTUYECKUX 00J1€3Hb-MO U DUTTAPYIOTITHX
IPOTUBOPEBMATUYECKUX TpenaparoB, HWH(QY3MOHHAs pEakluss Ha BBEJICHUE
TOLMIN3yMaba.

BrepBble cUCTEMaTU3UPOBAHbI OCHOBHBIE JIYYEBBIE MATTEPHBI MOPAKECHHUS
JErOYHOM TKaHM C JadbHEHIMM pa3zButheM (udpo3a, HEOOXOAMMBIE s
MPOTHO3UPOBAHUS Pa3BUTHS ATOro HeoOpaTuMoro coctosinud. IlokazaHo, 4To
CpeIy OCHOBHBIX NPU3HAKOB PETUCTPUPYEMBIX Ha KOMIIBIOTEPHON TOMOTrpaduu
BBICOKOTO  pa3pelieHds] UMEIOT MECTO BHYTpUTrpyAHas JauMdaaeHonaTus,
PETUKYJISIDHBIE M3MEHEHUS, CUMIITOM «MaTOBOI'O CTEKJa», IJIEBPUT, YTOJILEHUE
MEXKI0JIbKOBBIX MEPEropojIoK. BriepBeie 0TMEUYEHO, YTO peke, HO C HauOObIIeH
cnenu(UYHOCTBI0 (PUKCUPYIOTCS CHUMITOM «JIEPEBO B IMOYKAX» M CUMIITOM

«COTOBOE JIETKOE.
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Y cTaHOBJIEHO, YTO MOpa)KEHHUE JbIXaTenbHOM cucteMbl B nedote CHOUA u
pa3BUTHE XPOHUYECKOTO HWHTEPCTUIIMAIBHOTO TMOPAKEHHUS JIETKUX SBISIIOTCA
dakTopamu Mmiaoxoro nporuosa tedeHus u ucxogoB CHOMA u accouuupyrorcs ¢
MEHBIIEH BEPOATHOCTHIO JOCTHXKEHHMS PEMUCCUM W OTMEHBl CHUCTEMHOM

KOpTHKOCTGpOHHHOﬁ TCpaInu.

TeopeTnueckasi M NPAKTHYECKAS 3HAYUMOCTH PadOThI

[TosrydyeHHbIE pE3yJNbTATHI, MO3BOJISIIOT PACIO3HABATh CPEAW MALUEHTOB C
CHOUA T1ex, KTO B MEPCIEKTUBE YrPOKAEM IO BOBJICUCHUIO JIETOYHOW TKAHU B
BOCTIAJIUTENbHBIN TIpoIiecC ¢ (OPMUPOBAHUEM HMHTEPCTHUIIMATBLHBIX M3MCHEHUN U
nanpHemuM  Guopo3om. I[lpenuKTOpsl BOBJICUCHHS JABIXaTEILHOW CHCTEMBI
MTO3BOJISIIOT OMNPEAECIUTh TPYIILY PUCKA IO PECHUPATOPHOMY IMOPAKEHUIO CPEIU
CHOUA, 410 B CBOIO OYE€pE/lb OMPEACNSET MAlMEHTOB, YA3BUMBIX ISl JIEFOYHOTO
nopaxxeHusi. PanHee BbIsiBIeHHWE W (OPMUPOBAHUE TPYII pUCKA TMO3BOJISIIOT B
YCKOPEHHOM pexume noaoupath TEpaneBTUYECKUE CTpaTeruu
MPOTUBOBOCIIAJIUTEILHOM TEpalMM U B MEPCIEKTUBE CHU3UTH IIAHCHI PA3BUTHS
HEeoOpaTUMBIX TMOBPEXJICHUM, B yacTHocTH (ubpo3a nérkux. [Ipemnaraembie
METO/IbI MPOCTHI U BXOMSIT B cTaHAapT obcnenoBanus nanueHtos ¢ CFOUA.

JlaHHBIE, TIOJIyYEHHBIE B XOJI€ AMCCEPTALIMOHHOTO MCCIEIOBAHUSA, YK€
IPUMEHSIIOTCS Ha TIPaKTUKe, B paboTe neauatpudeckoro oraenenust No3 Kiounuku
OI'bOY BO «Cankr-IlerepOyprckuii  rocyAapCTBEHHBIA — NEAUATPUUYECKHIM
MEIUUMHCKAN yHUBepcuteT» Mun3npaBa Poccun. Pesynbprarel momoraror
MPAKTUKYIOIIUM JIOKTOpPaM BBISBUTH MAIIMEHTOB, YIPOKAEMBIX IO IMOPAXKECHUIO
JbIXaTEJIbHOU CUCTEMBI U JIETKHUX.

Pe3ynbTaThl AMCCEPTAIMOHHOIO HCCIEIOBAaHUE AKTUBHO BHEAPSIOTCS B
y4eOHBIM TPOIECC CTYJICHTOB, KIMHUYECKUX OPJUHATOPOB M  Bpayei-
peBmatosioroB kadenpel rocnutaibHol mneauatpun PI'BOY BO «Cankr-
[TerepOyprekuii rocy1apCTBEHHBIN MEAUATPUICCKUN METUIIMHCKUM YHUBEPCUTET

MunsnpaBa Poccuu. Ha ocHOBe mojyueHHBIX JaHHBIX pa3paOoTaHbl JEKUUUA U
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MaTCpUaAJIbl IMPAKTUICCKUX 3aHATHM. OCHOBHBIC ITOJIOKEHHMS HCIIOJbH30BaHBI JJIA

HaIMUCaHUN y4eOHO-METONYECKUX MOCOOUH.

MeToa0s10rust 1 METOABI HCCJIEA0BAHUA

MeTo/1010rH4eCKy0 OCHOBY MCCJIEI0BAHMS COCTABUIM PAOOTHI POCCUNUCKHUX
Y MHOCTPAHHBIX YYEHBIX [0 TEME IOPAKEHUS JbIXaTEIbHON CUCTEMBI U JIETKUX Y
[IAIIUEHTOB C IOHOWIECKMM apTPUTOM C CUCTEMHBIM HAydaJIOM, BKJIFOYAOLIUE
UH(GOPMAIIMI0O O TATOTEHTUYECKOM OCHOBE MpOIEecca, KIMHUYECKOW KapTHHE,
crocofax J1abopaTOpHOTO M HMHCTPYMEHTANBHOTO OOCJIENOBaHMS, a TaKxKe
aCIIEKTaX TEPANEBTUYECKOTO BO3ACUCTBUS.

B nguccepTalliOHHOM  HUCCJIEIOBAHMM  COONIIOAQIMCH  MPUHIUIIBI
XenbcuHKCKkON Jlexnmapanuu. IIpoTokos auCCEpPTAalMOHHOTO HCCIIEIOBAaHUS
YTBEPKAEH JIOKaNbHBIM 3THYecKUM KomuTetoM @I'BOY BO «CaHkr-
[TerepOyprekuit rOCyJlapCTBEHHBIN MeIUATPUIECKUI MEIULUHCKHAMN
yHuBepcute™ Munzapasa Poccun (Ne 18/01, 27 oxTsa6ps 2022 1.).

B pabore ncnosb30BaiNCh PETPOCIIEKTUBHBIE JaHHBIE UCTOPUM OOJIE3HEH

IMalMECHTOB, a TAKXKC KIIMHUKO-aHAMHCCTHYCCKUEC U CTATUCTHYCCKUEC MCTOABI.

OcHOBHBIE N0JI0KEHHUSI, BBIHOCUMbIE HA 3aIUTY

1. TlopaxkeHne IpIXaTEIbHOM CHCTEMBI SIBIETCS YacCThIM KOMIIOHEHTOM
IOHOIIECKOTO apTpUTa C CUCTEMHBIM HauajoM U BcTpeyaeTcs y 25% OO0IbHBIX.

2. TlopaxxeHue IpIXaTeIbHOM CHUCTEMbI, B TOM YHCII€ CIIy4Yau pPa3BUTHUS
MHTEPCTUIIMAIBHOTO TOPAXKEHUS JIETKUX CBS3aHbl C BBICOKOW aKTUBHOCTBHIO
IOHOIIECKOTO apTpUTa C CUCTEMHBIM HAa4yaJloM M HaJIMYMEM CHHApPOMA aKTHUBAIIMH
Makpodaros.

3. OrtHocutenbHass W abcomoTHas 303uHOUIUsA (03uHOGMIBL > 120
KJIETOK/MKJI wWian 303uHouibl > 10%), BHyTpurpynnas maumdaaeHonaTus,
BOBJICUCHHE JIBIXaTEbHOM CHUCTEMBI B J1€0IOT€ IOHOIIECKOTO apTpuTa C
CUCTEMHBIM HayajaoM, WH(Y3MOHHAs peakius Ha TOUMUIU3yMad, MYXCKOW IO,

neiikonuTo3 B aebrore CIOMA > 43 x 10°/1, TOTPeGHOCTD B MOMOIIH B YCIOBHSX
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OTJICJICHUSI peaHMMallUd ¥ MHTEHCUBHOW Tepanuu B Ae0l0Te, HAIMYKUe CHHApOMA
aktuBaiuu Makpodaros corimacHo kpurepusiMm EULAR/ACR/PRINTO 2016 ropa,
aTUNUYHas  Chillb Ha  (GOHE  TPUMEHEHUs  OMOJOTMYECKHX  OO0JIe3Hb-
MOJUPUIUPYIOMIUX MPOTUBOPEBMATHUECKUX MPENApaToB SIBISIOTCS OCHOBHBIMU
dakTopamu pucka pazBuTus (uOposupymomero (eHoTUNa HWHTEPCTUIIMAIBHOTO

MOopaXKCHUA JICTKUX Y NAIIUCHTOB C FOHOICCKHUM apTPUTOM C CUCTCMHBIM HA4YaJIOM.

BHeapenue pe3yabTaToB M anpodanus

Pe3ynbTaThl AMCCEPTAIMOHHOTO MCCIIEI0BaHUs 10J10KEeHbI HA EBponelickom
koHrpecce no aerckod pesmarosnoruu (PRES) B 2023 romy (Rotherdam, The
Netherlands), Ha A3suaTcko-THMXOOKEaHCKOM pPEBMATOJIOTHYECKOM KOHIpecce
(APLAR) B 2022 roay (Hong Kong), B 2023 roay (Chiang Mai, Thailand) u 2024
rony (Singapore), Ha koHrpecce [legmaTpuueckoid AQpuKaHCKOW JIUTU TPOTUB
peematusma (PAFLAR) 2024 roma (Tunis, Tunisia), na VI Bcepoccuiickom
KOHIrpecce aeTckux peBmaroioroB 2024 rona (Poccuiickas ®@eneparus, Mocksa),
Ha HAIlMOHAJIBHOM KOHIPECCE C MEXKAYHAapOAHBIM y4acTHEM «3J0pOBBIE NIETH -
oynymiee ctpanbl» 2023 rona (Poccuiickas deneparnusi, Cankt-IlerepOypr).

Takxke pe3ynbTaTbl JAHHOTO HCCIEAOBAHHS HCIOJB3YIOTCS B JIEUEOHOM
npouecce neauarpudeckoro otaeneHuss Ne3d knuauku DPI'BOY BO «Cankr-
[TerepOyprckuit rocy1apcTBEHHBIN NEAUATPUYECKUM MEAUIIMHCKUN YHUBEPCUTET
MunsnpaBa Poccun, B ydeOHBII mpoliecc kadeapbl TOCHUTAIBHOW IMeIuaTpuu
OI'bOY BO «Cankr- IlerepOyprckuii rocynapCTBEHHBIM TNeAuaTpUUYECKH

MEIUILINHCKUN YHUBEPCUTET Mun3znpaBa Poccun.

JIMYHBIA BKJIAJ aBTOPA B IPOBEAEHHOE UCCJIeI0OBaHHE
ABTOp €aMOCTOATENIBHO BBINOJHUJ aHAJW3 HCTOYHHMKOB JIMTEPATypbl Kak
OTEUECTBEHHBIX, TaK MW 3apyOeKHBIX aBTOPOB MO TEME JUCCEPTALMOHHOTO
uccienoBanus. Takke aBTOPOM ObLI CO3/IaH JIM3ailH MCCIENOBAaHUSA, U3YUYEHBI U
[IPOAHAJIU3UPOBAHBI PETPOCIHEKTUBHBIE JAHHBIE MEIULMHCKOW JTOKYMEHTAIUU

nanueHToB. ChopmupoBana 6a3za ganHHbix namnueHToB ¢ CHOMA Ha ocHOBaHuUM
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JOCTynmHOM  uHpopManuu. Y  TAlMEHTOB C TMOpaXKeHUeM JIETKUX Ha
NeaUaTpUYecKoM OTAeneHur Ne3 aBTOpOM MPOBOJAMIIACH KIMHUYECKAS OLIEHKA U
OTpeJieieHre aKTUBHOCTU 3a00sieBaHUS. BbUIM MOBTOPHO OTCMOTPEHBI CHUMKH
KOMITBIOTEPHOM  ToMOTpaduu  BBICOKOTO  pa3pelieHus. ABTOPOM  JIMYHO
BBITIOJIHEHBI MHTEPIPETAIsl, U3JI0KEHUE MOJYUYECHHBIX TaHHBIX, (GOPMYIHpPOBKA
BBIBOJIOB M IMPAKTUYECKUX pekomMeHJauuil. Onucanue MnojaydeHHbIX pe3ysbTaToB,

HN3JI0OKCHUEC JaHHBIX B JII/ICCCpTaIII/IOHHOI;’I pa60Te IMPOU3BCACHBI CAMHUM aBTOPOM.

Iyoaukanuun

[To Teme auccepranuu omybiaukoBaHo 12 pabor, B ToM uucie 3 cTathbu B
OTEUYECTBEHHBIX HAYYHBIX KypHaJlaXx, B KOTOPBIX JIOKHBI OBITh OMYyOJUKOBAHBI
OCHOBHBIE HAay4HbIE€ PE3yJbTaThl JUCCEPTALHUN HA COMCKAaHUE YUYEHOM CTENEHU
KaHJIMJaTa HayK, KaJas W3 KOTOPBIX BXOAUT B 0a3zy maHHbIX Scopus. Cpeau
MOJIHOTEKCTOBBIX cTare Imecth (6) OmyOJMKOBAaHBI Ha AHTJIMICKOM S3BIKE,
BKJIIOYast 3 CTaThU B JKypHaJlaX, OTHOCAILIMXCS KO BTOpoMy kBapTuwio (Q2), u 3
CTaTbU B JKypHajaX, OTHOCSIIMXCS K TepBoMy KBapTwito (Q1) 6a3pl JaHHBIX

Scopus).

O0beM 1 CTPYKTYpa TUCCEPTAIHMOHHOTO UCCJIEIOBAHUS
Pe3ynbraTel U 00CYXJIE€HHE IUCCEPTALMOHHOIO HMCCIIEIOBAHUS H3JI0KEHBI
Ha 131 crTpaHumax pyccKOsA3BIYHOTO MaIIMHONMUCHOrO TekcTa. CTpyKTypa
U3JI0KEHUSI COJEPKUT BBEJCHHE, JTUTEPATYPHBIH 0030p, MaTepHalbl U METOJIbI
UCCJIEIOBAHUS, PE3YyJbTaThl, OOCYXJIEHUE MOJYyUYEHHBIX PE3yJbTaTOB, BBHIBOIBI U
NPAKTUYECKUE pEeKOMEHAAIMU. TEeKCTOBOE H3JIOKEHHE JHUCCEePTAIMOHHOTO
UCCIIeIoBaHus comnpoBoxkaaercs 19 tabnaunamu, 7 pucynkamu. bubmuorpadus

COAEPKUT 127 UCTOUHUKOB OTEYECTBEHHOW U MHOCTPAHHOU JINTEPATYPBHI.
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I'JIABA 1. JUTEPATYPHBIN OB30P

1.1 Tepmunbl, onpeneneHne U Kiaccupuranus

FOBenunbHbl  upuonatuueckuit  aprputr (FOMA) — camoe yacroe
XpOHUYECKOE pEeBMaTHYecKoe 3a00JieBaHME JIETCKOTO  BO3pacTa, KOTOpOe
JUArHOCTUPYETCS  MpPU  JOKyMEHTaJbHO  3aUKCUPOBAHHOM  BOCIHAJICHHUU
CyCTaBa/CyCcTaBOB, JUIMTEIBHOCTbIO Oosiee 6 Henmenb y peOEHka a0 16 jer, c
MCKJIFOYEHUEM BCEX IPYTMX BEPOSATHBIX puuuH [24, 79, 80, 101].

Hetictyromas kinaccudukarus FOUMA 6buta paspadotana MexayHapoHOM
Jluroit Pemaronoruueckux Accorumanuii B 2001 roxy (anmi. International League
of Associations for Rheumatology (ILAR)). CormmacHo kputepusim ILAR Oblin
BBIJIEJTICHBI CIIEYIONINE CyOTHIbI apTputa [77]:

1. OnuroapTput (HIEPCUCTUPYIOMINNA WU PACIPOCTPAHEHHBIH )
[TonuapTput (MO3UTHUBHBIN MO PEBMATOUIHOMY (PAKTOPY)
[TonuapTput (HETaTUBHBIN 110 PeBMATOUIHOMY (AKTOPY)
[Icopnatnyeckuil apTpuT
OHTE3UT-aCCOLMUPOBAHHBIN APTPUT

CHCTEMHBIN IOBEHUJIbHBIN apTPUT

A A o

Heauddepenuupopanubie GopMbl XpOHUUECKOTO apTpUTa

Cpenun Bcex cyOtunoB HOWA campiM TpyaHBIM Il JUArHOCTHUKU U
OMACHBIM C TOYKHM 3PEHHUS TEUCHMS] U MPOTHO3a SBISETCS FOHOLIECKUH apTpUT C
cucteMHbIM HayaioM (CIOUA).

CIOMA (MO08.2 cornacuo knaccudukaruu MKB-10) xapakrepusyercs
apTPUTOM M BHECYCTAaBHBIMHU NPOSIBICHUSMHU, TAKUMU KaK JIMXOPAIKa, SK3aHTEMa
pa3auyHOM JOoKanmu3auuu U Mopdosnoruu (4amie Makyao-MamyJISpHOW CHINbIO),
Cepo3UTaMu, TenaroCIUICHOMErajaluel U TeHepan30BaHHON JuMdaaeHonaruen [8,
53].

Cungpom  aktuBamuu  MakpodaroB (CAM) - 310  cepbe3HOe

KHU3HCYTpOXKaAIMEeEC COCTOAHUC, BapHaHT I‘CMaTO(i)aFOHI/ITapHOFO CUHApOMaA,
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KOTOPBI MOeT OcloXHATh TedeHue CHOMA u BO3HUKAaTh CIOHTAHHO WJIU TOJ
BO3JICMICTBUEM TPUTTEPOB; XAPAKTEPU3YETCS JIMXOPAIKOM, TEIATOCIIICHOMETATINEH,
auMdaaeHonaTuen IIUTOIICHUECH, sHIIe(aonaTue, MOJIMOPTaHHOMU

HEIOCTAaTOYHOCTHIO U JIAOOPATOPHBIMU U3MEHEHHUSMH. [53]

1.2 DnnaemuoJorus

Pacnipoctpanennocts FOUMA 1o pasHbM mojacueTaM kosebiercs ot 1 mo 4
ciayyaeB Ha 1000 nmereit, nu3 Hux Ha nonto CIOUA npuxogutca ot 10 mo 50% B
3aBUCHMOCTH OT peruoHa oueHku [8, 9, 85]. Pacnpocrpanennocts CFOMA na 100
000 merckoro HacejgeHus cocrtasisieT oT 1,8 g0 3,1, a 3a6oneBaemocth oT 0,3 10
0,6 cinygaee Ha 100 000 nereit um moapoctkoB. [10].CormacHo maHHBIM
HAIIMOHAJIBHBIX JmujeMuonorndeckux uccaegoBannii noma CHOUA, kak yxe
BBIIIE CKA3aHO, pa3ianu4Ha U coctasiseT oT 5-10% B ctpanax CeBepHOW AMEpPHKHU
u EBponsl 10 40% B HEKOTOpBIX peruoHax A3WHM, B YaCTHOCTHM YacTOTa
YBEIIMYMBAECTCA Ha IOr0-BOCTOKE 3TOro marepuka. [40, 56] Jlns cpaBHeHus,
3aboneBaemocTh BCB onenuBaercs B 0,2—0,4 va 100 000 Hacenenus. [51]

B 2021 r. B Hamieil crpaHe 1o opUUMAIbHBIM TaHHBIM HACUUTHIBAJIOCH 963
pedbenka ¢ CIOUA, uto cocraBiser 5,5% ot Bcert koroptel FOUA, um nanHas
nndpa npogoiwkaer pactu. [8, 9, 10]

ITuk Bo3pacta nedrora CIOUA cocraBasier 1-5 ner, BHE 3aBUCHUMOCTH OT
TIOJIOBBIX U PACOBBIX PA3IMYMiA, a TAKXKe 0€3 YETKOM Ce30HHOCTH 3a00eBanus [§].

Yacrora Bo3HukHOBeHUs1 CAM y naumentoB ¢ CHOUA ouenuBaetrcs ot 10
10 40%, netanbHOCTH OolleHUBaeTcs B 8-17%. [26, 51, 117]

JIérouHoe mnopaxeHue, acCOLMUPOBAHHOE C IOBEHUJIBHBIM apTPUTOM C
cucteMHbIM BapuantoM nebrora (JIII-CHOUA) npencrapiser co00il HOBBIN BBI30B
JUUIsl p€BMATOJIOTOB B COBPEMEHHBIX yCIoBUsX. [lepBas cepusi ciiyyaeB mopaxeHust
nerkux Obuta omyOnumkoBana Kimura Y. u coaBropamu B 2013 romy u comeprkaina
uHdopMaIuIo 0 25 manueHTax, cojepkaumxcs B 6a3ze JaHHbIX AJbsiHCA apTpUTa U
pesmaronorun aerctBa (anri. Childhood Arthritis and Rheumatology Research

Alliance (CARRA)). [39, 117] Ceiiuac KOJWYECTBO MAIUEHTOB C IMOPaKCHUEM
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JNErKUX B Pa3HbIX CTpaHax BapbUPYETCs, HO MPOCIECKHUBACTCS TEHACHIUS
oueBugHOoro poctra. Ilporno3 pnsa OonpHbix JIII-CHOMA ocraercs odeHb
CEpbE3HBIM, HO CTAHOBUTCS JIYYIlI€ B YCIOBUSIX aJIeKBATHO MOI00OpaHHON Tepanuu.
B nepBrix 25 ciydasx, omyonukoBaHHbIX Kimuro Y. u coaBropamu 68% (17/25)
NAIMEHTOB, Yy KOTOPBIX OBLJIO IUArHOCTUPOBAHO TMOPAKEHUE JIETKUX, yMEpIu
yepe3z 10,2413 MecsueB oOT JierouHblx nposiBieHud [39].  [lanbHeiine
WCCIICIOBAHUSI MOKA3aJIM JIy4dIllIMe HMCXOJbl C YpPOBHEM JieTaabHOCTU 10 4,6%,
OJIHAKO JJaHHBIE U(PHI 3HAUUTETHHO BBIIIE B cpaBHeHUU ¢ OosbHbIMU CHOUA 6e3
MOopakeHUs JIETKUX, CMEPTHOCTh B 3Toi rpynne Ovuta 0,6% (p = 0,006) [60]. B
rpynie Saper V. E. u coaBtopsl (2019 r.) norubnu 12 u3 22 nanuenTos (54,5%), ¢
npeobyialaHieM cpead Noruomux ManbuukoB. [51] CuHApOM aKTUBAIUU

MakpogaroB ObLI MPUYUHOMN JieTanbHOro cxoaa y 5/12 aereit (41,7). [51]

1.3 OTtonaroreHes, reHeTu4eCKne aCmeKThbI

CIOUA oTtHOCUTCS K TPyNIe ayTOBOCHAIUTENIBHBIX 3a00JI€BaHUI, B OCHOBE
MaTOreHe3a KOTOPBIX JIEKHUT THUIEPAKTUBALUAS MPEUMYIIECTBEHHO CHUCTEMBbI
BPOXKJIEHHOTO HWMMYHHMTETa, YTO OTIMYAET OTy TPYyNIy OT ayTOMMMYHHBIX
3a00JIeBaHMM, TPU KOTOPBIX Hapymaerca paboTa CHUCTEMbl NPUOOPETEHHOTO
(amanrtuBHOTO) WMMMyHuTeTra [30]. DT fABa BUJAAa WMMYHOBOCHAJIHTEIBHBIX
COCTOSIHUYM OTJIMYAIOTCSI KJIETOYHBIMU U TYMOPAJIbHBIMU MEXaHU3MaMU PETYIISIIUU.
[Ipu ayroBOCHaNMTENbHBIX 3a00JICBAHHUSIX OCHOBHBIMH YYACTHUKAMH BOCIAJICHUS
SBJISIFOTCSI MOHOILIMTBI, Makpodard © HEUTpoPUiIbl, MPOIYIUPYIOIIUE TaKHe
IUTOKUHBI Kak uHTepiaerkuH-1p (WUJI-1P), unrepneiikun-6 (M1JI-6), nunrepneikun-
18 (WJI-18), wunrtepdepon-y (MDH-y). [57, 82], Torma kKak B CTPYKType
ayTOUMMYHHBIX ~ 3a00JIeBaHWI  OCHOBHBIMU  siBIIsitOTCA T1- u  B-kiertkw,
NPOAYLIUPYIOIIUE JIPYTrOl CHEKTP MPOBOCHAIUTENIBHBIX ILHUTOKMHOB, a TaKXKe
cneruuueckue ayroantutena [31, 57, 82]. Kak mpaBuio, ayTOBOCTAIUTEILHBIC
3a00JIeBaHMS TIPEJICTABISIOT COOOM MOHOT€HHBIE CUHIPOMBI, OJHAKO, YaCTh U3 HUX
OCTAIOTCSI MOJIUTEHHBIMU U MYJIBTH(PAKTOPHBIMU. [82]

Bo3M0OXHOCTB TpaHC(bOpMaHI/II/I OT ayTOBOCHAIMTCIIbHBIX K aYyTOMMMYHHbBIM
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BOCHAIUTEIHHBIM MeXaHu3MaM oOcyxkaaercs B acriekre xpoHuzaun CHOUA u ero
aHajora y B3pOCIOro KoHTHHTeHTa - Oome3num Crtmmia B3pocieix (BCB) u
CYIIECTBOBAaHMS TEPAIEBTUUECKOIO «OKHAa BO3MoOkHOCTe» [104]. Dta rumnoresa
MPEANOJIaraeT, YTo MePeXol OT OCTPOro CUCTEMHOIO BOCHAJICHUS] K XPOHUYECKOMY
U HHBAIUAUZUPYIONIEMY CYCTaBHOMY BapHaHTy MOXET OBITh MpEIOoTBpalleH
paHHEW TapreTHOW IMTOKMHOBOM OJIOKAJOH, C BO3MOXKHOCTHIO ITOJHOTO
KyIUPOBAaHMSI TIPOIIECcCca U BBIXO/AA B JUTUTEIbHYIO 0€3IeKapCTBEHHYIO PEMHUCCHIO B
oynymem [27, 81, 104]. JlnutenpbHOe IMHAMUYECKOE HAONIONICHHE 3a TaKUMHU
MalreHTaMu MO3BOJIMIIO UICHTU(UIIMPOBATH pa3inuie OMOMApKEPOB y MAIlMEHTOB
Ha paHHUX U TO3JHUX dTamax 3a00J€BaHUs, YTO MOCIY>KWJIO TMOBOJOM JIJIst
runore3sl Mojenu AByx(daznoro 3adoneBanus y narueHto ¢ CFOMA u BCT [93,
104]. Beimeonucannas nByx($a3HoCTh 3a00JIeBaHUS MPECTABICHA HA PUCYHKE 1,

nepeBeIEHHBIM U aanTUpOBaHHOM U3 myonukaiuu Regel A. u coasropos [104].
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Pucynok 1 - CxeMa maroresesa ¢ onpeeJIeHUEM «OKHA BO3MOXKHOCTEN» U

nemoHctpanuei npyxdaznoctu CIOMA. AnantupoBano u nepeseaeHo u3 Regel A
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et al [104]
Cokpamenusi:  AB3 - ayroBocnanurenbHoe 3aboneBanue; AWN3 -
ayTouMMmyHHOe 3aboneBanue; BCB - Oomesnp Crwina B3pocnbix; JK -

nenaputHeie kinetku; W - untepneiikun; UOH - untepdepon; CAM - curapom
aktuBanuu MakpodaroB; CHOMA- cucTeMHbI OBEHUJIbHBIN WAMOMATHYECKUM
aptput; DPHO - dakrop Hekposa onmyxonu; NK - Harypanbhbie kuiiepbl, NK-
knetky; Th - T-xennmepsr; S100 - 6emok S100.

Ha coBpeMeHHOM 3Tamne NMOHMMAaHUsS IATOT€HE3a TOBOPUTh O KOHKPETHOM
stuosiorndeckoM (paktope CHOMA 10CTaTOYHO CJIOXKHO, TaKXKe KaKk M O
KOHKPETHOM TE€HETHMYECKOM IpeApacnojokeHHocTH. Kak wu  mpum  npyrux
peBmarnueckux  3aboneBaHusix, npu CIOMA  cymiecTByloT — pas3iMyHbIE
IPENIoJaraéMble IMYCKOBblE (TpUITEpHBIE) (DAKTOPBI, Takhe Kak HWHGMEKIuH,
TpaBMbl, CcTpecc U (akTopbl OKpyxkaroueil cpeasl [79]. PaccmarpuBarorcs
U3MEHEHUS! CTPYKTYphl T€HOB (HOIUMOP(U3MBI), CBA3aHHBIX C O€JIKaMHU-
perynaropamu (yHKIMA UMMYHHOW CHCTEMbI, TAKMX KakK T'€HbI (DakTOpa HEKpo3a
omyxomu-o (OHOaw), NJI-2, NJI-6, UJI-10 u daktopa murpaiuu makpodaros [76,
91, 104]. Xopomo wu3y4yeHbl MOJUMOP(HBIE BapPUAHTHl TE€HOB, CBSI3aHHBIE C
(YHKIIMOHMPOBAHUEM IHMTOTOKCHYECKUX JuMdonuToB, B yactHocTH PRFI,
STX11, STXBP2, mnu BIRC4 [104]. B kauecTBe I'€HOB-KaHIWJATOB OIIMCAHBI
BapUaHTHI aJlJIeJIel CUCTEMbI KOMILJIEKCOB TKaHEBOUM coBMecTuMocTr - HLA (aHr.
human leukocyte antigens - denoBeYeCKUX JICHKOIIUTAPHBIX AHTUTEHOB). B
HEJaBHUX HCCJENOBAaHUAX oOINucaHa Ooyiee BBICOKAas YacTOTa BCTPEYAEMOCTH
autenbHbix BapuanToB reHa HLA-DRB1*11 y mnamuentoB ¢ CHOUA. [65]
VYcranoBinena B3auMOCBs3b  HocutenbcTBa Tammorunma HLA-DRBI1*15 ¢
alepruueckor peaxkuued Ha uHruoutopel MJI-6 u WJI-1 u pa3zButrem peakuuu
TUIIEPUYYBCTBUTEILHOCTH 3aMejieHHOro tumna no tuny DRESS-cunapoma (anri.
drug reaction with eosinophilia and systemic symptoms - JeKapcTBEHHas pEeaKIIHsI
C 203MHO(PWINEH W CUCTEMHBIMU CHUMIITOMaMH) C Pa3BUTHEM IOCIEIYIOUIETO
aerouyHoro nopaxenus y nauuenros ¢ CFOMA u bCB [113].

KinroueBbIM MOMEHTOM CTapTa TrurnepBocnajieHus y nauueHtoB ¢ CHOUA
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SIBJISIETCSl aHOMaJIbHAsl aKTUBALMs (HAarouToB (B TOM YUCIE Makpo(daros), KoTopas
OPUBOAUT K UW30OBITOYHOM CEKpPEelHH MPOBOCHAIUTENBHBIX IIMTOKUHOB (B
gyactHoctu WJI-1 u  WJI-6), XeMOKHHOB (KaJIbIIMI-CBA3BIBAIOIINE OCIKU
cemerictBa S100) [76, 106].

B naroreneze CAM y4acTBYIOT akTUBUpOBaHHBbIE T-KI€TKH (B OCHOBHOM
nutorokcuyeckue CD8+T-kneTkn) u Makpodaru, Mpoayrupyromuye OoJblioe
KOJINYECTBO MpoBOocHanuTeNbHbIX nutokuHoB (MJI-1B, WJI-6, UJI-18 u MDHy)
[64, 111]. B ciyuyasx CAM sta runepnpoayKuusi IpeBpaliacTcsa B «IMTOKUHOBBIM
HITOPM», KOTOPBI MpuoOpen mupoKyr u3BecTHOCTh B 3moxy COVID-19. [31,
111] Tak mpu remaroparoquTapHbIX CUHAPOMAaxX HEKOHTpOIHUpYyeMast SKcnaHcus T-
KJIETOK M MakpodaroB ObUla CBSi3aHa C HAPYIIEHHOW LMTOJIUTUYECKON
cnocoOHOCThI0 NK- #  murotokcnueckux T-kierok (AeeKTbl CUCTEMBI
nepdoprHa) HECTIOCOOHBIX MTMMUHUPOBATH KJIETKY, 3apaxXeHHYI0 BUpycoMm. [111]

Kimnanuecku CIOHMA xapakTepu3yeTcs MNOJUOPTaHHBIM MOPAXKEHUEM B
OCTPBI TIEPUOJ, KOTOPBIE MPOSABISAIOTCS C Pa3IMYHOM YacTOTOM, a TaKke
pazsuteM CAM. Watepctunmanbupie 3a0oneBaHusi JETKUAW, JIETOYHBIN
anbBeoiApHbIN npoTenHo3 (JIAIL) u nérounas aprepuanvhas runeprensus (JIAI)
HE CTOJb pPacHpOCTPaHEHbl, HO, KaK YK€ IOKA3aHO BBIIIE YCHUJIUBAIOT CBOE
BIusiHUE Ha TTporHo3 TeueHus CIOMA. [51, 111]

Cpeny MeXaHU3MOB JIETOYHOTO MopaxeHus y nauueHtoB ¢ CFOUA, momumo
CUCTEMHOTO BOCHAJICHUS, paccMaTpUBaeTCd M DSHIOTENHalbHasg IuchyHKIuS,
cBsizanHas ¢ WMJI-6 omocpenoBanHbIM yrHeTeHueM skcnpeccun BMPR2 (bone
morphogenic protein receptor type II; peuentop tuna II koctHOro MmopdoreHHoro
OernKa), YTO MOXKET OOBSCHATH Pa3BUTHE JETOYHON apTepHaIbHOM THUIIEPTEH3UH B
CTPYKTYpE JIErOYHOTO nopaxkenus [35, 54, 79]. Ha CETOMHSIITHUMN JICHb
M3BECTHO O KJIKOYEBOW pOJM B MartoreHese JjeroyHoro nopaxenus u CAM vy
naieHToB ¢ CHOMA Ttakux UUTOKMHOB, Kak wuHTepnenkun-13 (WJI1P),
untepneiikud-18 (MJI18) u ramma-untepdepona (MDPHy) B coueranuu c
nuchyHKIHMEH anbBeossipHbIX Makpodaros. [42, 58, 117]. Beicokue yposau MDHy

N XEMOKHHOB, aCCOIMMMPOBAHHLIC C HHUM, TaKXC CBA3aHbl C Oosice TSKEIIBIM
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teuenuem CAM. [49] Tak Ha MBIIMHBIX MOJEIAX MOKa3aHO, 4YTO
AKCIIEPUMEHTAIbHO MHAYLHPOBaHHbIH CAM cnocoOCTBYeT BOCHAJIEHUIO JIETKHUX,
onocpenoBanHo uepe3 M®PHy, BocnpousBoas ocHoBHble udepThl JIII-CHOUA,
BIMSSL Ha anbBeossipHble Makpodaru. [58]. B nérkux Qusmonmormvecku
npoayuupytorcss uutokuasl MJI1B u MJI6. [108] YpoBHM 3THX BEIIECTB BHILIE Y
JeTed JO0 YETBHIPEX JIET, YTO MOXKET KOCBEHHO OTpa)kaThb 3aMHTEPECOBAHHOCTH
JIETOYHOW TKAHU NPU BOCIHAIUTEILHOM OTBETE Yy JETEeW MIIAJIIIEN BO3PACTHOU
Ipynmbl, KOTOpble Haubojiee TMOABEPKEHbI PAa3BUTHIO HMHTEPCTUIIMAIBLHOTO
nopaxxenus jerkux. [S1, 108]

Jlerounsiii anbBeosgpHbIi potenHo3 (JIAII) — Mamon3zydeHHOE COCTOSIHUE,
MPOSIBJISIIONIECECS HAKOIUICHMEM JIMIUAHBIX BEIIECTB B aJIbBEOJIaX BCJEACTBUE
Hed(DPeKTUBHOTO KIMpeHca MakpodaraMy JHMNUAHBIX cyoctanumit. [S, 117] B
ciyqae JIII-CFOMA npenmonaraercs, 49To JedexThl KIMpeHca OeIKOBBIX
cyOcTaHuii Makpodaramu, HE SBISIOTCS BPOXKIEHHBIM, Kak MPU TEPBUUYHBIX
dbopmax TOpakeHHMs ~ JIETKUX W aCCOIMUPOBAHbI C  TPaHYJIOIUTAPHO-
MakpodaraibHbIM KOJIOHUECTUMYIUpYomuM ¢pakropom (I'M-KCD). [5, 115, 117].

Y mnaumentoB ¢ CAM peakuuss TUNEpBOCHAJICHUS CIOCOOCTBYET
HapyuieHuto auddepeHmpoBkd MakpodaroB U HapymeHuo ux ¢gyakuun. [117]
N®Hy, wrparommii 3HaunMmyro poib B mnaroreHeze CAM mnpenmonaraercs
LHEHTPaJIbHBIM IUTOKUHOM M JIETOYHOTO MopaxkeHus. [5, 42, 49] JIlpyrum, He MeHee
BaKHBIM IIUTOKMHOM y nanueHToB ¢ CHOMA u JeroyHsiM NmopakeHUEM SBIISIETCS
uHTepielkuH-18 (MJI18), KoTopblii OTHOCUTCA K CEMEHCTBY HWHTEpJieWKHHA-].
JlaHHBI WHTEPIEHKUH TaKK€ OTBETCTBEHEH 34 PAa3BUTHUE THUIIEPAKTUBHOIO
BOCIIAJICHUSI U MOXKET OBITh PaClICHEeH Kak mpenBecTHUK pazButusi CAM. [42, 46,
121] Yto uHTEpECHO, MOCKOIbKY HAKOIUICHHBIC JaHHBIE TOBOPAT 00 YBEIMYCHUU
ypoBast MJI18 na doue Tepanuu uzBectapiMu OBMIIII y wactu manuenTos. [121]

Ha pucynke 2 kpaTko NpeacTaBieHbl OCHOBHBIE TyTH MATOTE€HE3a JIErOYHOro
nopaxeHus y nanueHtoB ¢ CHOMA, 3HaHne KOTOpOro NpuHUUIHAIBHO BaKHO IS

(dbopMupoBaHUs MOTEHLUHUATIBHBIX MApKEPOB JMArHOCTUKH, TAPTeTHOM Tepanmuu U
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IMporHo3a B YCJIOBUAX TMMOPAKCHUA KHU3HCHHO BaXXHBIX OpPraHoB, KOTOPbIMH,

HCCOMHCHHO, SABJIAIOTCA JICTKHC.

KappuonynsmonapHas cictema

/\>ﬂ
WIL1B, 6, 18 \
HUdH-y /

®HO-u

Tl > ‘ WII-1p—> TMKCD
b

% ‘pm.s KJIMPEHC
(=) g CYPOAKTAHTA
& A '
’ 'BMPR2
CIOUA UHI'MBUTOPHI
WIL-1B / UIL6

Pucynox 2 - IlatoreHe3 J€ro4yHoro MnoOpaxeHHs,, ACCOLMUPOBAHHOIO C
IOBEHWJIbHBIM apTPUTOM C CUCTEMHBIM HAYaJIOM.

Cokpamenusi: W - untepneiikun; U3JI - uHTEpCcTUUMAIBHOE JIETOYHOE
3aboneanus; JI[-nérounas rumeprensus; JIAII - n€rounslii ambBEONSIPHBIN
nporenno3; M®H - unrepdepon; CAM - cuHApoM akTUBaUUM Makpodaros;
CIOUA - cuctemHbI HOBEHWIbHBIN wauonatudeckuii aptput; ®HO - dakrop
HEKpo3a OITYXOJIH; I'M-KC®D - IpaHyJIOUTAPHO-MaKpOdaraabHbIi
KoJloHHuecTUMynupytomuii  (akrop; BMPR2 -  pementop — KOCTHOTO

MopdoreHeTndaeckoro oenka Il Tuma.

1.4 Kiimnnveckasi KApTUHA, JUATHOCTHKA M JHATHOCTHYECKHE KPUTEPHH
B cBsi3u ¢ OTCYTCTBHEM METOJIOB MOATBEPKIAOIIEH TUArHOCTUKHU, TUArHO3

CIOMA  ycraHaBnuMBaeTcsi Ha  OCHOBE  KIMHUYECKUX  TPOSIBICHUH,
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HECTIeMM(PUICCKUX JTA0OPATOPHBIX MAPKEPOB BOCTAICHHS] W MCKITIOUCHUS JAPYTHUX
BO3MOXKHBIX MPUYHH 3TOro cocTossHus [8, 28]. CrnenuanucTt JOMKEH 3amo03pUTh
CUCTEMHYIO (OpMY apTpuTa MpHU CIEAYIOUUX CUMITOMAaX: JIMXOpajJKa HESICHOTO
reHe3a, apTpalTui WIH apTPHUT, a TaKKe HEOOBsICHUMAsS CHITIb HA TEJe, 0COOCHHO
CBSI3aHHAA C JIMXOpaakou [26, 85].

Huarno3 CHOMA ycranaBnuBaeTcs Ha OCHOBAHHMM KJIACCHU(PUKAIMOHHBIX
KpuTepueB MexayHapoqHoil JIurm mpoTMBOPEBMATHUECKUX AacCOLMALMKM (aHIII.
International League of Associations for Rheumatology, ILAR), &kortopsie
OMUCHIBAIOT OCHOBHBIE MPOsIBIICHUs] 3TOoro 3aboneBanus. [77, 85] OCHOBHBIM
HEJIOCTATKOM ATUX KpUTEpUEB ObUT (haKT, YTO TOJHKO IMOJIOBUHA MAIMEHTOB B
nebrore coorBercTBOoBaja kputepusm CHOMA B cBsI3u € OTCYTCTBHUEM
(UMKCUpPOBAaHHOIO apTpuUTa B IMEpBble Mecdlbl Oone3Hu. [ Oonee paHHEH
JUArHOCTUKU OBUIM TpEeJIOKeHbI HOBble KpuTepuu nuarHoctuku CIOUA,
KOTOpPbIE€ OKa3aJIUCh BeCbMa MPUOIMKEHHBIMU K KpuTepusiMu nuarHoctuku BCB,
ommkaiimero anaigora CIOMA ¢ pe6torom crapmie 16 ser [55, 84, 96, 122].
CpaBHEHHE MUArHOCTHYECKUX KIACCU(MUKAIIMOHHBIX KPUTEPUEB IMPEICTABICHO B
Tabnuue 1.

bonpmmHCTBO  KpuTepueB  TpeOyeT  MCKIIOUEHUS  WHOEKIIMOHHBIX
3a0osieBaHMil (BKJIIOUasi TyOepKya€3) M 3JI0KAUeCTBEHHBIX HOBOOOpAa30BaHUM B
MOMEHT ycTaHoBieHus nuarso3za CIOUA [26, 40].

Cnenyer MOMHHUTH, YTO IOMHUMO CHMITOMOB, OTHOCAIIUXCS K
JAArHOCTUYECKUM  KpuTepusiM, y  namueHtoB ¢  CIOMA  onwucassl
WHTEPCTUILIMATbHBIC 3a00J1eBaHUs JIETKUX, JIero4Has TUTIEPTEH3HUS,
CUHOBHUAIBHBIMH KHUCTHI, TOPAKEHUE TTOYEK, Iepdopalivs HOCOBOU MEPETOPOIKH U

HeMH(EKIMOHHbIE MEHUHTUTHI [85, 117].
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Tabnuma 1 - CpaBHEeHHE KpUTEPUEB TUATHOCTUKHU IOHOIIECKOTO apTPUTa C

CHCTEMHBIM HavaaoM u 0ojie3uu CTuiiia B3POCIIbIX.

Kpurepuu nmarioctuxu

ILAR 2001 [77] ILAR 2019 Fautrel [55] Yamaguchi [96]
[122]
Aptpur, ¢ nuxopankoit | Jlnxopaaka 1o HeobOxomumo 4 | Heobxonumo 5 u Ooinee

MPOIOJIKUTEIBHOCTHIO
He MeHee 2 Helelb U
COIPOBOXKIACTCS
OIHUM WJIN
HECKOJILKUMH U3
(1 (1 4% 011170
CHMIITOMOB:

1. Bo3Beimaromiasics
HaJ KOKeH
He(UKCUpOBaHHAS
SPUTEMATO3HAsl ChIIb.
2. I'enepanu3oBaHHast
auMdaaeHonaTus.
3. I'ematomerainus
W/WJIM CIJIICHOMET aTust

4. Cepo3urt

38° u BhIIIC HE
MEHee 2-yX
HEJCIb,
COITPOBOXKIAIOII]
asicst ABYMS
OOJIBIIMMU HUIIH
OIHUM OOJIBIIINM
1 OJHUM MaJIbIM

KPUTEPUSIMU;

bonvuiue

Kpumepuu.:
1.Bo3BeImaro-

mrascs Haj
KOKel He(UK-

CHpOBaHHAas
spuUTEeMaTo3Has

CBHINb.

2. Aptpur

OOJIBIIINX
KPUTEPHUS WU
3 0OJIBIIUX U 2

MaJIbIX

bonvuue
Kpumepuu.:
1. JInxopanka
BbILIE 39°
2.
Hedukcupoanna
sl SpUTEMaA
3. Aptpanrus
4. ®apuHTUT
5.
I'muko3unupoBan
HBIN (peppUTHH
<20%
6.
Heiirpodunes>

80%

KPUTEPUEB IS
BepUPUKAIMKI JUATHO34,
13 HUX 2 OOJIBIITNX
bonvuue xpumepuu:
1. JInxopaznka Bbiie

39° Gonee Hemean
2. TunuyHas ChIlb
3. ApTtput/aprpanru
s 6onee 2-yX Hell.
4, JlelikoruTo3
>10x10°/1 (>80%
HEUTPOPUIIOB)
Manvie kpumepuu:
1. Boub B ropie
2. Jlumbanenomnarus
W/MJIN CIIJICHOMETaJIA
3. VBenauueHue
acrapTaTaMHHOTPAHC
depassl mim
JIAKTaTACTUIPOTeHA3
bl (MPU UCKITIOYCHUHT
JIPYTUX TIPUYMH)

4. OtpunarenbHbIi
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Kpurtepuu 1MarHoCcTuKku

Kpumepuu
UCKTIIOYEHUSL:

1. Ilcopuas unu
rcopuas B aHaMHE3€ y
NalnueHTa Uin
POACTBEHHUKA NIEPBOU
JIMHUU POJICTBA
4. Hannuue
PEBMAaTOUTHOTO
¢dakropa IgM nHe
MEHee 2 pa3 ¢
WHTEPBAJIOM HE MEHEE

3 MecH1EeB

Manvie
Kpumepuu.:

1. I'enepanuso-
BaHHAs
nuMdaaeHo-
IaTus.

2.
I'emaromeranus
/WM
CILICHOMET aIus
3. Cepo3ut
4. Aptpanrumn
oonee 2-yx
HEJICIb
5. JlefikonmnuTo3
>15x10°/n ¢
HeUTpoduIe30

M.

Manvie
Kpumepuu:

1.
Makynonaryné3xn
as ChIIlb
2 JletixormmuTo3>1

0x10°/

PEBMATOUIHBIN QaKTOp
kiacca [gM u AHA
J1oMKHBI OBITH
UCKJTIOUCHBI:

1. Uadexuu (B
YaCTHOCTH CETICHUC U
MH()EKIMOHHBIN
MOHOHYKJIC03)

2. 310Ka4EeCTBEHHBIE
HOBOOOpa3oBaHus (B
4aCTHOCTH, TuMpoma)
3. BocnanurenbHble U
JIereHepaTUBHBIC
3a00JIeBaHMS OTIOPHO-
JIBUTATEIIBHOTO armapar
(B yacTHOCTH,
MOJINAPTEPUNAT U
PEBMAaTOUTHBIN BaCKYJIUT
C BHECYCTaBHBIMU

MIPOSIBIICHUSIMH )

Coxkpaenusi: AHA - antunykneapusie antutena; ILAR -. International

League of Associations for Rheumatology (Mexaynapoanas aura

POTUBOPEBMATHUECKUX ACCOLIUALINN).

Tounbix 6momapkepoB mist CHOMA Ha cerogHsIHIN MOMEHT HET, OJTHAKO

HCIIOJB3YCTCA JOCTATOYHO MHOT'O PAa3JIMYHBIX OTACIbHBIX OCTpO(l)aSHBIX

nokaszaresnei, TeHeTHYeCKUX BapHUaHTOB M OMOXMMHYECKUX mapaMmeTpoB. Ailioaie

LM u coaBropamu ObLT TIpoBeneH 0030p 6uomapkepoB CIOUA, nanabie
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NepeBeICHbI, aIalITUPOBAHBI U MIPEICTaBICHbI B Tabmuie 2 [28].

Tabnuna 2 - buomapkepsl FOBEHUIBHOTO apTPUTA ¢ CUCTEMHBIM HAYaJIOM,

agantupoBaHo u3 Ailioaie LM et al. [28]

Mapkep

HNurepnperanus

I'enemuueckue MapKepsvl

MIF-173*C-allele

JaHHbI amnens y mnaunueHTtoB ¢ CHOUA
SABJISIETCA MPEIUKTOPOM IUIOXOTO OTBETa Ha

KOPTHUKOCTCPOUAHYIO TCPAIIUH.

IRF5 nomumopdusm IRF5 (rs729302, rs2004640,
and 1s2280714) BnuseT Ha BEPOATHOCTH
passutusgs CAM npu CIOUA

HLA-DRBI1*11 ObL1a mokazana acconumanus ¢ CFOUA

HLA-DRB1*04

NFIL3 (anepHslii paxTop,
pEryupyeMblii HHTEPIEHKUHOM
3 (anra. nuclear factor

interleukin-3-regulated gene))

Cesa3an ¢ runepnponykuuen WMII1, moxer

HUCIIoab30BaThcda Ui nuarHoctuku CIOUA

TPM?2 and GZMB

BO3MOYKHbIE MapKepbl OBICTPOrOo OTBETa Ha

KaHaKHMHyMao

ARGI and PGLYRPI

BO3MOKHbBIE MapKepbl LTSI paHHen

nuarnoctuku CIOUMA




[Iponomkenne TaOIUITHI 2

25

Mapkep

NuTepuperauus

Mapkepvl uMMYyHHO20 80CRANICHUA

WNurtepnenkun-18

buomapkep aktuBHoctu cfOMA, MOHUTOpHUHT

CAM u ontenka aktuBHOcTH cOUA.

Nurepdepon-y

Otpaxaer aktuBHoctb CIOUA, ero ypoBeHb

yBenuuuBaercs npu CAM

bemox CXCL9

Mapkep aktuBHocTd CIOMA wu pa3Butus
CAM. bonee BbicOKHE cooTHOIIEHUsT IL-
18/CXCL9 wu IFN-y/CXCL9, npenukTopsl
JY4IIero OTBETa Ha TEpanuio KaHAaKMHyMaOoOM

y nanueHntoB ¢ CIOUA.

Heonrepun

Nunukarop axtuBHoctn CIOMA n CAM.
Mapxkep puckoB pazputua CAM y nanueHToB

¢ aktuBHbIM CIOUA.
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Mapkep

NuTepuperauus

benku S100, B yacTHOCTH
kasbrpanyiauH A (SI00AS),
KaJbI'paHyiauH B
(SI00A9/MRP14),
Kaynbrpanyinus C
(S100A12/MRP 6),
kanbrnpoTekTuH, S1I00A8/A9

ICTCPOKOMILIICKC

CHGHI/I(I)I/I‘IGCKI/IG AUarHOCTHYCCKHUC

OMoOMapKephl ISl MAIMEHTOB C JINXOPAIKON |

CIOMA, WuCKIIOYAIOT paHHHE  TSHKEJIbIE
CUCTEMHbIE  MH(QEKIMH U  HEKOTOpbIE
BOCHAJMUTENIbHBIE WM HEOIUIACTHUYECKHE

3aboneBanus. benku S100A8/9 u S100A12
Obun 3HauuMo mnosbllieHbl npu CIOUA 1o
cpaBHenuto ¢ FIOUA u npyrumu AB3.

Konnentpanus kanenporektuHa (MRPS/14) B
CBIBOPOTKE OblJIa MEPBBIM MPOTHOCTUYECKUM
OroMapkepom,

YKa3bIBarOIUM Ha

CYyOKJIMHMYECKYI0 aKTUBHOCTD 3a00J1€BaHUSI.

PyTunnbie naboparopHbie
nannbie (CPb, COD, D-numep,
TPUTTULEPUIbI, GUOPUHOTEH,
CBIBOPOTOYHBIN (PePPUTHH,

COOTHOIICHUC

bepputun/CO3, ACT)

COD, CPb

Bricokue ypoBau CPb orpaxawT MeHee

OnaronpuatHblii mporao3 CIONA

D-aumep MOXeT oTpakaTb aKTUBHOCTb U OBITh

MapKepoM cepbe3Horo nporno3a CIHOHMA.

Yposuau depputnna, TpurmmnepunoB u ACT, a
Tak)ke TUMO(PUOPUHOTCHEMUSI B COBOKYITHOCTH
C IHUTOTCHUEH SBJSIOTCS JIUATHOCTHYECKUMHM

KputepusimMu i1t auarnoctuku CAM.

CooTHoIlleHWE CBIBOPOTOUHOTO (heppuTrHa/
COD sBnsieTcsl 1LEHHBIM MMapamMeTpoM A

nuartoctuku CAM.
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[Tponomxenue TabaUIIBI 2

Mapkep HNuTepnperanus

Knerounsliit cocraB KpoBu MukponurapHas aHEeMUs, JICUKOILIUTO3,
TpombOo1HTO3, yckopeHue COD - TUNHUYHBIC
nposienenus CHOMA. HeoOxoaumer s
paHHEro BBISIBJICHUS LIUTOIICHUU VIS

nuargoctuku CAM

Cokpamenusi: AB3 - ayroBocmanurenbHbie 3aboneBanus; ACT -
acnapraramuHotpancepasa; UJI - unrtepnerikun; UH® - untepdeppon; CAM -
cuHApOM akTuBanuu Makpodaron; COD - ckopocTs ocenanus spurporuton; CPb
- C-peaktuBnbiii Oenok; CIOMA - cucTteMHblli FOBEHWIBHBIM HIMOTATHYECKHUIN

aptpuT; KOV - 10BeHUJIbHBIN UIMONATHYECKUN apTpUT (HE CUCTEMHBIE (POPMBI).

1.5 Cunapom akTuBanun makpodaros npu CFIOUA

CAM otHOcuTca K OOJdBIION Tpymne reMaToaroiuuTapHbIX CHHIPOMOB
(I'®JI), xapakTepHBIX JUIsl peBMATOJOTUUECKUX 3a0oneBanuii. [64, 111, 118] Ilpu
pazsutun CAM Makpodarn HauMHAIOT TMOTJOMIATH KJIETKU KOCTHOTO MO3ra -
MPOUCXOIUT Tpolecc remarodaronuroza [64, 111]. B skcnepuMeHTaIbHBIX
MOJIeTISIX OBbLIO MOKa3aHO, YTO Makpodarv, CTUMYJIUPOBAHHbIE UHTEPHEPOHOM-Y,
peBpaIlaJuCh B reMadaroiuTUPYIOIIUE KIETKH, YTO JaeT BECKHE OCHOBAHMS
npearnoyiaraTb 0 JOMHHUpPYIOIIEH ponu 3Toro murtokuHa [118]. B Ouomrarax
neyeHn nanueHToB ¢ CAM oOHapyxuBaiuch remodaronuTapHbie Makpodary,
npoayuupytomue ¢akrtop Hekposza omyxonu (DPHO) [118]. IToatomy uacTh
nauueHToB ¢ CAM MOTyT pa3BUBaTh T'€NaTUT, YTO TAKXKE OKa3bIBAET BIMSIHHUE Ha
KJIIMHUYECKYIO KapTUHY U JAJTbHENIIYIO AUArHOCTUKY. [36]

B aumarHocTuke HaHHOrO CHHApPOMA MPUHIMIUAIBHO BAXKHBIMH SIBJISIFOTCS
HEKynupyemas NOCTOSIHHAs JUXOopajKa, MIPOrpECCUPYIOLLIAs renaro/
CIUICHOMETaJMs, MOBBIINICHHE ypOBHEW (eppUTHHA, acmapTaraMUHOTpaHdepasbl,

JAKTAACTUAPOTCHA3bI, TIdaMMa-INIIOTAMWITPAHCIICITUAA3bI, TPUTJIHULOCPUIOB U
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CHIDKeHUE (UOpUHOreHa, a TaKKe KIETOYHOro cocTaBa KpoBU (0M- 1100
NaHIUTONEHUs). B 3aBUCMMOCTHM OT HMCHOJB30BAaHUS TEX WM HHBIX HAOOpPOB
JMArHOCTUYECKUX KPUTEPUEB MOKHO YCTAHOBUTH WM MPEINOJIONKUTH JUArHO3
CAM [64].

B peanbHOIl KIMHHUYECKOW TMpaKTHKE HauWOOJIbIlIee pacnpocTpaHEeHUE
noyyursii  kputepun EBpomneiickod JMru mpoTHB peBMaTh3Ma/AMEpUKaHCKON
KOJUIeTUH peBMaToJioroB/llenmarpuyeckoit MEXIyHAPOIHON PEBMATOIOTHYECKON
UCCIIEIOBATENbCKON KOTabopaliioHHOM oprann3anuu (ot anri. European League
Against  Rheumatism/American  College @ of  Rheumatology/Paediatric
Rheumatology International Trials Organisation Collaborative Initiative,
EULAR/ACR/PRES) 2016 rona [23], BKIroUaromniue:

o DeppUTHH CHIBOPOTKU KPOBU > 684 HI/mi

1 JTFOOBIC 1B KPUTEPHS U3 TIPEICTABICHHBIX HIDKE:
TpomOoruToneHus < 181x10°/n
AKTHBHOCTH acniapraraMuHoTpaHcdepassl Boie 48 E/n

Tpurmuuepuabl CbIBOPOTKU KpoBH BhIe 156 mr/mi (1,75 Mmons/mn)

AW N =

®ubpunoren < 3,6 r/n
Y1oOHBIM M TIOJIE3HBIM B PEATbHOM KIMHUYECKON MPAKTUKE MOXKET OBbITh
KaJIbKysiTop pacuera puckoB ['®C - HScore [68]. B naHHbBIN KambKyISITOp
HEOOXOAMMO BBECTH KIMHUKO-aHAMHECTHYECKHE M J1a0OpaTopHbIE JAaHHBIE O
NalyeHTe, pe3yapTar OyJIeT MPEeACTaBIeH B BHUAE OalbHOW OLIEHKHM U MPOLEHTA
BeposiTHOCTU Tekytiero ['OC.

B naGopatopHOd IMAarHOCTHKE WCHOJB3YIOTCS TECThl, OCHOBaHHBIE Ha
UCCJIEIOBAaHMN KIMHUYECKOTO aHaldn3a KpPOBU M OMOXMMHUYECKOro mpodus
nanueHToB. [loMrMo yke N3BECTHBIX UCCIIEAOBAHNMN, TAKUX KaK, OLEHKa (PyHKIUU
NK-k1eTok, ypoBHEH HHTEPIEUKUHOB, MIpeanonaraercs onpeaenenue oemnka S100,
HeonTepuHa [28]

[TomumMo moucka coBpeMEHHBIX JabopartopHbeix OuomapkepoB CAM,
IIPEJIAraeTCsl HCIONIb30BaTh IIPOCTBIE TECThI, HAIPABICHHBIE HAa HM3MEHEHUS B

COOTHOIIEHUH H3BECTHBIX JAaOOPATOPHBIX MapaMeTpoOB, HAMpPUMEP OTHOIIECHHUE
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beppuTHHA M CKOPOCTH OCEJAHUS JPUTPOLUTOB, TOIU TIIMKOZUIMPOBAHHOIO
bepputuna, cootHomeHus pepputuna u JIJII, knetok kposu. [28].

Cpenu cnenuanuctos, u3ydaromux CHOUA u CAM, aktuBHO oOCyXaaeTcs
1ETIeCO00Pa3HOCTh MCIOJIb30BaHUSI TepMHUHA «cyOkimuHudeckuii CAM». 3Ito
COCTOSIHME, KOTJa TPOSIBICHUS HE CTOJIb SIPKK U HE YAOBIETBOPSIOT BCEM
KPUTEPUSIM, OJTHAKO CYObEKTUBHO TpakTytoTcs kak CAM [64]. Mcnionb3oBaHue 3TO
TEpPMUHA OIpEAENseT MUPOTy pazdpoca pucka Bo3HUKHOBeHUss CAM nmo 40%
[64]. B HacTosiee BpeMs 3TOT TEPMUH HE UMEET MOATBEPKICHUS C TOUKU 3pEHUS
JIOKa3aTeIbHOCTH M MCHOJB3YyeTCS KaK CyObEKTHMBHAs OLEHKA COCTOSTHUS
NAlMEHTa, OJJHAKO MOJIE3HOCTh JAHHON IPOMEXYTOUHON JUATrHOCTUYECKON (hOPMBI
Mexay pemuccueil u MmanugpectHeiM CAM npu3HaeTcs UCCIENOBATENSIMU OYEHb
BaYKHOM JIJIs1 OIIEHKHU MPOTHO30B U UCXOJI0B 3a00seBanus [64].

Hns ycranoBinenuss pemuccun CAM  UCHONB3YIOTCS HOBBIE KPUTEPUU
npencrasinennbie de Benedetti F. u coaBropamu [43] B 2024 roay:

. [lonHoe otcyrcBue kiauHUYeckux nposisneHud CAM  (BusyanbHas
aHajorosas mkajna <1/10) u:

1.JIeWKOIUTHI BbIIIE HUKHEN TPAHULIBI HOPMBI

2.KonnuecTBo TpOMOOIIMTOB BBIIIE HIXKHEHN TpaHUIIbI HOPMBI

3.JIAL <1,5 pa3za oT BepXHEW rpaHULIBI HOPMBI

4.AJIT <1,5 pa3a oT BEpXHEW I'paHULIBI HOPMBI

5.ACT <1,5 pa3a oT BepxHel rpaHULlbl HOPMBbI

6.®ubpunoren >100 mr/mi (1 r/m)

7.®epputud <80% OT 3HAYEHUI MPU CKPUHUHTE MM UCXOJHOM YPOBHE (B
3aBUCUMOCTH OT TOTO, 4TO BbImie) wim <2000 Hr/mMi, B 3aBUCUMOCTH OT
TOTO, YTO HUXKE

HenocraTkoMm 3THX KpUTEpHEB ABIISETCS (PAKTUUECKOE MEpPEcCeueHue Leaoro
psana napametpoB ¢ auarHoctudeckumu kputepusimu CAM EULAR/ACR/PRES
2016 r., KorIa OIHU U T€ K€ KPUTEPUU MOTYT ObITh KaK JUATHOCTUYECKUMHM JJIS
akTuBHOTO CAM Tak W KpUTEpHUSIMH PEMHCCHHU, HAIPUMEP YUCIO TPOMOOIIMTOB,

aktuBHOCTh ACT 1 ypoBeHb (heppUTHHA.
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Bce Oonee akTyallbHBIM CTAHOBUTCSI BOIPOC O BOBJICUCHHH MHUOKapJa y
naimeHToB ¢ CHOHMA. B nuTeparype TOSBWIOCH ONHCAaHUE —CIIy4acB
MMMYHHOBOCHAIUTENBHBIX MHOKapauToB y mnauueHtoB ¢ CIOUA [116, 127].
[TomoGHBIE BapuaHTHI MYOJUKYIOTCS B KA4eCTBE 3KCKIFO3UBHBIX KIMHUYECKHX
MPUMEPOB, B HEKOTOPBIX CIydasx MOpakeHHe MUOKapAa ObLI0 3aUKCUPOBAHO HA
done mpoogumoit Tepanuun CFOUA. [127] B yactnoctu, Wang T et al. monpoOHo
onucanu ciydail muokapauta y 13 netnero mamumenta ¢ CIOUA. [116] B
KJIIMHAYECKON KapTHUHE MOMUMO cTaHaapTHeIX cumntomoB CHOUA oOparmnana Ha
ceOss BHUMaHue Oonb 3a rpyauHoil. Ilocie yero ObUIM MPOBEIEHBI
MapakJIMHUYECKUE UCCIeIOBaHus U BbIsiBlIeHbl M3MeHeHus Ha DK (camxenue ST
CErMEHTa), MOBBIIICHUE MAapPKEPOB MHOKApPJIUAIBLHOTO TMOBPEKIACHUS (TPOIOHUH,
NpeACEepAHbIM HATpU-ypeTUUeCKUUA menTua). Takxke OTMeuaaoch yBEIUYEHUE
ypoBHelt ¢epputnHa u  MJI6. VYIbpTpa3zByKOBOE€ HCCIEIOBAHHE BBISBUIIO
YTOJIIIEHHE MEXIKEITyJOUYKOBOM IMEPErOpOJIKM U CTEHKH JIEBOTO JKEIyAOuKa, a
TaK)K€ YMEpPEHHbI BBIOT B TOJIOCTH TNepukapjaa. MarHuTope3oHaHCHas
Tomorpadus cepiala MPOJEMOHCTPUPOBATIa CYOIHIOKAPAUAIBHBIA OYaroBbIN
nedext nepdy3uu HUKHEW CTEHKU JIEBOTO JKENyJA0uYKa, HIDKHEH MEeperopoakud u
HUKHEH OOKOBOW CTEHKH, YTO YKa3bIBAET HA HINEMHUIO MUOKap/a, a TaKke ObLIN

oOHapy>KeHbI IPU3HAKH, CBUIETEICTBYIOMKE 0 (udpo3e muokapsa [116].

1.6 Iopa:xenne abixaresbHoi cuctembl npu CIOUA, JITI-CFOUA

B mnaronornueckunii nmpouecc npu CHOMA MoryT BOBIIEKarbCs U JPYTHE
JKU3HEHHO-Ba)KHBIE OPTaHbl, B YACTHOCTH, JIETkue u cepaue. [Ipenmnonaraercs, 4ro,
YTO MpU THIEPAKTUBAIMM MaKpo(haroB, OHU HE TOJBKO aKTUBHPYIOTCS B KOCTHOM
MO3re, HO M B JIETOYHOM TKaHM. Takke HMHTEpeceH TOT (AKT, 4YTO 4YacTh
JIEKapCTBEHHBIX IpernapaToB CocoOHa OMOCPEIOBAHHO BBI3BIBATh MOBPEKIACHUE
Jerkux u aktuBanuio MmakpodaroB. Ilpu OnokupoBanmu WII-1B u WJI-6
KOMIICHCATOPHO MOXeET yBenuuumBaercs npoxykums MII-18, cBasanHOro c
JeroyHbiM nopaxkenueM [42, 49, 117]. JlamHbld BOIpPOC paccMarpuBajcs B

nmoapasacic O ImarorcHes3c JIETOYHOI'O IMOpa’KCHMUSI.
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W3BecTHBI ciienyromue (GakTopbl pUCKa Pa3BUTHS JIETOYHOTO TMOPAKCHUS
[51, 117]:

1. IIpeobnaganue CUCTEMHBIX MPOSBICHUM HAJl CyCTaBHBIMH B TE€UEHUU

CIONA

2. Hannuue nepcuctupyroniero/papmaxkopesucrentnoro CAM

3. Do3uHo P

4. ATunuyHasi ChIIlb

5. [Iporpeccupytomas aumdoneHus

6. Undy3nonnas peakuus Ha uHruoutops! UJI-1 w/nmm UJI-6

7. Tpucomus no 21 mape XxpoMocom

Eme 10 ner Ha3zax XpoOHWYECKOE MOPAKEHHUE JIETKUX OINKCHIBAIOCH B BUEC
AKCKJTIO3UBHBIX KJIMHUYECKUX CJIydaeB, OJIHAKO, 3a TMOCJEIHHUE TOAbl 4YacTOTa
MOPaXXEHMS JIETKUX cTana aocturatb 5%. [117] XpoHudeckoe nmopakeHue JErkux
BKJIIOUAET B ce0s cienyromue ¢popmsl [5, 117]:

1. Jlerounas aprepuanbHas runeprensus (JIAL)

2. HNuTtepcrunmansHoe 3aboneBanne nérkux (MU3J1):

a) JIérounslii anpBeosApHbI npoTenHo3 (JIAIT)
0) Jlunonanast maesmonwus (JIIT)

Kaxxiplii U3 3TUX BapHaHTOB MOKET BO3HUKATh KaK CaMOCTOSITEIbHO, TaK U B
koMOuHaruu [5, 117].

[IneBputr BxoauT B KpuTepuu auarHoctukun CHOMA, HO BO3HUKAaeT HE y
KXKJIOTO TalueHTa. bpulo OTMEUeHO, 4TO Ccpeau JeTei IJIEBPUT Yallle BCEro
HaOJII0aeTCsl y MalMeHTOB B Bo3pacte muaauie 3 uin crapiie 12 jnet, 0co0OeHHO y
JeTE C aHEMHEW, MOBBIIICHHBIM KOJIMYECTBOM JIEMKOLMTOB M ypoBHeM IgG, a
TaKXe TOJOXKUTEIbHBIMA PEBMATOUIHBIMU (DAKTOpAMH WM AHTUHYKJIEAPHBIMU
anturenamu. [107] Jliss JMAarHOCTHKM HMCHOJB30BAIUCH JIYYEBBIE METOJIbI
(peHTreHorpamma, KommbioTepHasi Tomorpadusi Beicokoro pazpemienus (KTBP).
PecnrpatopHbie kaio0bl TPU OCTPOM MOPAKEHUH JIETKUX BCTPEUAIUCH PEAKO U HE
BCEr/la COOTBETCTBOBAJIN PEHTICHOJOTMYECKON KapTUHE, MIPU KOTOPOl U3MEHEHUS

B JIETKMX ONHUCHIBAIUCH yaiie. [107]
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1.7 ®akTopsl pucka JEro4HOro NOPaKeHus

1.7.1 Tpucomusi mo 21 xpomocome

Tpucomus mo 21 mape xpomocom (T21) - cunapom JlayHa, sBisercs
OMHUM u3 (AKTOPOB pHCKA, OJHAKO OCTAETCS JIMCKYTaOEIbHBIM BBUIY
pPa3IMYHBIX COMATUYECKUMX AaHOMAJIWM CBS3aHHBIX C JAHHBIM BapHUaHTOM
FE€HOTHIIA, B YAaCTHOCTH M C HMHTEPCTULHUAIBHBIMH 3a00JIEBAaHUSAMU JIETKHX.
Otmevanock, uro cpeau JIII-CFOMA wactora Bcrpewaemoctu T21 Obuta
3HauuMo Bbie, 10 10%, B cpaBHennu ¢ manuentamu CHOUA. [51] Bcee atn
ciaydyan pa3Bwinch Ha (one Tepanuun OBMIIII u3 rpynn maruouropos MJI1 u
NJI6 wu  oTiauyanuch  arpecCuBHbIM  TeueHueM. [S51]  Bo3moxHo,
MPEAPACIOJIOKEHHOCTh K JAHHOMY Pa3BUTHIO COOBITUN B ciydasx T21 moxker
OBITH CBSI3aHA C aCCOIMMPOBAHHOW C HEM MMMYHHOM nucperyismuei. [29, 78]
NmeroTcst nanHbie 00 U3MEHEHUsIX ypoBHeW uHTepdepoHna mpu T21, cxoxum c
MOHOTE€HHBIMU ~MHTeppepoHONaTUsAMHU, 1 KOTOpod xapaktepubl M3JI,
nanpumep npu SAVI-cunapome (ot anrn. STING-associated vasculopathy with
onset in infancy - Backynonatus, accouuupoBaHHass ¢ STING u nge6rotom B
JETCKOM BO3pacTe - HWHTEpPEepoOHONaTusi IEpBOrO THUMA, CBSI3aHHAs CO
ctumysisitopom renoB UOH) [21, 29, 47] Kpome Toro, MmHorue naiueHTsl ¢ T21
4acTO  MMEIOT  BPOXICHHBIA  MOPOK  cepAla W MOABEPraroTcs
KapJIUOXUPYPrUIeCKUM omepanusiM. Bce BoimenepedncieHHbie GakTopbl MOTYT
B3aMMOJICHCTBOBATh B NATOTr€HE3€ MopakeHWs Jerkux [89]. B Ttakux ciydasx
TPYAHO MO3UIMOHUPOBaTh poiib CHOMA B mopakeHHM JIETKMX y MAIMEHTOB C
T21. B nutepaType Majlo KIMHUYECKUX OMUCAHMI codeTaHusi cuHapoma T21 u
CIOUA. Worley E u coaBtopsl omucainu 21-MeCSIYHOTO Majblllia MY>KCKOTO
nona ¢ T21 u CIOUA, y xotoporo pa3pwicsi CAM. [125] Jleuenue BKiIt0UYao
MIPETHU30JI0H U paHHee HaszHaueHue Omokaropa MJI-1 - anakuHph! (6€3 Kakux-
60 WHQY3UOHHBIX W aHapUIAKTHYECKUX peakmuii). Ilocie BO3HMKHOBEHUS
N3JI 61 gobasnen TodanuTHHUO, W y TAlMeHTa HaOMI0AaIoCh YIy4dIlIEeHHUE.

[125] DOddextuBHOCT, WHrHOUTOpOB siHyc-kuHa3 (JAK) B Takux ciydasx
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aHaJIOTUYHAa MOHOTEHHBIM wuHTepdeponaTusiM. JAK-MHrHOMTOpPHI KOCBEHHO
MOJIaBJISIOT TUMIEPIPOAYKIIMIO HHTEp(HEPOHa, YTO UCTIOIB3YETCS B KIMHUYECKON

npaktuke. [21, 47]

1.7.2 Jo3unopuaus u peaxkuuun Ha U1 n/unu UJI16 uHruéuTOpbI

Do3uHouIMs ABISETCS elle OJHUM (AaKTOPOM PHUCKaA JIS MAIMEHTOB C
JIITI-CIOHUA. [51] Heckonbko HeIaBHUX HCCIeAOBaHMM mokazanu, 4to JIII-
CIOMA wMoXeT uMeTh CXOJHBIM MAaTOreHe3 C CUHAPOMOM JIEKAPCTBEHHOM
peakiuu ¢ s03uHoPuiret u cucremMHsiMu cumnrtomamu (DRESS), npu stom
DO3MHOPWINS  SIBISIETCS 4YacTblo HMMMYHHbIX peakumil. HLA-DRBI*15
cuntaercs pakrtopom mobounbix peakuuii Ha OBMIIII y nmamuentoB ¢ CHOUA
[66]. Taxxe oTmewaeTcs, 4TO 303MHOGUIUS compoBOXIaeT 39% cmydaeB
CIOUA u nosiBnsiercst no HazHaueHus OBMIIII. [66]

Wobma H.u coaBtops! onrcanu 75 maruentoB ¢ CFOUA u 41 maruenTa ¢
npyrumu Busamu FOUA. [73] Dosunodunus Habmonanach Ha (PoHE JieUCHUS
uaruouropamu  WII1/UJI6 mpu CHOMA wu Hecucremuom IOUA. CAM,
npeamectByromuii edenuto OBMIIII, Ob11 cBsi3an ¢ 6oJiee BHICOKON 4acTOTOM
MOCJIEYIOIIEH 03MHO(DUINK TIPU UCIIOIH30BAHUN OMOJOTUYECKUX MPENapaToB.
ABTOpBI  TIPEAMNONIOKUIN, YTO DO3UHOPWIMS MOXKET OBITh CBsI3aHAa C
arpeccuBHbIM TeueHueM 3abosneBanus u passutueM JIII-CIOMA. [73] Taxxe
Obima otmedeHa Bbicokas yactota DRESS (n=45; 49%) y Gompabix CHOUA,
no3uTuBHBIX mo amnensm HLA-DRB1*15 [73]. Kak u getu, OONBIIHHCTBO
naueHToB ¢ BCB, y koropbix pa3Bunuck peakuun DRESS-tuna, Obuiu
Hocutensmu ramotunoB HLA-DRB1*15 [113]. Peakiuu DRESS Bxmouanu
so3uHounio, noBeiieHHe YpoBHS ACT u AJIT U HenpoxoHsinyro ChIIlb.
Takum oOpazoM, 503uHODWUINA, KaK YacTh THIEPUYYBCTBUTEIBHOCTH K
omokaropam WJI1 umu MJI6 oueBumHa, ogHako, HEOOXOUMA JOTIOTHUTEIIbHAS
uHpopmariuss o pomu HLA-DRBI1*15 kak mOTEHIHMAIBHOTO MPEIUKTOpA

anapunaxkcun k OBMIIII [73].
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N3BectHo, uto y mnamueHtoB ¢ CIOUA, HaxoauBIIMXCS B CTaauM
PEMHUCCHU U TMOJY4YaBIIUX pPEryJsipHylo Tepanuio uHruouropom MII1B
(kaHaKMHYMa0), COXpaHsJICA MOBBIIICHHBINH ypoBeHb MJI18. DTOT dakt mMoxer
0o0bsicHuTh pazutre U3JI y manueHToB B PeMUCCUU WM HU3KOM aKTHBHOCTH

3aboneBanus, moyvaronmx tepanuo 0bMIIII [46].

1.7.3 CAM, cyoxknunundeckuii CAM u pedpaxrepnniii CFOUA

Pazsutne CAM npu CHOUA Taxxke npeamnonaraercs, kak ¢pakTop pucka
JII-CIOUA. [51] Kak Brie ykazaHo, 4actota ocTporo/BeipaxkeHHoro CAM y
6onpHbix CHOUA coctaBaser okono 10%, a mnpu NpuMEHEHHH TEpMHUHA
«cyOxknmmHUYecKuiy unu «mogoctpeiity CAM ero dacrora Bo3pactaeT 10 40%
[26, 51, 117]. Tepmun «cyOxmuauueckuii CAM» B crtpykrype JIII-CHOMA
BBITJISIIUT MEPCIIEKTUBHO, HO B HAacTosllee BpeMsl 0e3 JOKa3aHHBIX KPUTEPUEB
nuarHoctuku. [64] KommndectBenHbiii nokazatenbs CAM - HScore mo3BosisieT
OLICHHBATh reMO(aroluTo3 B IUHAMUKE M TO3BOJSET PACCUUTATh UYHUCIOBOM
SKBUBAJIEHT BepoaTHOcTH pa3Butus CAM. Takxke BO3MOXXHAa KOMOWHAIIMS
O6anpHoi oneHkn CAM ¢ HeJaBHO MPEMIOKEHHBIMU KPUTEPUSIMH PEMHCCHH
CAM, omnucanHbIMU BbIle. HekoTopbie MalueHThl, COOTBETCTBYIOIIHUE 3TUM
KPUTEPHSM, COBIMAJAIOT C TAaK Ha3bIBaeMbIM «cyOkmuHuueckum» CAM, uyto
JOCTATOYHO OINACHO, MOCKOJIbKY OHM MOTYT IOJBEPraTbCs PUCKY AdalbHEUILIEro
oboctpennst CAM ¢ nopakeHreM BHYTPEHHUX OPTaHOB (JIETKUX, NTEYEHU).

s onenku pedpaxrepunocty CFOMA u xponumyeckoro teuenuss CAM
npeajaraeTcsi peTpOCIEeKTUBHO OIIEHUBATh: MPOJOJIKUTEIHLHOCTDh MPEObIBAHUS B
OPUT wu rocnuranuzanuii, mTpoaOJHKUTEIBHOCTDh JHXOPAJIKH, MOTPEOHOCTH B
UCKYCCTBEHHOM BEHTWISALIMMU JIETKUX, JIETAJbHOCTh U CHUXXKEHUE YHCIa

JIIATEIBHBIX TOCTUTAIM3auM [43].

1.7.4 ATunu4Hasi Cbilb

B xpurepuu nquarnoctuku CKOMA BxonuT KpaTKOoBpeMeHHas (JeTyuas)
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spUTEMATO3HAs ChIIb, KK MPaBUIIo, HaOII0AaeMast B nebrote 3aboneBanust. 8, 53].
[Tpu 3aboneBaHMsIX NETKUX OMHCHIBAIOT HECKOJBKO JAPYTyI0 MO MOPQOJIOTHUU
’K3aHTeMy. YacTh cllyyaeB AaTUIMYHOM ChIIM CBA3aHAa C BO3HUKAIOILUM
cuaapomomM DRESS u mo mopdosnorum OyaeT COOTBETCTBOBATH CHIMKA IIPH
TUIIEPUYBCTBUTEIBHOCTH. [44]. Takke omMCHIBae€TCS, YTO ATUIMYHAs CHIIb HE
MEHSIET CBOEH JIOKAJIM3allMd M OCTaeTCs Ha MECT€ BO3HHUKHOBEHHS, T.€. HOCHUT
XpoHHYeCKU xapaktep. [44]. Bo3MmokHa Takke ypTUKapHasi Chillb, ChIlb C
TMIIEPIUTMEHTUPOBAHHBIM ~ BEHUYMKOM, ce0opeiiHas, M  3K3eMONoJo0Has
DK3aHTEMBIL. [S1] DTH TUNBI SK3aHTEMBI, KaK MPABWIO, NPEALIECTBYET PA3BUTHUIO

WHTEPCTULHAIBHOTO OpAXKeHUS Jerkux y nauueHTos ¢ CFOUA. [51]

1.7.5 llporpeccupyromasi JMM¢poneHus

Boipaxkennas numdonenus: (abcomoTHoe KonuuecTBo auMdoruToB <60%
OT BO3PACTHOTO, HUKHSS TPAHULIA HOPMBI) SIBJISIETCS €11le OJHUM (PaKTOPOM pHCKa
pPa3BUTUS MHTEPCTUIMAIBLHOIO MopaxeHus Jierkux y nauueHtoB ¢ CIOUA. [51]
OT1oT ypoBeHb quMporniennn 6e3 comytcTBytonero CAM 0wl 3aperucTpupoBaH B
NepBble TMOJIT0a JO Pa3BUTUS HMHTEPCTULHMAIBHOTO TMOPAXKEHUS JIETKUX Y
naiueHToB ¢ B 42% cnydaeB. [51] WccnenoBatenu oTMedaroT, 4TO YpPOBEHb
auM(ONEHNN B HACTOdAIIEee BpeMsl He siBsieTca mnpusHakoMm aktuBHoro CIOUA.
[51] CamwxeHHble ypOBHHM JUM(OLUTOB (TakK€ KaKk W IMOBBIIICHHbIE YpPOBHU
bepputnHa) HAONIOAAIMCH Yy TMAUMEHTOB JO MOMEHTAa TMPOSBICHUA U
JMarHOCTUPOBAHUS JIETOYHOTO nopaxeHus y nauneHtoB ¢ CHOMA, 9yTo BO3MOKHO
yKa3bIBAeT Ha JJIMTENIbHBIA «O€CCUMIITOMHBINY Mepuo]l (GOPMUPOBAHUS JIETOYHOTO
NOPAKEHUA Yy TaKMX NAUUMEHTOB B CBSI3M C BSUIOTEKYIIUM, IOJOCTPHIM

BocnajeHuem. [S1]

1.8 Kiannuyeckue nposiBjiaenusi u auarnocruka JIIN-CIOUA
[Topaxenue opranoB abixanus npu CIOUA OyaeT nposBAsSTHCS pa3nuyHON

Hecrenu(puueckol pPeCcHupaTopHO CHUMIITOMATUKONW, B YAaCTHOCTH KalllieM,
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OJIBIIIIKOM, ayCKYJIbTaTUBHO W3MEHEHHBIM JbIXaHHEM, TAXUITHOE, JecaTypallueH,
KUCJIOPOJI03aBUCUMOCTBIO. [51]. OTMedaeTcs, 4TO B MOMEHT YCTaHOBJICHUS
JMarHo3a MHTEPCTUIIMATILHOTO TOpakeHUs Jierkux y nanueHtoB ¢ CHOUA Ttakue
MaHU(ECTHBIE KaJoObl KakK OJIBIIIKA, MUCITHOD M Kallelb BCTPEHYAINCH PEAKO,
OJIHAKO JIOCTaTOYHO YacTO OTMEUaJioCh HM3MEHEHWE ¢ajaHr MaJbIEB MO THUITY
Oapabanneix mamouek 61% (37/61), runokcus 43% (26/61) wm npururanbHas
sputeMa. [51] Takke BO3MOXHBI TPOSIBICHHS, XapaKTEpPHbIE [JIs1 JIETOYHOU
apTepHaJIbHOM  TUIMEPTEH3WHU:  OJbIIIKa  Tpu  (PU3MUECKON  Harpyske,
ayCKyJIbTaTUBHBIC U3MEHEHMUsI, BKITFOYAIOIIIHNE PaCIICIUICHUE BTOPOro TOHA cep/lia,
JIETOYHBIN «I1euoK u3rHaHus», Il ToH mpaBoro xemynodka, TPUKyCHUAATbHAsS
peryprutanus. OpHako  dyamie  JIerO4Hash  apTepuajbHas  TUIEPTEH3Us
yCTaHaBJIMBaIach Ha OCHOBaHUM JaHHBIX 3xokapauorpaduu (3xoKTI). [51]. Cpenun
HEpPECMUPATOPHOM  CHUMMITOMATUKM  OTMEUaeTcsl  MOsBJICHUE  3yASIICH,
HeMurpupyromiei ceinu 1 Hetunuunoi ais CHOUA 56% (34/61), HeoOBsICHUMBIX
oomeii B kmBoTe 16% (10/61). [51] VY wactu OoOnbHBIX paHee Oblia
nuarHoctupoBana mHeBMoHUs B 1e6roTe CFOUA, olHako yCTaHOBUTH €€ MPUUNHY
B Ka4eCTBE UH(PEKITMOHHOTO 3a00I€BaHUs WU TIEPBUYHO UMMYHHOTO THIIEPOTBETA
He yaaBanoch. [117]. Otmeuaercsi, 4ro B LEJIOM TEUYEHUE KaK JIETOYHOTO
nopaxxeHusi, Tak u camoro CIOMA y 310ii rpynmnsl nanyueHToB OBLJIO JOCTATOYHO
HEOOBIYHBIM U OTIWYAIOCh OT cTaHAapTHBIX BapuaHToB CHOUA u U3JI, a takxke
oTMeYaiach 3HAYMMOCTh HecHelu(PUUecKux xKajmob, TaKUX KaK yTOMIISIEMOCTb,
c1abocTh u obiiee Hegomoranue. [117]

Hanuuue KIMHUYECKHX CHUMIITOMOB JIETOYHOIO MOPAXEHHUs, KaK MpaBuo,
YKa3bIBAIOT HA BBIPAXKEHHYIO, TPOJABUHYTYIO CTAJUI0 JIETOYHOTO MOPaKEHUS,
KOorja y TMalKMeHTOB 3HAYMMO HApYIIEHBI JIETOYHBbIC (DYHKIIMOHAJIBHBIC TECTHI.
UtoObl HE TPOMYCTUTh W  BBIIBUTH HM3MEHEHUS Ha paHHEW CcTaguu
UCCIIEIOBATEIISIMU TIPEIJIaraeTCs YYUThIBATh KIIMHUKO-JIA00PaTOPHBIE MPETUKTOPHI
C MeNbl0 0o0Jiee aKTUBHOTO MOHHMTOPWUHIA COCTOSIHUS JISTOYHOM TKaHM y TaKUX
MAlMeHTOB. Y MaIMeHTOB C paHHUM Bo3pacToM jaedrora CHOMA pekomeHnayetcs

IMPOBCACHUC HOYHOM IMyJbC-OKCUMCTPUHN JIA PAHHCTO BBIABJIICHUA BO3MOKHOI'O
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Jero4Horo nopaxenus [5, 51, 39, 117]. Ipyroii BaxxHOI 0COOEHHOCTBIO SIBISIETCA
pa3BUTHE PEAKUUU T'MIEPUYYBCTBUTEIBHOCTH Ha 2—3-€ BBEJICHUE TOLMIN3yMalda y
MHorux gereit ¢ CIOMA c¢ mnopaxenwem jerkux. [S1, 117] ¥V mnauumeHTos,
MOJy4yaBIIUX JICYCHHWE TOLUMUIM3yMaOoM, PHUCK CEpPbE3HBIX HEXKeIaTelbHbIX
ABJICHUM cocTaBisut 25%, a puck cepbe3Hblx nuHpexuui — 11% B rojg nedyenus, a
yacToTa MHGY3MOHHBIX peakiuil oneHuBaerca B 7,2%. [100, 120] Ilpu stom
UHTEPECHO, YTO B KOoropre Yokota S. U coaBTOpPOB, Cpeau BceX HH(PY3MOHHBIX
peakuuii y 8 malnMeHToB ObUIM CEepbEe3HbIE PEaKLUU Ha BBEACHUE TOLMIN3YMalda,
OJIHAKO MPH 3TOM JIMIIb Y OJHOTO Mpenapar ObLI 3aMEHEH, a CEMb IPOIOJIKUIH
neuenne. [120] Takxke wu3 3Tux & mnNauueHTOB y 6 ObulM OOHApPYKEHBI
UMMYyHOTJI00yHHBI Kitacca E k Tormnuzymady. [120]

B kayecTBe HWHCTPYMEHTAJIBHOW JMATHOCTUKM Ha MNEPEIHUM IUIAH
BBICTYIIAIOT JIyYeBble€ METO/Ibl. BO3MOXXHO IpUMEHEHNE pEHTIeHOorpaduu rpyaAHON
KJIETKH, OJHAKO OHA IIO3BOJIAET BBISIBUTH YK€ TIpyOble HHTEpCTULIMATbHbBIE
U3MEeHeHMs, Haiuuue TuieBpurta. [lpm ynpTpa3zBykoBoi auarHoctuke (Y3H)
yIaeTcsl BBIIBUTH YIUIOTHEHHE JIETOYHOM NAapeHXHWMbl U Hanuuue ruieBpura. Y3U
JETKUX TpeajiaraeTcsl Kak CKpMHUHTOBBINA METOJ OLICHKHU JIETOYHOM TKAHM Yy JIeTer
c CIOUA. Tak B uccnenoBanuu Vega-Fernandez P. u coaBtopoB Y3U nérkux
o110 BhIOTHEHO Y 9 nereit ¢ JIII-CHOUA u y 6 310pOBbIX JieTel U3 KOHTPOILHOM
IPYIIIbI, BBITOJHEHNUE 3aHSUIIO B cpenHeM 12 munyT. [90] PesynbraTel y maiueHToB
¢ CIOUA, pa3BUBHIMX HHTEPCTUIUAIBLHOE TMOPAXKEHUs JIETKUX, BKJIOYAIU
oyaroByro uinm AuG y3HY0 HEPAaBHOMEPHOCTb IUIEBPhI, €€ 3EPHUCTOCTh H
YTOJIIEHUE ¢ COOTBETCTBYIOLUIMMHU PACCESIHHBIMU WIIM CPOCIIMMUCS B-nmunusimu, a
Tak)Ke CyOIuIeBpaIbHble KOHCOIUAALNHU; 3TH TaHHbIe OblTH conoctaBuMbl ¢ KTBP.
[90]. YuuThiBasi cyObEKTUBHOCTh METOJA, aBTOPHI MpEJIaraloT apryMeHThl AJis
YCHEUIHOTO HCNoJib30Banuss Y3W B mNeauaTpuyecKol MPAKTUKE, B YaCTHOCTHU
npejiaraeTcsl pa3HoCTh KOMIUIEKIIUU Tena peOEHKAa M B3pOCIOro, YTO MO3BOJISET
Jy4dllle OLIEHUTh BHYTPEHHUE CTPYKTYpbl IO CPEACTBAM YIbTPA3BYyKa; TaKkKe
oTMeuajach OBICTPOTa W XOpomias nepeHocuMmocTh metona. [90]. Omnako HET

KOHKPETHBIX MPOTOKOJIOB OLECHKH JE€royHol Tkanu y gered npu CIOUA wu
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MUHUMAJIBHBII BO3pacT, MPU KOTOPOM HCCeoBaTeNd NpoBogwin Y3W né€rkux

owL1 3 Toaa. [90]

KTBP mno3Bomnser aetain3upoBaTh U3MEHEHHS JITOYHOM MapeHXUMbI (OT
CUMIITOMa «MaTOBOTO CTEKJIa» JO0 pa3BUTusi (PUOPO3HBIX H3MEHEHUH,
auM(paneHoOnaTHIO  CPeNOCTeHHs, Haimuuue IuieBpuTa). OOcyxaaercs u
BO3MO>KHOCTh MIPUMEHEHUE MarHUTHO-PE30HAHCHOM Tomorpaduu c
yIBTPAKOPOTKUM BpemeHeM 3xa (MPT-YBD) kak KOHKypHUpYIOIIEro METojia ¢
KTBP. [123] 'naBHBIM MOJIOKUTEIBHBIM aCIEKTOM SIBJISICTCS TO, YTO CHMXKACTCS
Jy4yeBask Harpy3ka, 4To O€3yCJIOBHO Ba)XHO [Isl MALMEHTOB C HMCXOJAHBIMU
HapylIeHUsIM  MUMMYHHOTO  CTaryca, IEpPBUYHBIMU U  BTOPUYHBIMU
uMMmyHoneuiutamu. Opnako, TouHocth MPT-YBD B Hacrosimiee Bpems
Heckosbko mpourpeiBaeT KTBP, uro orBomutr MPT-YBD Ha Heckonbko
BTOPOCTENICHHYIO pPOJIb JUIsl JTUArHOCTHKU M JIeNaeT €€ crnocoOoM BbIOOpa mpu
KOMOPOHUIHOCTH C APYTUMU MaTOJOTUAMU. [59, 123]

Ha cerogusmmmii  nenr KTBP Bcé ke gBisieTcst  HamOoliee
pacIpOCTPAHEHHBIM, JIOCTYIHBIM M TOYHBIM METOJIOM JIMATHOCTUKHU JIETOYHOTO
NMopakeHusl. THUNHWYHBIMM HW3MEHEHUAMH, XapakrtepHbiMu s JIII-CIHOHA,
SBJISFOTCSL YTOJIIIIEHWE TUIEBPHI M TEPErOPOJIOK, YTOJIIEHWE OpOHXUATBLHON
CTEHKU WJIM MepUOPOHXOBACKYJISIPHOE YTOJIIEHNE, U3MEHEHUS 110 TUITY «JIepeBa
B MOYKaX», «MaTOBOI0 CTEKJIa», «OYJIbDKHONM MOCTOBOW» (aHIJ. crazy-paving),
«COTOBOTO JIETKOTOY», TIepudepruiecKkas KoHcoauaanus u juMmdaaeHomnarus [S1,
117]. Cpemun mnarrepHoB, onpeaensempix Ha KTBP y mnanuentoB c
WHTEPCTULHAIBHBIM MOPAXKEHHEM JIeTKuX y nanueHToB ¢ CIOMA no naHHbIM
Saper VE u coaBTOpOB 4acToTa BcTpedaeMocTH Obliia ciaeayromei: [51]

. VTOJIIEHUE TEPEeropoAoK, 3aTparuparoiiee Mepuepuro HECKOIbKUX
JOJIe  JIETKOTO, HamOojiee BHIPAXKCHHOE B HIDKHUX 30HaX JIETKHX,
napamMeNacTUHAIBHOW W/WIW TIePEAHUX, BEPXHUX JOJSIX C COCEOHUMU
NOMYTHEHHMSIMU TI0 THUIy «MAaTOBOIO CTEKJa» WM 0e3 HUX - Habmojasics
HanOoee gacto (60%, 35/58)

. «OynbpkHas MmocToBas» 21% (12/58),
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. nepudepudeckas koHcomuaauus 22% (13/58), nepubponxoBacKyisipHas
koHconmumanua 16% (9/58) u mpeuMyIiecTBEHHO MOMYTHEHHUS IO THILY
«mMaroBoro creksa» 12% (7/58)

. npu KTBP ¢ KOHTpacTHbIM YCHJIIEHHMEM BBIABISIM  yBEIUYECHUE
BHYTPUTPYIHBIX TuMpatrueckux y3moB 37% (11/30)

. npu3Haku Gpuopo3a (COTOBBIC CTPYKTYPhI, TPAKITMOHHBIE OPOHXO0IKTA3hI)
OTMEYAIIUCh PEkKe

. nepuKapAnaibHbIi BRIOT 22% (13/58)

. TJICBPATBHBIN BBITIOT - 6,9% (4/58)

B BuIy OCTPOTHI M BBIp@KEHHOCTH TPOSIBICHUN CHUCTEMHOTO 3a00JICBaHUS
(GyHKIHMOHATIBHBIE JIbIXaTENbHBIE TECThl MPOBOMAATCS PEIKO, a TakKXKe dTO
00yCIIOBJIGHHO paHHUM J1e0I0TOM, TO €CTh BO3PAacTOM MAIMEeHTa, HE TO3BOJISIOIIIM
MPOBECTH MX KauecTBeHHO. Cpean PyHKIIMOHAIBHBIX TECTOB OJHUM M3 HamOoJiee
BKHBIX ATO OIeHKa AU Y3MOHHON CMOCOOHOCTU JIETKMX C OKCHAOM YTIepoja
(CO) u Tect ¢ mecT MUHYTHOM X06001. [117]

UccnenoBanne OponxoanbBeosisipHoro mnaBaxa (BAJI) Takxke sBisercs
OJTHUM W3 METOJIOB JTUAarHOCTHKHA HWHTEPCTUIIMAIBLHOTO TMOPAKCHHUS JIETKUX Y
namueHToB ¢ CFHOUA. [117] Ananu3 cMbiBOoB BAJI, OIy4eHHBIX OT MAlIMEHTOB C
MHTEPCTULIMAIBHBIM TIOpakeHueM Jierkux y mamueHToB ¢ CIOMA mnoxa3biBaer
YBEIMYCHHUE COACPKaHUSA Makpo(daroB, Harpy)KEHHbBIX JUMUAAMH, U YBEIUYCHUE
Takux HUTOKMHOB Kak MJII8 (p = 0.017), DHO u xeMOKHHOB, HHAYLIMPOBAHHBIX
N®DH - CXCL9 u CXCLIO0. [117]. Takxxke oTMe4aeTcsl YBEIMUYEHUE COACPKAHUE
HeltpopunoB >40%, yto B 10 pa3 BbIllle HOPMAJILHBIX 3HaUCHUM. [S1]

buoricus octaeTcsi OAHUM M3 CaMbBIX YCHENIHBIX METOJOB HAarHOCTUKHU
JAETOYHOTO MOPAKEHUS, OJTHAKO W SIBISETCS WHBA3HUBHBIM METOIOM, UTO CIIEAYET
YYUTHIBaTh TpHU BBIOOpPE. B HMCTOYHMKAX OMHUCHIBAIOT pa3IMYHBIE BapUAHTHI
MaTOJIOTOAHATOMUYECKUX M3MEHECHHM, B YACTHOCTH KOMOWHAIMS aJIbBEOJISIPHBIX,
JIbIXaTEJIbHBIX, MJIEBPAIbHBIX, COCYAUCTHIX U3MEHEHUN. Bbn onpeenensl CrekTp

JIAT />HIOTEHHON JUMOWJAHOW THEBMOHMHM | Backyiomarun. [51] Taxke
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OMHCHIBAIIOCH TUM(DOITUTAPHOE BOCHAICHHE, TUIIEPILIA3US ATbBEOJISIPHBIX KIIETOK
II Tuna, HaKOIJIEHWE KPUCTAJUIOB XOJecTepruHa Makpodaramu. [51]
buomapkepom 11l IMAarHOCTUKH JIETOYHOTO MOPAXEHUs NPEANOJaracTcsa u
chiBOpOoTOUHBIM aHTHUTeH Kpebca ¢on gen Jlynren-6 (KL-6), xoTopsiii
npennaraercss  jis paHHero  BeisiBieHuss W3JI [119].  Anturen KL-6
AKCIPECCUPYETCS] TOCIE MOBPEXKACHUS albBEOJISIPHBIX KIIETOK Il Thma, mostomy
ero ypoBeHb noBeimaercs pu M3J1 [83]. Anturen KL-6 MoXeT OBITH MMOJIE3HBIM
OMOMapKepoM  HMHTEPCTUIIMATIBLHOTO  3a00J€BaHUA  JIETKMX TPU  JCTCKUX
peBMaTHYECKUX 3a00JIeBaHUSAX, HO HecHeludUUeH [Jii KOHKPETHON HO30JI0THUHU
(cKOHMA, cucremnast kpacHasi BOJ4aHKa, 1IepMaToOMHO3UT U ap.) [70, 112]. Taxxe
MPEIaratoTCd YTO IOBBIIICHHBIE CHIBOPOTOYHBIE YPOBHH METAJUIPOTEUHA3BI- 1
(MII1), TkaneBoro uHruOUTOpHl MetasunpoTenHassl 1 (TUMIIL), ocTeononTHHa,
pactBopumoro peuenrtopa MJI2 u anraronucra penentopa MJI-1 u cHukeHue
ypoBHerr MII3, THUMII2 wu »ortakcuHa 2 MOTYT paccMaTpUBATBCS Kak
MOTEHIIUAIBHO OWOMapKepbl B JAUArHOCTUKE JIETOYHOTO TMOPaKEHHS MpHU

PEBMATOUIHOM apTPUTE B3pOCIHbIX. [34]

1.9 Iloaxonwl K Tepanuu

OcCHOBHBIE MOJXO0/IbI K TEPANKH BKIIOYAIOT HA3HAYEHUE HECTEPOUTHBIX
npotuBoBocnanuTenbHbix npenaparoB (HIIBIT), 'KC, toBMIIIT u 6BMIIII. [8,
26] CambiMu yacto HazHavaemMbiMu OBMIIIT npu CHOUA siBasitoTes Toruinmnzymat
U kaHakuHymao. [13, 16] DddexTuBHOCTD U 6€30MACHOCTH TOLUIU3YMada
MHOT'OKpaTHO 00Cy»Xa1achk U n3ydanach B qureparype [100, 102]

YuuteiBas, YTO MHOTME CIIy4yad TOpPaKCHHsS JIETKHX, Pa3BHINUCh Y
MalueHToB, nojydaBmux Onokatopsl WMJI1 wmum WMJI6, a Takke MMEBIIUX OIBIT
NEPEKIIOYEHUsT MEXKJy MpernapaTaMyd 3THUX KJIacCOB, HaJIUYHME peaKIuu
TUIIEPUYYBCTBUTEIHHOCTH HA 3TH MPENAPAThl, KAK BO3MOKHBIA TPUITEP JETOYHOTO

NOpakeHUsl, TPeOYIOT MOMCKA APYTruX IMOAXOAOB K TEpaluu 3TOr0 COCTOSIHHUA.

[103, 105]
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ITepcuctupoBanue noseiieHHOTO ypoBHs MJI18 y manmentoB ¢ CFOUA nHa
¢doHe Tepanuu KaHAaKWHYMaOOM IMO3BOJIIET pacCMaTPUBATh TEPANUIO OJIOKATOPOM
NJI-18, xak mnaroreHernyecku oOocHoBaHHYyI0. [19] Cunapom akTUBanuu
makpodaros, runepapoaykuus MJI18 u MDOHy paccmaTpuBaroTcsi Kak OCHOBHBIE
MUIIEHHU JUIsl Tepanuu Takux mnanueHToB.[19] Takxke B HEKOTOPBIX Ciyyasx
ucnoinbzyercs pyroit ObMIIII - uaruéutop CD20+ numdonuToB - puTyKCcUMao,
OJIHAKO Yalle OH SIBJSETCS MpENnapaToM HE NEPBOM JIMHUM, U HA3HAYAETCS JETAM C
npeabynuM onsiToM apyrux 0bMIIIL. [17, 22]

Cpenu HOBBIX MpenapaToB, IMOTEHIUAIBLHO dS(PQPEKTUBHBIX NpPHU ITOU
NaTOJIOTUM clieyeT OTMeTuTh uHruoutop MOHy — smanamymal, mokaszaBIIHii
cBOI0 A((EKTUBHOCTh MPU JEUYCHUH MEPBUYHBIX (OPMBI TeMaTo]aroruTapHbIxX
auMdorucTuonuTo3oB, a Takke NJI18 — cesaswpiBarommii 6enok. [38, 48, 50, 110] B
HacTosillee BpeMs Ipeanosaraercss ucnonb3oBanue WJI18-cBs3piBaroiiero
OpOTEeMHA JUIsi HMHTUOMPOBAHMS H3TOTO IUTOKHWHA, TOCKOJBKY JIpYTU€ BHUIbI
JOCTYITHOM TapreTHOM Tepanuu MOTyT ObITh HeahdexTuBHEI. [86, 110, 126]

Masbie MOJIEKYJIbl - UHTUOUTOPHI SIHYC-KWHA3 TAaK)Ke MPEJICTABISIOT BeChMa
NEPCIEKTUBHBIMA B TEpPAlMM HHTEPCTUIMAIBHOTO JIETOYHOTO NOPAXKEHUS U
CIOUA. [62, 124] HunTtenanu® - BHYTPUKICTOYHBIM UHTUOUTOP TUPO3UHKUHA3ZBI
UCIIOJIB3YETCSl TPHU MporpeccupyromeM (GpuOpo3upyroneM HHTEPCTUIUATLHOM
JIETOYHOM MOPA)KEHUHU, B YACTHOCTH MPU TaAKOM ayTOMMMYHHOM 3a00JIEBaHUH KaK

CUCTEMHas ckieponepmus. [94, 95]

1.10 Ucxoamb! n ganbHelimee Beaenne nauueHToB ¢ CIOUA u
HHTEPCTULHHAIbHBIM 3200/IeBAHUEM JIeTKUX
HaubGonee tpeoxnoit mpobnemori JIII-CFOUMA  saBmsieTcs  BbIcOKas
JETAIbHOCTh W KOPOTKas MPOJOJIKUTEIBHOCTh >KU3HM C MOMEHTA pPa3BUTHS
nopaxxkeHus: yerkux. [14, 20] JleransHocts y marnuentoB c¢ JIII-CHOUMA Obina
MHOTOKpaTHO BbIlie yem B rpymmne jul] ¢ CKOMA 6e3 nerounoro nopaxenus. [51]
MyXCKO# TOJ, TUIOKCHS B Je0I0Te JIErOYHOro Mopa)xeHus, HehuTpoduies B

cmpiBax BAJI (6onee wem B 10 pa3) SBISUIMCH OCHOBHBIMHM MPEAUKTOPAMHU
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aetanbHOro ucxoxa. [S1] Ilpm XpoHHWYECKOH NPOrpecCUpPYIOLIEl TUIOKCEMUU
TPAHCIUIAHTALUSL JIETKUX  SIBIIIETCS. €AUHCTBEHHBIM METOAOM, CHOCOOHBIM
NpOJJINTh XKU3Hb OosmbHOTO. [20, 33, 51] HakamnuBaeTcs ONBIT MO
UMMYHOTIpO(UIAKTUKE WHPEKIWA Yy TAIMEeHTOB HAa WMMYHOCYIIPECCUBHOMN
tepariun  [1, 2, 52, 72, 74]. OO6cyxnarorcs Kak O€30MacHOCTb, TaK U
() PEKTUBHOCTh Pa3IMYHBIX BAKIIMH, B TOM 4Hucle U XUBBIX. [87, 99, 109, 114]
BakruHanuys npoTUB pecrnupaTopHbIX MH(PEKIni (0COOCHHO BaKITWHAIUS MPOTHB
I'pUIIIA ¥ THEBMOKOKKOBOM MH(EKIINN) PEKOMEH/IOBaHA U TIPEICTABIIAETCS KpaiiHe

BAKHOU IIPU NMOPAKEHUU JIETKUX B BUAY YA3BHUMOCTH JAHHOIO oprasa. [3, 4, 25,

37]
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I''TABA 2. METO/JIbI U MATEPHUAJIBI UCCJIIEJOBAHUSA

B OAHOIEHTPOBOE PETPOCHEKTHBHOE KOTOPTHOE WCCIEAOBAaHUE ObLIN

BKIIFOYCHBI JaHHBIC MCOINIMWMHCKHUX KapT ,Z[GT€I>’I, HMCBIIKUX CICAYIOMINC KPUTCPHUHU

BKJIFOUCHMHA:

1. [Tarmentsl  pomxHbl uUMmeTh auarHo3 CIOMA 1o kputepusam
Mexnaynaponnoit nuru npotuB peBmarusma (ILAR) wimu CHOUA-
nomoOHoe  3a0osieBaHue  (BeposATHBIN/BO3MOXHBIH  CIOMA) w
COOTBETCTBOBATh HEAABHO MpeokeHHbIM KpuTepusim CIOUA [122];

2. Bospacr Hauana CIOHMA menee 18 ner.

v KaXI0I0 IalueHTa Mbl OLOCHUBAJIIM HCXOAHBLIC CICAYIOIMIMUC IMapaMCTpPhbl B

Hayaine CIOUA:

nemorpadus: TOJ, BO3pacT Havaia 3a0oJeBaHUsA, JICYEHHE 10
ycra"oBienust auarnoza CHOUMA, cooTBercTBHE KpuTepusM Yamaguchi u
Fautrel BCB [55, 96]

BCE PYTUHHbIE KIIMHUYECKUE U JabopaTopHbie npusHaku CHOUA

Hannune CAM mno kputepusim Ravelli A. u coaBropoB Bepcuit 2005 1. u
EULAR/ACR/PRINTO 2016 Tr0m0B; KpuTepuu reModaronuTapHoOro
mumpoructronurosza (HLH2004) u pacuer HScore. [23, 67, 68, 97]

pECUpPATOPHBIE CHUMITOMBI, TAaKHE€ KaK Kalllelib, OJbIIIKA, IHCIITHO),
TaxuIlHO?,  IUIEBPUT, CUMNOTOM  «OapaOaHHBIX  MaJIOYEeK»,  OCTPHIU
pectiupatopubiii - auctpecc-cuaapom (OPIC), MN3JI u JIAI, cHuxkeHue
caTypalluu Mo JaHHBIM MyJIbCOKCUMETPUH.

nanaeie  KTBP  rpygHoit  kjieTkw. CormacHO  HaIMOHAJIBHBIM
pexkoMengaiusiM KTBP opranoB rpyaHOi KIETKH SIBISETCS 005S3aT€IbHBIM
obcleoBaHreM y Beex Aetelt ¢ mogo3penueM Ha CFOUA [8].

JIeYEHUE: KOPTUKOCTEPOU/IBI, O6BbMIIIIT U HEOMOJIOTUYECKHE
MIPOTUBOPEBMATUUYECKHE npenaparsl, MOAUDHUITAPYIOTIIHE TEUCHUE
3aboneBanust (HOBMIIII), BHYTpUBEHHBIN UMMYHOTJIOOYJIMH

UCXOJIbI: PEMUCCHUS, YIydIIEeHWE WJIM aKTUBHOE 3a00JICBaHUE, Pa3BUTHE

xponuueckoro JIII-CIOHA.
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Msbl  cpaawim  namueHToB ¢ CIOMA ¢ npu3HakamMu  MOpaKeHHs
NbIXaTeIbHBIX MyTed W 0e3 HUX B Haudajge 3a00JeBaHUA U  OLECHUIH
MocJeAyIollee JICUCHHE U pe3yibTaThl B o0Oeux rpymnmnax. JlaHHas rpymnmna
nanueHToB Habupanmuck ¢ 2000 o 2022 roxa.

Jlanee olleHMBAIKMCH ABE TPYIIIbI MAllMEHTOB C BOBJICUEHHUEM JIETOUHOMN
TKaHH B mporiecc ¢ pubdbposupyrommm herotunom u pudposzom B ucxozae (hJII1-
CIOUA) u c HepuOpo3uyIOIKUM, OCTPBIM MTOpakeHueM JErounoi Tkanu (HpJIII-
CIOMA). DOtu rpynmnsl CpaBHEHHMS BBIJCTUINCH M3 BCEX IAIMEHTOB
HaxoauBmuxcss noja HabmoaeHueM B Knumnuke CIIGITIMY 3a Bcé Bpewms.
[laniuenTsl ObUTM pa3lielieHbl Ha JBE MOATPYIIBI C (QUOPO3UPYIOMINM U
HeuOpo3upyromumM  GeHoTUnaMu  COTJIaCHO  KIIMHUKO-JAUArHOCTHYECKUM
npu3Hakam. J[aHHbIE TPYIIIBI OBLUTH BBIJEICHBI COTJIACHO KJIACCU(PHUKAIMOHHBIM
KpUTEpUSIM pa3pabOTaHHBIM KOHCEHCYCOM AMEPUKAHCKOTO TOPAKaIHHOTO
obmectBa (anrn. American Thoracic Society (ATS)), Espomnelickoro
TopakainpbHoro ooOmiectBa (anri. European Thoracic Society (ETS)),
JlaTuHOaMepUKaHCKOW TopakaJibHOM accoumaruu (anria. Latin - American
Thoracic Association (ALAT)) u SIlnonckoro pecnupaTopHOTO OOIIECTBa (aHTI.
Japanese Respiratory Society (JRS)). [71] B ocHoBy knaccudukaruu Jerim
pPEKOMEHIAIMN TI0 XPOHHYECKOW (opMe THIEepUyBCTBUTEIHLHOTO MHEBMOHUTA
Poccuiickoro pecnupatopnoro obmectBa. [7] Kaxnapiii pebEHOK  ObLI
KOHCYJIbTUPOBAH  NYJbMOHOJOIOM  J.M.H.,  mpodeccopoM  Kadeapsl
daxynpreTckoi nenauarpun KysnemnoBoit Aol AsieKCaHIpOBHOM.

Ju3aitn uccneqoBaHus NpeICTaBICH HA PUCYHKE 3.
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PeTpocnekTuBHbI aHANU3 AOKYMeHTAUMW feTen C
1 3tan yCTaHOB/EeHHbIM anarHo3som CIOMA ¢ 2000 no 2020 rr.
CpaBHeHue
OueHka oTBeTa Ha AkTyanusauus JnuaemMmonorus
NAUMEHTOB C U
| N3BECTHblE KJIMHUYECKUX U | nopaxeHus ; at} e6 0B €
e3
[KpMTepMM CONA n NapaxknnHu4e cKmx ‘OpFGHOB AbIXaHWA [ i —
} 5CB \ AGHHbIX ﬂ n CAM | PRESIURATOR
; ) ; CHMMNTOMOB
l_ | - | - | -
v v
BoigeneHve noarpynn cpeiu NAuMeHTOB C
pecnupaTopHbIMA CUMNTOMAMU C
‘ nopaxeHvem nNérkux u 6e3 Hero
2 3Tan PeTpocnekTuBHbI aHann3 pokymeHTauuu nauneHToB ¢ JIM-CIONA n akTyanbHoe
HabnwogeHne BHOBb NOCTYnMBWMX naumeHToB naumeHToB ¢ JIM-CIOWMA no 2024 r.
OueHka aHamHe3a BoigeneHue aByx OueHka
CpaBHeHue
N KJAVHUYECKUX I —— | rpynn JiN-CiOKA, | 3¢dpekTUBHOCTM
[ AAHHbIX, C ‘ | ¢n6pozmpymero n| | Tepanuu u
| AKLEHTOM Ha \ $uKTOPOH pHcka }He¢w6po3mp owero I MCX040B
| NN-CONA m ouenka| | Y | Y
pecnupaTopHble | deHoTMNOB M MX lnauMeHToe c Jin-
‘ U3 aKTYaNbHOCTU |
; Xano6bl , | cpasHeHue ‘ CloVA
| | | |

Pucynok 3 - /Iu3aiiH uccienoBaHusl.

Cokpamenusi: bBCB - 0Oonesnp Crumia; JIII-CFOMA - nérounoe
MOpaXeHUE, AaCCOUMUPOBAHHOE C IOBEHWIbHBIM apTPUTOM C CHUCTEMHBIM
HayajgoMm; CAM - cunapom aktuBauuu MakpodaroB; CIHOMA - rOBEHWIbHBIM

apTPUT C CHCTEMHBIM HAYaJIOM.

JTHYEeCKas IKCIePTU3Aa.

[TucemeHHOE cornacue Ha y4acTHE B 3TOM UCCIIEOBAaHUU ObLIO MOTYYEHO
Ha OCHOBaHWM XEJIbCUHKCKOM Jekiapainuu. [lucbMenHoe MHPOPMUPOBAHHOE
corjiacue OBLIO MPEI0CTABJIEHO 3aKOHHBIM OTIEKYHOM/OJIMKAUIIIAM
POJICTBEHHUKOM y4acTHUKa. Corjacusi Ha UCIIOJIb30BAaHUE TAHHBIX MTALIMEHTOB B
AHOHUMHOM (opMe MMEIOTCSI B UCTOpUM OOJIE3HM MALMEHTOB. J[aHHbBIE OBLIM
HaJJIeKamuM 00pa3oM aHOHMMHU3HMpOBaHbl. Jtudyeckuit komuter CIIGITIMY

yTBEPIUI MIPOTOKOJ HacTosAmero uccieaopanus (Ne 18/01, 27 oxtsadps 2022 r.).
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CrarucTnyeckuii aHAIH3.

Pasmep  BbIOOpKM  M3HAYaJbHO HE  paccuuThiBajics.  Kaxmyro
KOJIMYECTBEHHYIO TEPEMEHHYIO MPOBepsuid ¢ momolibio Tecta Kommoropona-
CmupHOBa 1711 obecrieueHHs HOPMAalbHOCTH pachpeneneHus. HopmanbHoro
pacnpeneneHuss He  oOHapykeHo. OmnucarenbHass  CTaTUCTUKA  ObLiIa
npeAcTaBieHa B Buae wMeauanbl (Me) wum  kBaptuien (25%; 75%) nus
KOJMYECTBCHHBIX TEPEMEHHBIX, aOCOMIOTHOTO 3HadeHus W nponed (%) mus
KaTeropuagbHbIX MEpeMeHHBIX. |51 cpaBHEHUS KOJIMYECTBEHHBIX NMEPEMEHHBIX
B JIByX HE3aBHUCHUMBIX Ipynnax ucnosis3oBaicsa U-kpurepuii Manna-Yurau. [l
CpPaBHEHUS KATETOPUAIIbHBIX MIEPEMEHHBIX HCIIOIb30BAJICS KPUTEPUIN XU-KBAJpaT
WIK TOYHBIA KpuTepuil duiepa, eciii KOJIUYECTBO 0KMIAEMbIX HAOIIOICHUN B
10001 U3 SYEEK U3 YETHIPEXIOIbHOW TaOiuIel Obuio MeHblie 5. [Toporossie
3HaUYE€HUS IS KOJMYECTBEHHBIX  MEPEMEHHBIX  PACCUUTHIBAIIUCH  C
ucnonb3oBanueM aHanuza AUC-ROC (AUC — momanps moa KpUBOM —
«TUIOMAas TOa KpuBOi») ¢ 95% noBepurensHbiM uHTepBasioM (JIM). Pacuer
orHouieHus: maHcoB (OILl) He3aBUCMMO OT BpeMEHHM pa3BUTHS COOBITHIA
IPOBOJIMIICS C UCTIOJIb30BaHUeM pacdeTa oTHomieHus (OLLl) B Buge Tabmuirsr 2x2
c pacuetroM 95% nosepurenbHoro uHTepBana (95%JIM) na ocHoBe TabiuIl
OMHapHBIX XapakTepucTuk. UyBcTBUTENBbHOCTH (Se) u creuuduuHocts (Sp)
OLICHUBAIKNCH I KaXJOro TMapaMerpa. AHaJIW3 YyBCTBUTEIBHOCTH H
cnenu@UYHOCTH C IIaHCaMHM ObLT TMPOBEAEH ISl BBISIBICHUS MPEIUKTOPOB
NOpPaXXEHUsl JbIXaTeNIbHOW CHUCTeMBbl. Pa3nuuusi cudTamm CTaTUCTUYECKH
3HauuMMBbIMU TIpH p < 0,05.

[TocTpoeHre MPOrHOCTUYECKONW MOJENM PHUCKA OIMPEACICHHOI0 HCXOoia
OCYUIECTBJISUIOCH € HCHOJB30BAaHMEM METOJa MHOTOMEPHOW JIOTUCTHYECKOM
perpeccund. OTOOp HE3aBUCHUMBIX MEPEMEHHBIX OCYIIECTBISUICS METOJIOM
MOIIarOBOr0 MPSIMOro OTOOpa C MCIHOJIb30BaHUEM CTaTUCTUKU Banbna B
KayecTBe KpuTepusi UCKItoueHus. CTaTUCTUYECKYI0 3HAYMMOCTb IMOJYYEHHOMU

MOACIIN  ONpCaAc/AIn C IOMOIIIBKO TCECTa Xz Mepoﬁ AOCTOBCPHOCTH,
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YKa3bIBAIOIIEH HA JOJI0 JAUCTEPCUH, KOTOPYIO MOXKHO OOBSICHUTH C TTOMOIIBIO
JIOTUCTUYECKOM perpeccuu, ObLI UCIOJIB30BAaH B HAIIIEM HCCIEIOBAHUM WHJIEKC
Haitmpkenkupka. Paznuuusi cuuTaiv CTaTUCTUYECKH 3HauMMbiMu Tipu p<0,05.
Jlnst aHanmm3a AaHHBIX KCTOJIB30BAIM TPOrpaMMHOE oOecrieueHue Statistica
(Bepcust 10.0, StatSoft Corporation, Tanca, Oxnaxoma, CIIA) u MedCalc
(MedCalc Software, benbrus).



48
I')TABA 3. PE3YJIBTATHBI

3.1 O0as xapaKTepUCTHKA MOPAKEHU I AbIXaTeJIbHOM CUCTEMBI y

namuenTos ¢ CHOUA

JdemMorpadus naumeHToB
B Hameir xoropre naunmentoB CIOMA XxapakTepHO HE3HAYUTEIBHOE

npeobiamganne neBouek (59,0%) ¢ qOMKOILHEIM BO3pACTOM Havasia 3a001eBaHUS -

5,3(3,0;9,1) rona.

Kinnnyeckue oco0eHHOCTH

Cpennuit cucteMHbI cu€T (ducino cucteMHblx mnposiieHud CHOUA)
coctaBua 2,0 (2,0; 3,0), a OCHOBHBIMH KIMHUYECKHMMH OCOOCHHOCTSMH OBLIH:
ceiib  76,5%, aptpur 54,5%, aptpanrusi 6e3 aptpurta 10,0%, remaromeranus
65,5%, numdbanenonatus 61,5%, crenomeranmus  46,0%, cepaecuHas
HenoctatouHocTh. 24,0%, mnopaxenue I[HHC - 14,5% wu mouek - 10,5%.
XapakTepUCTUKU HaIlled KOTOPThl B 3aBUCUMOCTH OT HCXOJHOTO MOpPaKeHUs
JbIXaTeNbHBIX MYyTEeW MpuBeACHbI HWKE B Tabnuie 3. Pa3nuyHbie BapuaHTHI
nopakeHuss opraHoB napixanus B jAcOrore CIOMA wnabGmomamuce y 50 (25%)
OOJIbHBIX.

OCHOBHBIMM ~ PECNIUPATOPHBIMU  CUMIITOMaMH  3a00JIeBaHUSMHU  ObUIM:
mucriaod  (11/50, 22%), mmesputr (15/50, 30%), OPIC (1/50, 2%) wu
WHTEpCTULIMAIbHOE TIopakeHue JErkux (23/50, 46%). [lpu3Haku XpOHUUECKOTO
MOpaXeHUs JIETKUX - CUMIITOM «0apabaHHBIX Majlo4YeK», JIETOUHAs apTepuaibHas
TUMNEPTEeH3Us B J1e00Te 3a00eBaHNs HE HAOIIOMAUCh U HAOIIOJAINCH TOJIBKO Y
OOJIbHBIX C JUArHOCTUPYEMBIM HWHTEPCTULHAIBHBIM TOPAKCHUEM JIETKUX Y
naiueHToB ¢ CIOMA He mo3gHee ogHOTO-IBYX JeT mocie jaebroTa. [lamueHTsr ¢
UCXOJIHBIM TOPaXXEHUEM OPraHoB JAbIXaHUS MUMENH 00Jiee BBICOKHI CHCTEMHBIN
OaJl1 ¥ yallle UMeNd CIeAYIoIIMe MPU3HAKU: Chillb, T€NAaTO- U CIUICHOMETANUIO,

nopaxxenue cepamna (nepukapaut, Muokapaut), I[MHC, mnopaxeHnue mnodex,
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TEMOpPpParuuecKuii CHHIPOM TI0 CPAaBHEHUIO C MalWeHTaMu 0e3 TOpaKeHUs
OpPraHoB JbIXaHWS. Y TMAIMEHTOB C IMOPaXXCHUEM OPTraHOB JbIXAHUS PEIKO
HaOMIofaJIcs apTPUT M MEHbIIee KOJUYECTBO AaKTUBHBIX CYCTaBOB. JlaHHbBIE

npuBeIeHbI B Tabnuiie 3.

JlabopaTopHble TaHHbIE

VY MmanmMeHToB C TMOPaKEHHWEM JBIXaTeNbHBIX IMyTeW HaOmoganuch Oojee
HU3KHE YPOBHHM T€MOTJIOOMHA, TPOMOOIMTOB, o0OIIero Oenka, aab0yMHHa,
¢budpuHoreHa u npoTpoMOUHA u oosiee BBICOKHE YPOBHH
anmannHamMuHoTpaHcamuHasbl (AJIT), acmapratamunorpancdepassl (ACT), v-
riytamuwirpancdepassl  (I'TT), naxratnerunporenasst (JIAIY), deppuruna. |
TPUTIUIIEPUIOB 10 CPABHEHUIO C JIETbMH 0€3 MOPaKCHHS ABIXaTEIbHBIX ITYTEH.

JlanHble npuBeieHbI B Tabuiie 3.

OueHka cCMHAPOMA AaKTHUBAIIMU MaKpo(paros

ITockoNbKy y TAIlUEHTOB HMMEIIMCh KIMHHUKO-JTa0OpaTOpHBIE OCOOSHHOCTH,
tunuynble st CAM, JOuMarHOCTMKA 3TOrO  COCTOSIHUMS — MPOBOJMIIACH  C
HCIMOJIb30BAaHUEM Pa3JIMUYHBIX HMHCTPYMEHTOB. (COTJIaCHO JAMArHOCTUYECKOMY
Ha0Opy KPHUTEPHEB IMAIMEHTHI C TOPAKCHHEM OPraHOB JBIXaHWUS HMMEIH OoJjiee
BBICOKMI ypoBeHb HScore u Oosiee Bbicokuii puck remogdaromuro3a. CAM
TUarHocTupoBajics B mpenenax  37,8-44,4%,  corjacHO  HMMEIOIIMMCS
nuarnoctudeckum kputepusim (HLH2004-37,8%, MAS 2005-40,0% u MAS2016-
44,4%). Y mnamueHToB 0€3 HMCXOIHOTO TOPAKEHHS OPTraHOB JbIXaHUS YacTOTa
CAM Opblna 10CTOBEpHO HIDKE M Kojebanack B mpenenax 3,5-9,0% mo ykazaHHBIM

BbIIlIE KpUTEepUsAM. [[aHHbIe prBeIeHbI B TabuULIEe 3.
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Tabmuma 3 - OcHOBHBIE OCOOCHHOCTH OOJBHBIX C  IOPAKEHUEM
NBIXaTEIBHOM crucTeMBI U 0e3 Hero B nedrore cfOUA.
CIOUA
Bce CIOHA ¢
0e3 PB,
Ipu3nak NanUeHThI PB, n=50 p
200 (%) n=150 (%)
n= (4 (4
(%)
Jemozpagpusn
Bo3spact nedrora CHOUA,
rojia, 5,3 (3,0: 6,0 (3,2: 4,9 (2,4:
0,312
Me (25%:75%) 9,1) 9,1) 9,1)
min-max 0,6-174 | 0,6-16.9 | 0,8-17,4

ITomn, xenckwuii, n (%) 118 (59,0) | 88 (58,7) | 30(60,0) 0,868

Knunuueckue npoaenenusn
Chinb, n (%) 153 (76,5) | 110 (73,3) | 43 (86,0) 0,067
Aptpurt, n (%) 109 (54,5) | 89(59,3) | 20 (40,0) 0,017
Aptpanrus 6e3 aptputa, n (%) | 20 (10,0) | 14 (9,3) 6 (12,0) 0,586
Cmienomeranus, n (%) 92 (46,0) | 58 (38,7) | 34 (68,0) 0,0003
I'ematomeranus, n (%) 131 (65,5) | 92 (61,3) | 39 (78,0) 0,032
JInmpanenonatus, n (%) 123 (61,5) | 89(59,3) | 34 (68,0) 0,275
Koarynonarus, n (%) 21 (10,5) 10 (6,7) | 11(22,0) 0,002




[Iponomxenue TadbnuIs! 3
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CIOHNA
Bcee CIOHA ¢
o0e3 PB,
IIpusnak NalUeHThI PB, n=50 p
n=150
n=200 (%) (%)
(%)
['eMmopparnyeckuii CHHIPOM,
12 (6,0) 3(2,0) 9 (18,0) 0,00004
n (%)

Boenedenue cepaia, n (%) 48 (24,0) | 21(14,0) | 27 (54,0) | 0,0000001
Bosneueneun ITHC, n (%) 29 (14,5) | 17(11,3) | 12 (24,0) 0,028
Bogsneuenne nouek, n (%) 21 (10,5) 9 (6,0) 12 (24,0) 0,003

Cucremusiii cuét Me
(25%;75%) 2(2;3) 3(12;4) 2(2;3) 0,009
min-max 1-4 1-4 1-4
Yucno akTUBHBIX CycTaBOB Me 3,0 4,0 2,0
(25%;75%) (1,0;8,0) | (1,0;10,0) | (0,0;5,0) 0,040
min-max 0,0-64,0 | 0,0-64,0 | 0,0-23,0
Jlabopamopnsie napamempuol
I'emormoOwuH, r/n, Me 100 103 90
(25%;75%) (89; 111) | (91;113) | (81;106) 0,001
min-max 55-142 55-142 60-127




[Iponomxenue TadbnuIs! 3
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CIOHNA
Bce CIOUA c
o0e3 PB,
IIpusnak NalUeHThI PB, n=50 p
n=150
n=200 (%) (%)
(%)
Jleiikomutst X 10°/1, Me 15,1 14,6 16,9
(25%;75%) (9,0;22,8) | (9,4;22,4) | (5,9;26,8) 0,964
min-max 0,1-102,0 | 2,2-101,0 | 0,1-102,0
TpomOGouuTHI X109/JI, Me 394 443 201
(25%:75%) (237; 583) | (305; 593) | (87;492) 0,00006
min-max 0-1099 43-1099 0-1038
42
COD, mm/u, Me (25%;75%) |45 (28; 60) |45 (30; 60)
(22; 64) 0,944
min-max 2-120 2-120
2-120
C-peakTUBHBIN MPOTEUH, M/, 69 62 103
Me (25%; 75%) (25;131) | (25;118) | (33;154) 0,111
min-max 0-423 0-423 0,3-300
49 (27,
AJIT, EJl/n, Me (25%;75%) |33 (19; 78) |29 (17; 59)
200) 0,002
min-max 6-2558 6-911

6-2558




[Iponomkenue Tabnuip 3
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CIOHNA
Bcee CIOHNA ¢
o0e3 PB,
IIpusnak NalUeHThI PB, n=50 p
n=150
n=200 (%) (%)
(%)
94 (38;
ACT, EJl/n, Me (25%;75%) |37 (25;79) |33 (24; 55)
244) 0,0002
min-max 0-4862 0-695
13-4862
86 (32;
I'TIT, EI/n, Me (25%:;75%) |37 (21; 98) | 30 (20; 67)
199) 0,010
min-max 8-726 8-726
12-667
207 (141; | 220 (142; | 176 (109;
D, EJl/n1, Me (25%:;75%)
_ 359) 357) 417) 0,908
min-max
11-1096 11-1096 | 75-1064
487 (276; | 451 (257; | 801 (317,
JIAT, EJ/n1, Me (25%;75%)
_ 768) 624) 2007) 0,0005
min-max
36-4240 36-2770 | 124-4240
533 383 1909
®epputuH, Hr/MII, Me
(159; (139; (748;
(25%;75%) 0,000006
_ 2013) 1500) 12000)
min-max
16-111832 | 16-73241 | 31-111832




[Iponomkenue Tabnuip 3
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CIOHNA
Bce CIOUA c
o0e3 PB,
IIpusnak NalUeHThI PB, n=50 p
n=150
n=200 (%) (%)
(%)
Tpurnuuepunsl, Mmoias/a Me | 1,8 (1,0; 1,3 (1,0; 2,8 (2,0;
(25%:75%) 3,0) 2,4) 3,9) 0,0001
min-max 0,5-108 0,5-107 0,8-1080
[IporpombuH, % Me 86 (73; 89 (78;
’ 75 (63; 93)
(25%:75%) 101) 103) 0,007
15-140
min-max 15-140 53-128
dubpuHoreH, r/1, Me 4,3 (2,0; 5,0 (3,1; 2,0 (1,0;
(25%;75%) 6,0) 6,0) 4,5) 0,00002
min-max 0,7-101,0 | 1,0-101,0 | 0,7-10,0
36,5 39,0 24,0
AnbOyMUH, T/,
(26,0; (32,0; (23,0;
Me (25%;75%) 0,000008
_ 43,0) 43,0) 26,0)
min-max
18,0-58,0 | 21,0-58,0 | 18,0-39,0
CAM
HScore, 6annsr [68], Me 103 (72; 91 (71; 156 (110;
(25%:;75%) 155) 130) 220) 0,0000001
min-max 23-299 23-284 33-299




55

[Iponomxenue Tabnuis 3

CIONA
Bce CIOHA ¢
0e3 PB,
Ipusznak NMalMEeHTHI PB, n=50 p
200 (%) n=130 (%)
n= (1} (]
(%)
HScore %, Me (25%;75%) 2(1;32) 1(1;7) | 32(2;96)
0,0000001
min-max 0-99 0-99 1-99
CAM-HLH2004-kpurepun 22/189 17/45
5/144 (3,5) 0,0000001
[67] n (%) (11,6) (37.8)
CAM 2005-xputepuu [97], n 28/189 10/144 18/45
0,0000001
(o) (14,8) (6,9) (40,0)
CAM EULAR/ACR/PRINTO 33/189 13/144 20/45
0,0000001
kputepun 2016 [23], n (%) (17,5) (9,0) (44,4)
CoxkpaltieHus: AJIT-ananuHTpaHcaMHuHa3a; ACT-
acnapraramMHHOTpaHc(epasa; ITHT-y-rnyramuntpancdepasa; i —

remodarorutapubiii mumdoructuozutos; JIJII' — makrarneruaporenasza; PB -
pecniupatopHoe BoBieueHne; CAM — cunnpom aktuBanuu makpodaros; COD —
ckopocTh ocenanus aputporuton; [IHC - nenrpanbHas HepBHas cucrema; LI[D-
menouHas (Qocdarasza; HLH -  hemophagocytic lymphohistiocytosis

(remodarouuTapHbpi TUM(POTUCTUOZUTO3).

IIpeauKTOpHI NOPAKEHHU ABIXATEIBHOM CUCTEMBI

IIpu onHOpAKTOPHOM aHaIM3€e CIEIYIOIIME MPEIUKTOPhl C HauOOJbIIEH
YYBCTBUTEIHHOCTHIO, CIEIU(PUIHOCTHIO M OTHOIICHUEM IIIaHCOB OBLIN CBS3aHBI
C pecnupaTtopHbeIM BoBiieueHHeM B Hayaine CHOUA: mocTymiieHue B OTIENICHHE

pC€aHuMalii U WHTCHCUBHOM TCpalunu, FCMOppaFI/ILIGCKI/Iﬁ CUHAPOM, ITOPAKCHUC
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cepaua, runoanbOymunemus (<26,0 r/m), tpomOoruTonenus (<211,0x109/n),

runeprpuriunepugemMus (>2,0 MMonb/in), cucteMHbld Oamr>3,0, yBeaudeHHe

ACT (>90,0 En/mn). TlonmHbI# CIIUCOK MPEAUKTOPOB MPHUBE/IEH B Ta0IuUIIE 4.

Ta6Jmua 4 - HpeJII/IKTOpBI, CBA3AaHHBIC C IIOPAKCHHCM }IBIX&TGHBHOfI

cucreMsl B 1e0rore CIOMA

IpeaukTopsbl oI (95% CI) | Se | Sp p
Haxoxnenune B OPUT 13,7 (4,7; 39,8) | 32,0 96,7 | 0,0000001
Chpinb 2,2(0,9;5,4) [86,0]26,7| 0,067
OrtcyTcTBHE apTpUTa 2,2(1,1;4,2) 160,0|59,3 0,017
CruieHoMeranus 3,4(1,7;6,7) [68,0/61,3| 0,0003
I'enatomeranus 2,3(1,1;4,7) [78,0138,7| 0,032
Koarynonarus 4,0 (1,6;10,0) [22,0]93,3 0,002
['emopparuu 10,8 (2,8;41,6) | 18,0 98,0 | 0,00004
Bogneuenune cepaua 7,2 (3,5;14,9) |54,0|86,0|0,0000001
Bogneuenue HepBHOW CUCTEMBI 2,5(1,1;5,6) [24,0/88,7| 0,028
Bogneuenne nouek 5,0(1,9;12,6) [24,0/94,0| 0,0003
I'emarodaromuros B KM 2,1 (1,1;4,1) [46,0(71,3 0,024




[Tponomxenue Tabmuib 4
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IpeaukTopnbl oI (95% CI) | Se | Sp p
Otset kputepusim HLH2004 [67] 16,8 (5,7;49,2) | 37,8 96,5 | 0,0000001
OtBet kputepusm CAM2016 [23] 8,9 (3,7;21,5) {40,0|93,1|0,0000001
Hert aptpura LIOII 3,6 (1,05; 12,5) |1 94,0 | 18,8 0,031
Her apTputa nokreBoro cycrasa 2,5(0,9;6,7) [90,0|21,5 0,071
Her apTputa nyuezansicraoro cycraBa | 2,1 (1,02;4,2) | 74,0 42,3 0,040
Jleuenue BBUT' 6,4 (3,1; 13,3) |48,0(87,3|0,0000001
I'emornoowun <91,0 r/n 4,0(1,9;8,2) |58,5(73, 7| 0,0001
TpomGormrer <211,0 x10°/ 8,5(3,8; 18,7) | 54,8 |87,5(0,0000001
AJIT >39,0 Ell/n 3,3(1,6;6,9) |165,9(63,0] 0,001
ACT >90,0 E[l/n 7,8 (3,5;17,3) | 51,2 |88,1]0,0000001
['TIIT >42,0 El/n 5,3(1,8;15,6) | 68,2(71,2] 0,002
JIAT >796,0 E[/n 7,0 (2,9;17,3) | 51,6 86,8 | 0,000005
Oepputun >918,0 Hr/™MI 5,4(12,4;12,2) [73.7]165.8| 0,00002
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[Tponomxenue Tabmuib 4

IpeaukTopnbl oI (95% CI) | Se | Sp p
Tpurnuuepubt >2,0 MMOJIB/N 9,0 (3,2;25,0) [78,6|71,1| 0,000004
[Tporpombun <75,0% 5,0(2,0;12,8) | 54,8 80,6 | 0,0004
®ubpunoren <2,1 r/n 11,2 (4,3; 28,9) | 63,9 | 86,3 | 0,0000001
Ans0ymuH <26,0 r/n 45,2 (8,0; 78,6 192,50,0000001
256,7)

Cucremusnlii cuét >3,0 26 (6; 120) (26,0 98,7|0,0000001
HScore >130,0 6,4 (3,1; 13,4) | 65,9(76,9|0,0000001
HScore, % >7% 5,7(2,8;11,9) 163,6(76,6| 0,000001

Uucno akTUBHBIX CyCTaBOB <4 2,2(1,1;4,4) [74,0(33,3 0,030
CoxkpatieHus: AJIT - aJaHUHTPaHCAMHUHA3; ACT -

acnapraramuHoTpanchepasa; BBUI' — BuyTpuBennsiii ummyHnornoOynun; ITTIT

-y-rnytamuntpancdepasza; KM - koctasiii Mo3r; JIJII' - nmakrarneruaporenasa;

OPUT — ornenenue peaHuManuu U MHTEHCUBHON Tepanuu; CAM — cuHapom

aktuBanuu Makpodaros; IIIOIl - meiHbId oTaen mo3BoHoyHWka; HLH —

hemophagocytic lymphohistiocytosis (remodaronuTapHbiii TMMEGOTUCTHO3UTO3);

OR- oTHOIIIEHKE TAHCOB; Se-4yBCTBUTEIBHOCTD, SP-CHEU(PUIHOCTD.

. 2
MHorogakTOpHbI aHaIU3 BBISBUI OCHOBHBIE MpeaukTopbl (R™=0,62,

p=0,000001) mopaxkeHnus napixateabHOM cucteMbl y mnanueHToB ¢ CIOUA:

runoansoymuHemust (<26,0 r/m), cucremHoe cuet >3,0 U mopaxkeHue cepiia.

HHTCpGCHO, 4dTO JOCTOBCPHBIX pa3HHqHﬁ B OCHOBHBIX HCXOAaXx 3a00JIEBaHUs 3a
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HCKIIIOYCHUECM TCHACHIMHN K MEHBIIIEH YacTOTe pPEMUCCHUN B TI'pyHIIC I[GTGfI C

CIOMA ¢ UCXOOHBIM MOpPAXEHUEM JAbIXATEIbHOW CHUCTEMBI M 0€3 HEro Io

IMoKa3aTcJisiM  pPCMUCCHUH,

3 PEKTUBHOCTH JICYCHUS MBI

He HaOIOdaIN.

OcCHOBHBIE pe3yJIbTaThl OCIEIHET0 HAOMIOEHNS IPECTaBICHbI B Ta0IuUIE 5.

Ta6nuna 5 - Ucxoas! nanueHToB ¢ cKOMA B 3aBUCUMOCTH OT TTOPaKCHUS

ﬂLIX&TCHBHOﬁ CHCTEMBI B HadaJje 3a00JIeBaHMs.

CIOUA 6e3 | CIOHUA ¢ PB,
Hcxoanl p
PB,n=150 (%) | n=50 (%)
Pemuccus, n (%) 132 (88,0) 39 (78.,0) 0,082
Otmena ['KC, n (%) 123 (82,0) 42 (84,0) 0,747
Otmena HOBMIIIT, n (%) 33 (22,0) 12 (24,0) 0,770
[TamueHTEI ¢ OMHUM WIN 0O0JIee
21 (14,0) 7 (14,0) 1,0
3HAYMMBIM obocTpenuem, n (%)
[TanrieHTHI, MOTYyYUBIITHE
100 (66,7) 39 (78) 0,132
O6BbMIIII, n (%)
Pemuccus na 6BMIIII, n (%) 74/100 (74) 27/39 (69,2) 0,571
[TarmmenTsl, KoMy cmenun 6bMIIII,
26/100 (26,0) | 12/39 (24,0) 0,571
n (%)
JleraneHbit ucxo, n (%) 1/150 (0,6) 1/50 (2,0) 0,412
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Hcxoanl CIOHA 0e3 CIOHA ¢ PB, p
PB, n=150 (%) | n=50 (%)
Bropoii 6bMIIII, n (%)
Torunuzymad 5/26 (19,2) 2/12 (16,7)
Kanakuaymao 10/26 (38.,4) 4/12 (33,4)
Purykcumab 1/26 (3,9) 0/12 (0,0)
Abartanent 2/26 (7,7) 1/12 (8,3)
DTtaHepIenT 2/26 (7,7) 2/12 (16,7) 0,816
Todauutnano 1/26 (3,9) 0/12 (0,0)
Ananumymab 4/26 (15,4) 1/12 (8,3)
AHakuHpa 1/26 (3,8) 1/12 (8,3)
Kanakunyma6 + Todarutuaubd 0/26 (0,0) 1/12 (8,3)
Pemuccust Ha BTOpOM
17/26 (65,4) 6/12 (50,0) 0,367
O6BbMIIII, n (%)
[TanueHThl C TOBTOPHOM CMEHOM
10/26 (38,5) 5/12 (41,7) 0,851
O6BbMIIIIL, n (%), n (%)
Pemuccus Ha puHANBHOM
9/10 (90,0) 5/5 (100) 0,465
O6BbMIIII, n (%)
Oo6mas puHanbHAS
145 (96,7) 48 (96,0) 0,824
pemuccust, n (%)
OO6muras puHaTBHAS PEMHUCCHUS Ha
100/100 (100) | 38/39 (97.,4) 0.109
OBMIIII, n (%) ’
[TarMeHThI CO CHIYKEHUEM JI03bI
OBMIIIT nnu nonHoi 42/100 (42,0) 18/39 (46,2) 0,657
oTMeHoH, n (%)
Cumwxenue 10361 OBMIIIL, n (%) 32/100 (32,0) | 14/39 (35,9) 0,661
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CIOUA 6e3 | CFOHUA ¢ PB,
Hcxonbl p
PB, n=150 (%) | n=50 (%)
Otmena 6bMIIII, n (%) 10/100 (10,0) 4/39 (10,3) 0,964
Oo6ocTtpenue nocie
0/35 (0,0) 1/16 (6,3) 0,135
cHkenus/ormenbl 0BMIIIL, n (%)
Ippexkmuenan cpynna obMIITT
VYcneuHas neinb Tepanuu: n=100 (%) n=37 (%)
HNHuTtepnelikuH 6 74 (74,0) 28 (75,6)
Nurepnelikun 1 15 (15,0) 5(13,6)
dakTop HEKpO3a OMyXOJH aibda 7(7,0) 2(5,4)
B-kneTku 1(1,0) 0(0,0)
Nurepnelikuu 6 +
1(1,0) 0 (0,0)
Todautuan6
0,294
WNurepnelikun 1 +
1(1,0) 1(2,7)
Todautuau6
WNurtepnetikun 1+T-kieTku 0(0,0) 1(2,7)
T-kneTku 1(1,0) 0(0,0)
WNndy3nonnas peakuus Ha
2/82 (2,4) 3/35(8.5)

Torm3ymad, n (%)

Coxpamenusi: 6BMIIII - Ouomornyeckue Oose3Hb-MOAUPULIUPYIOLITIHE

npotuBopeBmaTndeckue npenaparsl; ['KC - mmrokokoptukoctepoua; HObBMIIIT -

HeOHnoJiornueckue  0OOJIE3Hb

MoupHUIIpYyIOTITHE

IPOTUBOPEBMATHYECKUE
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npenaparsl; JI — untepnelikuy; PB - peciupatoproe BoBieuenue; JAK — anyc-
KHHA3a;

Yactora MHGY3UOHHBIX pEaKUUi NpH HUCIOJIB30BAHUU TOLMIU3yMada
ObLIa BBIIIE B TpyIIe ¢ pecnupaTopHbiM BoBieueHuem (OI=4,7 (0,8; 29,1),
qyBCTBUTEJIBHOCTH - 6,0%, crienuduyaHocTs - 98,7%, p=0,067).

YacTtota pemuccuu OblUla HMXKE B TPYMIE C MOPAKEHUEM JIbIXaTEIbHON
cuctemer (OIII=2,1 (0,9;4,8), uyBcTBUTEIBHOCTH - 22,0%, cnenmudpuIHOCTH -
88,0%, p=0,082).

VY nsatu nauuentoB (10%) u3 uccnenyemoid rpynnsl nauueatoB ¢ CFOUA
U TIOPKEHUEM JbIXaTeIbHONW CUCTEMBI B Hauajie 3a00JI€BaHUs B MOCIIEIYIOIEM
pa3BwiIoch (HUOPO3UpYIOIee HHTEPCTUIIMATIEHOE MOPAXKEHUE JIETKUX. Y BCEX M3
HUX (5/5) HaOMIOAAIOCh TKEIO€ PEUUAUBUPYIONIEE/XPOHUYECKOE TEUCHUE
CAM, y 80% (4/5) w3 Hux HaOmopalach WH(PY3MOHHAsI peakius Ha
ToIIM3yMad U TpeboBatach 3aMeHa OMOJIOTMYECKOro areHta. B OoibmmHCTBE
cinyyaeB (4/5) Tomunuzymald Obul 3aMeHEH Ha KaHakuHymab0. K coxanenuto,
oIMH naueHT ¢ T21 ckonyvancs.

VY nanueHToB B Je0I0T€ HE UMEBIINUX MOPAXKECHUS JIbIXaTEIbHON CUCTEMBI,
HE Pa3BWJIOCH MOCJENYIONIEEe WHTEPCTUIIMATBHOE MOPAKEHUE JIETKUX. TaKum
o0pa3oM, TEpBOHAYAIBLHOE MOPAKEHUE [bIXaTEeNbHBIX IMyTeH OBUIO CaMbIM

CUJIBHBIM IIPEAUKTOPOM MOCIEAYIOMIETO Jeroynoro nopaxenus npu CIONA.

3.2 OnpeaeJieHne NPeAUKTOPOB (pOPO3MPYIOHIEr0 (DEHOTUIIA TOPAKEHUS
JIETKHUX Yy JieTeH ¢ IOHOIIECKUM APTPUTOM C CUCTEMHBIM HAYAJIOM
Ha BTOpOM 3Tame auccepTanoOHHOTO UCCIIENOBaHUS HAMH OBLTH OTOOpPaHbI
nanueHTel ¢ CHOUA ¢ nopaxkeHueMm JIEroYyHON TKaHHM, KOTOpblE HAOIIOJATUCh B
kinauke — Cankrt-IlerepOyprckoro  T'ocymapctBennoro  I[lemmaTpudeckoro
MenuuurHckoro YHHUBEpPCUTETA 32 BCE BpeMsi TocTynHoe aHanu3zy, ¢ 2000 roga mo
2024 ron. IlanueHThl ObUTM pa3jieieHbl Ha JBE MOATPYHIBI ¢ GUOPO3UPYIONTUM U

HepuOposupyromuM  ¢eHotunamu.  Kaxnaplii manueHT  KOHCYJIbTUPOBAJICS
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MyJbMOHOJIOTOM J.M.H., TpodeccopoM Kadeapbl (aKyIbTETCKON MeauaTpuu
Ky3nenoson Amnont AneKCaHapOBHOM.

[IpoBouiCS COMOCTABUTENbHBIA aHAIN3 MEXKIY TpYIIaMH MalMeHTOB C
CIOMA wu wuHTepcTHUMANbHBIM JeroyHsiM nopaxenuem (JIII-CIOMA) c
¢bubposupyromum (GJII-CIOUA) u nedubpozupyromum (enorurnom (HGJIII-
CIOUA). OreHuBaIuCh  KIMHUYECKWE  CHUMIITOMBI,  JaOOpaTOpHbIE |
MHCTpyMEHTalbHbIe mapameTpsl B nedtote CIOUA, xorna emie He ObLJIO U3BECTHO,
PAa30BBIOT JIM MALIMEHTHI HHTEPCTULIMAIIBHOE JIETOYHOE NTOPAKEHNUE UITU HET, U €CIIN
pPa30BBIOT TO Kakoil (eHOTHN. Takke OLEHHUBAINUCH PECIHPATOPHBIE KaJOObI U
CUMITOMBI, MHCTpyMeHTajbHble naHHble (KTBP u apyrux awmarHocTU4ecKux
TECTOB - (YHKIIMM BHEIIHETrOo JbIXaHus, OpOHXa-aJIbBEOJIPHOTO JlaBaxa W
ovoricud JErOYHOM TKaHM) B MOMEHT JHArHOCTUKH HHTEPCTULUAIBHOTO
NOPAYKEHUS JIETKUX.

[TarmenTsl 00euX Trpymm B pa3HOM  CTENEHM  COOTBETCTBOBAIIU
kinaccudukanonubiM kputepusMm st CFOMA u BCB. ITlaumenTtsl B OoJibliei
creneHu cooTBercTBoBaM Kputepusim ILAR 2019 r. (87%) u B HaumeHbIIEH
creneHn  kputepusMm  Fautrel ana  BCB.  Hawmnyumme — mokaszatenu
YYBCTBUTEJIBHOCTH HA MPEIMET COOTBETCTBUS IWAarHOCTHYECKUM KPUTEPHUSIM Y
nanueHToB ¢ Guobposupyromum denotunom mnokazanu kpurepun ILAR 2019 r.
(100%) nns CKHOUA u xputepuu Yamaguchi (85,7%), a HaumeHblIMe moka3aTeau
gyBCTBUTEIbHOCTH ObLTH y KpuTepueB ILAR 2001 (57,1%) u xputepuen Fautrel
(28,6%). Haunmyumme mokaszatenu crneuu@uyHocTd ObuM y KputTepueB Fautrel
(75%) n Yamaguchi (56,3%). AHanu3 4YyBCTBUTEJIBHOCTH M CHEUU(PUIYHOCTH

npeCTaBiieH B Tabuiie 6.
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Tabmuua 6 - CoOOTBETCTBUE JMAarHOCTHYECKUM KPHUTEPUSAM FOHOLIECKOIO
apTpuTa C CUCTEMHBIM HaudajgoM K Oone3Hn CTWwia B3pOCHbIX y NAlUEHTOB C

budpo3upyromuM U HePUOPO3UPYOIUM  (HEHOTUIIAMU  HHTEPCTUIIHMAIBHOTO

JICTOYHOI'O IMOPaXCHMUA.

Best H¢pJIII- GJIII-
IToka3aresib rpynmna CIOHNA CIONA p
n=23 (%) | n=16 (%) n=7 (%)
Coomeemcmeue KnaccuukauyuoHHbIM Kpumepuam
CoOTBETCTBHE KPUTEPUEM
ILAR 2001 12 (52,2) 8 (50,0) 4(57,1) 10,753
Cencumuegnocmo: 57,1 Cneyugpuunocms: 50,0
CoOTBETCTBHE KPUTEPUEM
ILAR 2019 20 (87) 13 (81,3) 7 (100,0) 10,219
Cencumuegnocmo: 100,0 Cneyugpuunocme: 18,8
CoOoTBETCTBUE KPUTEPUSIM
BCB, Yamaguchi 13 (56,5) 7 (43,8) 6 (85,7) 0,062
Cencumugnocmo: 85,7 Cneyugpuunocms: 56,3
CooTBeTCTBUE KPUTEPUIM
BCB, Fautrel 6 (26,1) 2(12,5) 4 (57,1) 10,025
Cencumugnocmo: 28,6 Cneyuguunocms: 75,0
Cokpamenusi: bCB - Oonesns Crumia B3pocnbix; HOJIII-CHOUA -

He(uOpo3upyromud  GeHOTUN JErOYHOrO0 TOPAXKEHUs, aCCOLUUPOBAHHOTO C

IOBEHWJIbHBIM apTpuToM ¢ cucteMHbl Hauasaom; GJIII-CHOUA - ¢pubpozupyromuit

(1)CHOTI/IH JIETOYHOT'O IMopaxxCeHus1, aCCOUUMUPOBAHHOI'O C FKOBCHUJIBbHBIM apTPUTOM C

cucteMHbl HauasioMm; ILAR - wmexayHaponHas Jjwura HOpOTHBOPEBMATHYECKUX

acconmanuii (anr. International League of Associations for Rheumatology).
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Cpenu narueHToB ¢ GuOpo3UpyOIIUM (PEHOTUTIOM MPeodIagaT MaTbYuKu
(57,1% npotus 18,7%, p=0,066). B ned6rore CKOUA, nmanueHTsl, KOTOPbIE Pa3BUIH
B noclneaytomeM Guopo3upyronui GeHOTHUII, Jarie HyXIAUIUCh B HAXOXKJIECHUU B
OT/ICJICHUM pEaHWMalMu W WHTEHCUBHOW Tepanuu (85,7% mnpotuB 37,5%,
p=0,033), a Taxke BCe MAalMEHTHI, pa3BHUBIINE WH(Y3HMOHHYIO peakiuio Ha 2-3
BBEJICHUE ToUMIu3yMaba B mocheaymoomeM chopmupoBanu (GpuOpo3upyromuii
denorun (57,1% npotus 0%, p=0,0009). Tpucomus mo 21 xpomocome ObuIa
3aMKCUpOBaHa 10 OJJHOMY MAIlMEeHTY B KaXJ0u rpyriie. Pa3nuunii B BOBICUECHUN
BHYTPCHHMX  OpPraHOB  MEXJy  HalMeHTaMu ¢ (QUOpO3HUPYIOIIUM |
He(uoObpo3upyomuM (EHOTUIIOM HE yCTaHOBJIEHO. [lopoOHbIC TaHHBIC YKa3aHBI B
Tadune 7.

Tabmuma 7 - KiuuHuko-aemorpauieckue XapakTePUCTUKHU IMAIIUEHTOB B
Nne0I0Te IOBEHWJIBHOTO apTpUTa C CHUCTEMHBIM HayajoM, B MOCIEIYIOIINUX

pa3BuBImKX (pubpo3upyromiee 1 HehuOPOUZUPYIOIIEE MOPAKESHUS JIETKUX.

HJIII-
Ioka3aTenn Bcﬂnr=p23;nna CIOUA q).JInl'i-7C(I(;)§/I A p
n=16 (%) °
Jemozpagpusn
My>KCcKo# 1101,
n (%) 7 (30,4) 3(19,7) 4(57,1) 0,066
Bospact
nebroTa, roja, 4.5 5,0 3.4 0.278
Me (25%;75%) (2,3; 8,7) (2,6; 9,6) (2,0; 4,9) ’
min-max 0,8-17,4 1,0-17,4 0,8-11,5
Knunuueckue nposenenusn
[ToTrpebHOCTH
HaXO0XICHUS B 12 (52,2) 6 (37.,5) 6 (85,7) 0,033
OPUT
ApTput 12 (52,2) 8 (50,0) 4 (57,1) 0,753
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Bcst rpynna i II- GJII1-
Iloxa3arenn n—p2); CIOHNA CIOHNA p
= n=16 (%) n=7 (%)
Aptpanrui 6e3 12 (52.,2) 8 (50,0) 4 (57,1) 0,328
apTpuTa
CruieHoMeranus 20 (87,0) 14 (87,5) 6 (85,7) 0,907
Temaromeramsm | 22 (95,7) 16 (100,0) 6 (85,7) 0,122
Tumdanenonarust | 17 (73,9) 11 (68,8) 6 (85,7) 0,394
Koarynonarus 8 (34,8) 531,3) 3 (42,9) 0,591
l'emopparnieckuid| - 5 5 o) 3 (18,8) 2 (28,6) 0,599
CUHIIPOM
[Topaxxenue CCC 13 (56,5) 9 (56,3) 4 (57,1) 0,968
Topaxenue ITHC | 9 (39,1) 5(31,3) 4(57,1) 0,242
TMopaxerue MIIC | 9 (39,1) 7 (43,8) 2 (28,6) 0,493
CucTeMHBIN CUET
o/ . 0 ’ 350 (250; 490) 370 (2309 430) 470 (230 - 490)
Me (25%:75%) | 50740 2040 2.0 - 40 0,334
min-max
Tpucouus 1o 21 2 (8,7) 1(6,2) 1(14,2) 0,529
mape XpoMocom
Cencuc 3 (13,0) 3 (18,8) 0 (0,0) 0,219
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Iloka3artesn

Best rpynma
n=23

ndpJI-
CIOMA
n=16 (%)

¢JIN-CIOUA
n=7 (%)

Peaknug nHa
BBEJICHHEC
ToLMIn3yMaba

4(17,4)

0 (0,0)

4 (57,1)

0,0009

ATunuuHas

CBIIIb

3 (13,0)

1(6,3)

2 (28,6)

0,144

Hucmo
AKTUBHBIX
CycTaBoB, Me
(25%;75%)

min-max

2,0 (0,0; 9,0)
0,0 -36,0

2(1,0; 12,0)
0,0 - 23,0

2(0,0; 9,0)
0,0 - 36,0

0,871

[TopaxeHnue
LIEHHOTO
oTnena
IT03BOHOYHHKA

1(4,3)

1 (6,3)

0(0,0)

0,449

Aptputr
IIJICYEBOTO
cycTaBa

1 (4,3)

1(6,3)

0 (0,0)

0,499

Aptput
JIOKTEBOTO
cycraBa

1 (4,3)

1(6,3)

0 (0,0)

0,499

Aptput
Jy4e3arsiCTHOTO
cycTaBa

5(21,7)

3 (18,8)

2 (28,6)

0,599

Aptput
SICTHO-
(bamaHOTBBIX
CYCTaBOB

3 (13,0)

1(6,3)

2 (28,6)

0,144
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[Iponomxenue TabnuIbI 7

H¢pJIII-
Iloka3arenn Bcanr_pz);nna CIOHNA q)JInl'£-7C(I((7)§/IA p
= n=16 (%) -
Aptpur
MPOKCUMATbHBIX
MEK(baATAHIOBBIX 5(21,7) 4 (25,0) 1(14,3) 0,567
CyCTaBOB
Aptpur
JIACTAITbHBIX
MEK(ATAHIOBBIX 3(13,0) 2(12,5) 1(14,3) 0,907
CyCTaBOB
Koxkcaptpur 2 (8,6) 1(6,3) 1(14,3) 0,529
['onut 14 (60,9) 11 (68,8) 3 (42,9) 0,242
Aptpur
TOJICHOCTOITHOT'O 521,7) 2(12,5) 3 (42,9) 0,104
cycTaBa
Aptpur
MeK(aTaHTOBBIX 1(4,3) 1(6,3) 0(0,0) 0,499
CyCTaBOB CTOII

Coxpamenusi: CCC - cepaeuno-cocyaucras cucrtema; [[HC - nentpanpHas
HepBHas cuctema; JIII-CFOMA - n€royHoe mNOpakeHUEe, acCOLMHUPOBAHHOE C
IOBEHWJIBHBIM APTPUTOM C cUCTeMHBIM Hadanom; MIIC - moue-nonoBasi cucrema,
HQJIII-CFOUA - nHedubposupytomuit  penorun  JIII-CFOUA; CHOUA -
IOBEHWIbHBIA apTpuT ¢ cucteMHbiM Hadanom; GJIII-CIOUA - ¢ubposupyroniuit
dbenorun JIIT-CFHOUA;

[Tpu cpaBHEeHUM TaOOPATOPHBIX MAPAMETPOB B UCCIEAYEMbIX MOATPYIIAX
YCTaHOBJICHO, YTO TMAlMEHThI, B TIOCIEJACTBUE pa3BUBIIKUE (UOPOUPYIOLTUI
dbenotun, B aebroTe 3aboneBanus umenu runepierikomutos 43,1 (17,0; 47,2)

x10°/n mportus 9.8 (4,3; 17,3) x10°/1 (p=0,033), aGCOMIOTHYIO U OTHOCUTEIBHYIO
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so3uHOmIHIo, runepuMmmyHoriaodynunemuto E (rumep-IgE) B nedrote CHOUA.

Crnenyetr OTMETHUTH, UTO OIpe/esieHne YPOBHSI UMMYHOTITIOOyIuHa Kiacca E Obuio

BBITIOJTHCEHO H€ BCEM ITallMCHTAM, TaK KaK AJAaHHOC HCCICAO0OBaHHC HEC BXOJUT B

muarnoctudeckuit cranaapt ais CHOUA. JlanHbie mpeacTaBiaeHbl B Ta0IuIe 8.

Tabnuua 8 - JlJabopaTopHble XapaKTepUCTUKH MMALIMEHTOB B JIe0I0TE

IOBCHUJIBHOTO apTpUTa C CUCTCMHBIM HA4YaJIOM, B ITOCJICACTBUU PA3BUBIINX

bubposupyroiiee U HepuOPOU3UpPyroIee MOPaKEHU JTETKUX.

GJIII-
Best rpynna, HpJIII-
IHoka3sarteJnp CIONA p
n=23 CIOHUA, n=16
n=7
I'emornoOwuH, r/i1, Me
81 (77; 98) 83 (77;97) 80 (79; 103)
(25%:75%) 0,815
. 60 - 132 60 - 132 75 -106
min-max
Jleiikormtsr X 10°/1, Me 15,7 9,8 43,1
(25%:75%) (4,8;31,6) (4,3;17,3) (17,0;47,2) 10,033
min-max 2,0-56,0 2,3-31,9 2,0-56,0
Dosurodums x 10°/1, Me
0,2 (0,0;0,5) | 0,1(0,0;0,35) | 0,4(0,2;1,0)
(25%:75%) 0,046
0,0-2,5 0,0-1,4 0,1-2,5
min-max
Dozunodunsl, %, Me
2,0 (0,0; 6,0) | 0,9(0,0;2,9) |5,9(2,1;10,0)
(25%:75%) 0,028
0,0 - 18,0 0,0-11,0 1,0 -18.,0
min-max
IgE, ME/mn, Me
0,0 (0,0; 0,0) | 0,0(0,0;0,0) | 0,0(0,0;1,0)
(25%:75%) 0,034
0,0 -495,5 0,0-0,0 0,0 - 495,5

min-max
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[Iponomxenue Tadnuubl 8

¢JIII-
Bes rpynna, HGpJIII-
IHoka3aren CIOHNA p
n=23 CIHOUA, n=16
n=7
COD, mM/4, Me 32,0 36,5 30,0
(25%;75%) (11,0; 64,0) (7,5; 59,0) (18,0; 77,0) 10,570
min-max 2,0-115,0 2,0-115,0 10,0 - 78,0
CPB, mr/n, 69,9 84,7 55,0
Me (25%;75%) (13,0; 133,7) (7,8; 133,7) | (49,0;204,0) {0,438
min-max 1,0 - 388,0 1,0 - 300,0 13,0 - 388,0
AJIT, En/n, Me 43,0 42.8 60,0
(25%;75%) (27,0; 131,0) | (34.,5;157,5) | (20,0; 131,0) {0,920
min-max 6,0 - 2026,0 6,0 - 1495,0 | 19,0 - 2026,0
ACT, En/n, Me 80,0 63,0 120,0
(25%:75%) (50,0;186,0) | (40,5;175,5) | (68,0;564,0) {0,216
min-max 19,0 - 3006,0 | 19,0 - 2250,0 | 50,0 - 3006,0
I'TIT, En/n, Me 38,0 51,5 32,0
(25%;75%) (27,0-85,0) (21,0; 85,0) | (27,0; 667,0) 0,800
min-max 12,0 - 667,0 12,0 - 426,0 27,0 - 667,0
[emounas pocdorasa,
En/n, Me (25%;75%) 158 (92;262) | 133 (89;321) | 165(139;188)|0,948

min-max

75,0 - 1064,0

75,0 - 1064,0

119,0 - 204,0
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[Iponomxenue Tadnuubl 8

¢JIII-
Bes rpynna, HGpJIII-
IHoka3aren CIOHNA p
n=23 CIHOUA, n=16
n=
JIAT, En/n, Me 801 1042 733
(25%;75%) (602; 1860) (426;1219) (609;3000) 0,759
min-max 210 - 4240 210 -3590 602 - 4240
®epputuH, HI/MI, Me 5154 3293 7000
(25%;75%) (1642; 21453) | (1340; 30906) | (5126;12000) | 0,383
min-max 161-111832 161-111832 1435-90270
Tpurmunepuasi, Me
2,7(2,0;4,0) | 2,8(2,0;54) | 1,5(1,3;3,9)
(25%;75%) 0,285
' 0,8 -106,0 0,8 - 106,0 1,3-4,0
min-max
[TpoTpoMOUHOBBIIA
nHaekc, %,
79 (67; 100) 79 (69; 100) 77 (52;94) 10,630
Me (25%;75%)
43-140 43-140 50-124
min-max
dubpuHOTeH, I/71,
1,7 (1,0; 2,1) | 1,9(1,4;4,0) | 1,1(1,0;2,0)
Me (25%;75%) 0,181
1,0 - 10,0 1,0 - 10,0 1,0-2,0
min-max
CokpartieHus: AJIT - aTaHMHAMUHOTpaHc(epasa; ACT -

acnapraramuHoTpaHcdepasa; rl TIT - ramma-rmyramunTpancdepasa; JIN-CIOUA -
JErOYHOE MOpPaXKEHNE, ACCOLMUPOBAHHOE C FOBEHWJIBHBIM aPTPUTOM C CUCTEMHBIM
Hauanom; HQJIII-CHOMA - nedubposupyrommii penotun JIII-CEFOUA; CAM -

cuHapom aktuBanuu Makpodaro, CPb - C-peaktuBnbiii 6e10k, COD - CKOPOCTh
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ocenanus sputpounutoB, CFOUA - 10OBEHWIBHBIH apTPUT C CUCTEMHBIM HAYaJIOM,
¢GJII-CHOUA - pubpozupyrommii penorun JII-CIOUA.

prnna MamUCHTOB € HMHTCPCTUHHUAIBHBIM  JICTOYHBIM ITOPAKCHUCM

XapaKkTepu30BaJlaCh  BBICOKOM  4YacTOoTOM  remodaromuroza  62,5%  npu

ucnonb3oBanuu kpurepues 2005 r. u 70% npu ucnosnb3zoBanuu kpurepuem CAM
Ravelli A, Minoia F, Davi S, u coaBropoB 2016 1, mox srugoil kosutabopaiuu
EULAR, ACR wu PRINTO (anrn. European

League  Against

Rheumatism/American College of Rheumatology/Paediatric Rheumatology
International Trials Organisation Collaborative Initiative; EBpomneiickas nura
NPOTUB peBMaTU3Ma, AMEpPUKaHCKas KOJUIETHHS peBMAaToyioros, [leamarpudeckast
peBMATOJIOTHYECKAsT HWHTCPHAIMOHANbHAS HCCIICIOBATEIIbCKAsl  OpTaHMU3aIHs).
Kpurepuu EULAR/ACR/PRINTO 2016 r. noka3zanu HawiIyylIue MOKa3aTeau
YyBCTBUTEIHHOCTH TIPU OJWHAKOBOH CHENU(PUYHOCTH TIO CPaBHEHUIO C
kputepusmu CAM obpasnia 2005 r., Bce MalMeHThl, pa3BUBIINE B MOCIECAYIOIIEM
bubposupyronuii heHotun B Ae00TEe 3a00JEBaHUS YIOBIECTBOPSIN KPUTEPHUIM
EULAR/ACR/PRINTO 2016 r. Jlanuble npeacTaBiIeHbl B TAOIHIIE 9.
Tabnuma 9 - CuHIpOM aKTUBAIMKA MAaKpO(aroB B TPYIINE MAIUESHTOB C

NETOYHBIM MTOPAKEHUEM, ACCOITMMPOBAHHBIM C IOBEHUJIbHBIM apTPUTOM C

CUCTCMHBIM Ha4dYaJIOM.

Besi H¢pJIII- GJIII-
IHoxka3aresb rpymnmna CIOnNA CIONA P
n=23 n=16 (%) | n=7 (%)
Cunopom akmueayuu maxkpoghazoe
Bpewms ot nebrora CFOUA no CAM, ) _ 45 (1e6;
nau, Me (25%;75%) 26 (7; 63) | 22.(7; 63) 118) 0,620
: 0-1072 0-1072
min-max 4—-174
['emaTodaronuTo3 B Ouonrarax 1/14 19 (11,1) | 0/5(0,0) |0.499
KpPacHOTO KOCTHOT'O MO3Ta
CoOoTBETCTBHE KPUTEPUSIM
12004 13 (56,5) 9 (56,3) 4(57,1) 10,968
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Bes HGpJIII- ¢pJIII-
IHoka3zarteib rpymnmna CIONA CIOHNA P
n=23 n=16 (%) | n=7 (%)
214 (185; | 212 (150; | 215(195;
o/ . 0 s 9
HScore, 6aﬂ£ib;,_111\1/[a€;(25 %0;75%) 259) 262) 204) 0,920
33-284 33-284 195 - 254
94,0 (75,0; | 92,0 (29,5; | 94,0 (84,0;
0 0/ . 0 Y LA > 9~ 9 A
HScore, g"nﬁﬁf 7075%) 99,0) 99,0) 97.0) |0,865
1,0-99,0 | 1,0-99,0 | 81,0-99,0
COOTBeTCTBHezf(;EI;ITepHﬂM CAM 15 (62.5) 9.(56.3) 6(85.7) |0,172
Cencumugnocmo: 85,7% Cneyuguunocev 43,8%
CootserctBue kpurepusim CAM 16 (70) 9.(56.3) 7(100,0) |0,036

2016

Cencumugnocmo: 100,0% Cneuugpuunocw 43,8%

Coxkpamenusi: JIII-CFOMA - nérouyHoe mnopaxkeHue, acCOLMUPOBAHHOE C

OBCHUJIbHBIM APpTPUTOM C

CHCTCMHBIM

HaYvauoM;

Hepuoposzupyrommit - penorun JIII-CIOUA; CAM -

HGJIT-CIOUA -

CUHAPOM aKTHBAllUU

makpodaroB; CIOMA - 10BeHWIBHBIA apTpUT C CUCTEMHBIM Hadainom; (JIIT-
CIOUA - ¢ubposupyrommit dpenorun JIII-CFOUA; HLH - haemophagocytic
lymphohystiocytosis;

[Ipu cpaBHEHWM KIMHWYECKHX JI@HHBIX B JABYX Trpymnmnax (aHamu3
MIPOBOMJICS B MOMEHT AMATHOCTUKH WHTEPCTUIIMAIBHOTO JIETOYHOTO MOPAKEHU)
YCTaHOBJICHO, YTO MAIMEHTHI ¢ PUOPO3UpYyIOMIM (PEHOTUTIOM Yalie (popMupoBau
cuMIToM «Oapabanubix najgouex» (57,1% nporus 6,3%, p=0,007), Bce onn numenu
taxunHod? (100% mpotuB  62,5%, p=0,059),

THITOKCHIO 110 JaHHBIM
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nynbcokcumeTpun (85,7% mnpotus 43,8%, p=0,062) (85,7% mnporus 43,8%,

p=0,062). Jlanusie npeacTaBieHbl B Taduie 10.

Tabmuma 10 - XapakTepucTuka TMAIMEHTOB B J1€0I0T€ JIErOYHOTO
MOPaKEHUS, AaCCOIMUPOBAHHOTO C IOBCHWJIBHBIM apTPUTOM C CHCTEMHBIM
HaYyaJioM.

IHoka3areJn Bes HGpJIII- ¢pJIII- P
rpymma | CIOMA | CIOHA
n=23 n=16 (%) | n=7 (%)
Pecnupamopnvie cumnmomuwt ¢ oevrome JINI-CFIOHA
Kamens 13 (56,5) | 10(62,5) | 3(42,9) (0,382
bosnb B rpynu 4(17,4) 2 (12,5) 2(28,6) (0,350
CumnToM «b6apabaHHBIX MAJIOYEK» 5(21,7) 1(6,3) 4(57,1) 10,007
AYCKyJIbTaTUBHBIC U3MEHEHHUSI 22 (95,7) | 15(93,8) | 7(100,0) |0,499
Taxumuos 17 (73,9) | 10 (62,5) | 7(100,0) 0,059
JucnHod 22 (95,7) | 15(93,8) | 7(100,0) |0,499
['Mnokcust o TaHHBIM MYJIbC- 13 (56,5) | 7(43.,8) 6 (85,7) 10,062
OKCUMETPUU
Heo6xoauMocTh B KUCIOPOAHOM 3 (13,0) 2 (12,5) 1(14,3) 10,907
MOJIJICPIKKE
Oppimika nipu pusnyeckoit Harpyske | 8 (34,8) 5(31,3) 3(42,9) 10,591
CoOTBETCTBHE KPUTEPUIM 13 (56,5) | 6(37,5) | 7(100,0) {0,005
ATS/ERS/JRS/ALAT 2010
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Iloka3arean

Bes

rpynmna
n=23

npJIII-
CIOUA
n=16 (%)

¢JITI-
CIOHUA
n=7 (%)

Komnvromepnaa momozpaghusn evicoxozo pazpewenus 6 oeorome JIN-CIOUA

Koncomunarus 5/21 3/14 (21,4) | 2/7 (28,6) |0,717
(23.8)
BuyTpurpyanas nuMmdaaeHonaTus 12/21 | 5/14 (35,7) 77 0,005
(57,1) (100,0)
PetukynsipHble U3MEHEHUS 13/21 | 6/14 (42,9) 77 0,011
(61,9) (100,0)
VYTomnienne Mex10JIbKOBBIX 9/21 3/14 (21,4) | 6/7 (85,7) | 0,005
MIEPETOPOAOK (42,9)
VYromnmenue nepuopoOHXUaIbHOTO 9/21 4/14 (28,6) | 5/7(71,4) {0,061
MIPOCTPAHCTBA (42,9)
MartoBble cTéKia 11/21 4/14 (28,6) 7/7 0,002
(52,4) (100,0)
«JlepeBo B moukax» 2/21 (9,5) | 0/14 (0,0) | 2/7 (28,6) | 0,035
«bynbikHast MmocToBas» (anrin.«Crazy- | 1/21 (4,7) | 0/14 (0,0) | 1(14,3) |0,147
paving»)
«CoToBoe JIETKOE» 2/21 (9,5) | 0/14 (0,0) | 2/7 (28,6) | 0,035
BponxoskTassl 121 (4,7) | 0/14(0,0) | 1/7 (14,3) [ 0,147
[TneBput 16/21 | 9/14 (64,3) 7/7 0,070
(76,2) (100,0)
[lepukapaut 9/21 514 (35,7) | 4/7(57,1) 10,350

(42,9)
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Cokpamenusi: JIII-CEFOUMA - néroyHoe mnopaxeHue, acCOIMUPOBAHHOE C
IOBEHWJIbHBIM ~ apTpUTOM ¢  cuctemMHbiM  Hawanmom;  HQJIII-CIOMA -
Hedudpozupyromuii  penorun JIII-CIOUA; CIOUA - 10BEeHWIbHBIA apTpUT C
cucreMHbiM HavanoMm; (GJIII-CIOUA - ¢ubposupyromuii denorun JIII-CIOUA;
ATS - American Thoracic Society, ERS - European Thoracic Society, ALAT -
Latin American Thoracic Association, JRS - Japanese Respiratory Society;

[Ipy oOLlEHKE CHUMIITOMOB, AaCCOIIMHPOBAaHHBIX C  (UOPO3UPYIOLIIUM
(deHoTunom, HauOOJbIIEH CEHCUTUBHOCTBHIO O0JIaJjad TaXWUIIHOD, COOTBETCTBHE
kputepusim  ATS/ERS/JRS/ALAT 2010, BHyTpurpyanas aum¢aaeHonaTus,
petukyisipable u3meHeHns Ha KTBP, maroBeie cT€kna, IUIEBpUT M yTOJIIIEHUE
MEXJIOJIBKOBBIX ~ Ieperoponok. HaumOonpmielr cneuuduuHOCThIO — 00JaaAIN
CUMITOM «OapaOaHHBIX MAJIOYEK», CHUMIOTOM <«JIEPEBO B IMOYKAX», CHMIITOM
«coToBoe J€rkoey». Hanboee BbICOKOE TUCKPUMUHHUPYIOIIEE OTHOILIEHUE IIAHCOB,
no3BoJsitonee  auddepenunpoBats  GuOposupyomuii 1 HePUOPOIUPYIOITUI
(GeHOTUIIBI MHTEPCTUIMAILHOTO  JIETOYHOTO TMOPAXKEHHUS HMMENId  CHMIITOM
«OapabaHHBIX MAJIOUYEK» U YTOJIEHHE MEXIO0IbKOBBIX neperopook. IloapodHas
uH(popmanus npeacrasieHa B Tadmuie 11.

Tabmuma 11 - JluarHocTuyeckass 1IEHHOCTbh  MHCTPYMEHTAlIbHBIX
NpOSIBIICHUM,  mo3Bojsitomas — auddepenuupoBats  GUOPOMBHPYIOMUNA U
HeuOporzupymuil (PEeHOTUNBI UHTEPCTUIIUAIBHOTO JIETOYHOTO MOPaXEHUS Y

MManrCHTOB C IOHOIICCKUM aPTPUTOM C CUCTCMHBIM HaA4YaJIOM

IMapameTtp Se Sp | Ol (95%1N) p
CumntoM «0apabaHHBIX MATOYEK» 57,1 | 93,8 20,0 0,007
(1,6; 248,0)
TaxummHo? 100,0 | 37,5 - 0,059
I'mmoxcus 85,7 | 56,3 7,7 0,062
(0,8; 79,8)
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[Tponomkenne Tabmumpl 11

IMapameTtp Se Sp | Ol (95%AN) p

Kputepun ATS/ERS/JRS/ALAT 2010 |100,0 | 62,5 - 0,005

Buytpurpyanas numdaneHonatus 100,0 | 64,3 - 0,005

PeTukysnsapHbie U3MEHEHUS 100,0 | 57,1 - 0,011

VTommeHne MexX10JIbKOBBIX 85,7 | 78,6 22,0 0,005
MeperopoIok (1.9: 260.7)

Yronmenue nepuOpOHXUaIbHOTO 714 | 71,4 6,3 0,061
MPOCTPAHCTBA (0.9: 46.6)

MaroBrle CTEKIA 100,0| 71,4 - 0,002
«JlepeBo B mo4Kax» 28,6 | 100,0 - 0,035
«CotoBoe¢ JIETKOE» 28,6 | 100,0 - 0,035

[IneBpur 100,0 | 35,7 - 0,070

Coxkpamenusi: ATS - American Thoracic Society, ERS - European Thoracic
Society, ALAT - Latin American Thoracic Association, JRS - Japanese
Respiratory Society;

[Ipu ananu3e MpeaUKTOPOB pa3BUTHA PUOPO3UPYIOIIETO MOPAKEHUS JETKUX
HauMOOJIbIIEH YYBCTBUTENBHOCTBbIO OONafasii 4uciao 3o3uHopunoB > 120
KJIETOK/MKJT, coorBectBue  kputepusm  CAM  2016. HawnbGonbmei
crerdUIHOCTBIO 00/Ia[aK rUIepiIeiKkouTos (> 43 x 10°/1), aTunuyunas chimb Ha
dboune 6BMIIII, a Takke nHPy3noHHAs peakius Ha Toruan3yMad. [loTpebHOCTh B

Haxoxaeanu OPUT B nedrore CIOMA B wHambOombmieil creneHu ObLia
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acCOLMMPOBAaHA C TMOCOJEIYIOIMIMM pa3BUTeM (QuOpousupyromero ¢GeHoTumna
WHTEPCTUIMAIBHOIO TopaxkeHus Jerkux y mnamueHtoB ¢ CHOMA. [lanHble
npejCcTaBieHbl B Ta0uie 12.
Tabmuma 12 - Ilpegukropsl pasBuths ¢GudOpousupyromero (eHoruma
MHEPCTUIMAIBHOTO 3a00JI€BaHMs JIETKUX Y JETe C IOHOUIECKUM apTPUTOM C

CHUCTCMHBIM Ha4daJIOM.

IMapameTtp Se Sp | Ol (95%AN) p
My>cKoH 1moJt 57,1 | 81,3 5,8 (0,8; 40,8) 0,066
Jleiikormros > 43 x 10°/n 57,1 | 100,0 - 0,0009
[Torpebnocts B OPUT 85,7 | 62,5 | 10,0 (1,0; 104,5) | 0,033
Do3uHopuiibl > 120 KIeTOK/MKII 100,0 | 50,0 - 0,021
DozurorTEl > 10% 85,7 | 68,7 | 7,7(0,8;79,8) | 0,062
CootBerctBue kputepusim CAM 2016 | 100,0 | 43,8 - 0,036
Atunmunas ceimb Ha ObMIIII 28,6 | 93,8 - 0,144
Peakuus Ha BBeaeHue Tormnuzymada | 57,1 | 100 1,3 (0,4; 81,2) | 0,0009

Cokpamenusi: OBMIIII - Ouonoruyeckue 00J€3H MOAUGULKPYIOIINE
IpoTUBOpEBMaTnueckue mnpemnaparsl; IV — noBeputenbHbiii uHTEpBa; CAM -
CUHJIpOM aKkTUBaluu MKpodaros; OLl — oTHOILIEHHE HIAHCOB.

Bce mnamuentsl ¢ ¢ubOposupyromuM (HEHOTUNOM MOJdydald Tepanuio
OBMIIIT u 75% nereit ¢ vHedubpomsupyromum denotunom. B oboux rpymmax
CTapTOBBIM IMpeNapaToM ObUT TOLMIIN3YMa0 U y 4 4ellOBEK U3 ATON IPyMIbl B BUAY
MH(Y3MOHHON peakiuu Ha 2-3 BBEIEHHE OH ObLI 3aMEHEH Ha KaHaKMHyMao.
JIOCTOBEpHBIX pa3IiMuMii B OJIX0/1aX B TEPAlMU MEXKY UCCIEIYEMBIMU IPyIIIaMU

He ObLI0 BhIsABJICHO. JlaHHbBIe B Tabauie 13.
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Tabmuma 13 - TepaneBTuueckue CTpaTerud B TPYIINE MalUEHTOB C

JIECOYHBIM MNOpaKCHUEM, ACCOOMHUPOBAHHBIM C IOBCHHUIIbBHBIM dapTPUTOM C

CHUCTCMHBIM Ha4daJIOM.

Bes rpynma i JII-
IToxa3zarenn n—pz); CIOHNA CIOHNA P
B n=16 (%) n=7 (%)
Tepanusa
Hcnonb3zoBanue 6BMIIIL | 19 (82,6) 12 (75,0) 7 (100,0) 0,146
BospacT nHHIIHAITNN
OBbMIIII, roma, Me 7,1 8,0 5,4 0.501
(25%;75%) (3,7, 11,8) | (3,9;12,9) | (3,6;10,1) ’
min-max 1,3-17,5 1,3-17,5 30-11,8
Bpewms no 6bMIIII, 0,3 11 0.3
0/ . 0 . ° 9

Mec}mmr,lﬁ/r[fris %3;75%) (3,21,_5,3) (0.1: 2.3) (0.3 0.5) 0,854

x o 0,1-3,0 | 01-93
['mrokokoptuxkoctepounbl | 22 (95,7) 15 (93,8) 7 (100,0) 0,499
HOBMIIIT 18 (78,3) 13 (81,3) 5(71,4) 0,599
BHyTpHBEHHEIH 12(522) | 8(50.0) | 4(57.1) 0.753

UMMYHOTJI00yJIMH
o0BbMIIII, énepevie naznauennvie

Tommmmzymad 16/19 (84,2) | 11/12 (91,7) | 5 (71,4)
0,243

Kanakunyma6 3/19 (15,7) | 1/12(8,3) 2 (28,6)
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Coxpamenusi: 6BMIIIl - Ouonoruueckue 60J7€3HP MOIUPUIUPYIOLINE
npoTuBopeBMatndeckue mnpenaparsl; HOBMIIII - webuonormueckue O601€3HB
MoauduIupyromue npotusopeBmarudeckue npenapatsl; JIII-CHOUA - nérounoe
NOpa)KE€HUE, ACCOLUMUPOBAHHOE C IOBEHWJIBHBIM apTPUTOM C CHCTEMHBIM HAa4yaJioM;
HQJIII-CFOUA - nHedubposupytouuit  genorun JII-CFOUMA; CHOUA -
IOBEHWIbHBIA apTpuT ¢ cucteMHbiM Hauanom; GJIII-CIOUA - ¢ubposupyroniuit
denotun JIIT-CFOUA;

K MomeHTy mnocineaHero HaONIOEHUS MALKMEHThl ¢ (uOpo3upyromUM
(EeHOTUIIOM 3HAYMTENbHO pexke aocturanu pemuccuu (28,6% npotus 81,3%,
p=0,015), umenu MeHbIIe NIAHCOB Ha MOJIHYI OTMEHY TIIFOKOKOPTHUKOCTEPOUIHON
tepanuu (42,9% npotus 86,7%, p=0,032) u npakTUYECKU BCE HYKAAIUCHh B CMEHE
OHOJOTUYECKOTO 00J1€3Hb-MOU(PULIUPYIOIIETO MPOTUBOPEBMATUYECKOTO
npenapara (85,7% mnporuB 16,7%, p=0,003). PesynbraThl mpeAcTaBiIeHBl B
Tabmnuie 14.

[Tatmmentsr ¢ HPJIII-CFOUA umenu Gojiee BBICOKYIO BEPOSITHOCTH TOJIHOM
ormenbl ['KC, nannbie npeactaBiensl Ha pucynke 4. Taxxe nanuentsl ¢ HBJITI-
CIOUA wumenu OOJNBIIYIO BEPOATHOCTh JOCTHXKEHHUS PEMHUCCHHU, OJHAKO JaHHBIC
HE JOCTOBEPHBIE, O YEM CBHUJIETEIBCTBYET PUCYHOK 5.

Tabnuna 14 - Mcxonpl B rpynmne MalydeHTOB C JIETOYHBIM IOPaKEHUEM,

ACCOOMHUPOBAHHBIM C FOBCHUJIBHBIM apTPHUTOM C CUCTCMHBLIM HAa4YaJIOM.

Bes rpynmna fep. - GJII1-
A CIONA | CIOHA p
B n=16 (%) n=7 (%)

Iloxka3zarTean

Hcexoowt

dubpo3 1m0 TaHHBIM
KTBP na moMeHT 7/22 (31,8) | 0/14(0,0) | 7/7 (100,0) 0,000005
IMOCJIETHETO HAOIIOEHHUS
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Bces rpynna i ¢.I-
IToxa3zarenn n—p2):; CIOHNA CIOHNA p
B n=16 (%) n=7 (%)
Pemmcens 15(65,2) | 13813) | 2(28.,6) 0,015
MeIMKaMCHTO3HAs
Ormena 16/22 (72,7) | 13/15 (86,7) | 3/7 (42,9) 0,032
TITFOKOKOPTHKOCTEPOHUIOB
Hcnonb3oBanne
Sucochonaros 1/22 (4,5) | 0/15(0,0) 1(14,3) 0,134
XHPYPIHHUCCKOC NCUCHHC | | )y (4 5y | /15 (6.7) 0 (0,0) 0,484
(ocTeoToMusN)
Otmena HOBMIIII 6/18 (33,3) | 5/13 (38,4) | 1/5(20,0) 0,457
Cwmena 0BMIIIT 8/19 (42,1) | 2/12 (16,7) | 6/7 (85,7) 0,003
Pemuccus nociie cMeHBI
SEMIII 5/8 (6,3) 1/2 (50,0) | 4/6 (66,7) 0,673
oOBMIIII, naznauennvle 6 Kauecmee aabmepHAMUBHL
DTaHepLenT 1/8 (1,3) 1/2 (50,0) 0/6 (0,0)
AnHakuHpa 2/8 (2,5) 0/2 (0,0) 2/6 (33,3)
Kanaxknnymao 3/8 (3,8) 1/2 (50,0) | 2/6 (33,3)
0,349
Torunuzymad 1/8 (1,3) 0/2 (0,0) 1/6 (16,7)
Kanaxumymat + 1/8(1,3) | 020,00 | 1/6(16,7)

TohalMTUHUO
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[Iponomkenne Tabnuipst 14

ndpJIII- ¢J11I-
CIOMA | CIOHA p
n=16 (%) | n=7 (%)

Bes rpynna

Iloka3arean
n=23

Kanakunymab +

abararenT 178 (1,3) 0/2 (0,0) 1/6 (16,7)

Coxkpamenusi: OBMIIIl - Ouonoruueckue 607€3HP MOIUPUITUPYIOLTHE
npotuBopeBMaruueckue npenaparsl; KTBP - kommbiorepHass Tomorpadus
BBICOKOT'O pa3pelIeHNus; HOBMIIII - HEOMOJIOTUYECKHE 00J1e3Hb
Moaupuuupyromue npotusopeBMmarudeckue npenapatsl; JIII-CHOUA - nérounoe
[IOpaKeHUE, ACCOLIMMPOBAHHOE C FOBEHWJIBHBIM apTPUTOM C CUCTEMHBIM HA4yajoM;
HQJITI-CFOUA - Hedubposupyronuii  denotun JIII-CFOUA; CIOUA -
IOBEHWIBbHBIA apTputT ¢ cucteMHbiM Hauanom; GJIII-CIOUA - ¢ubposupyromniuit

dbenorumn JIIT-CHOUA;

1,0 —

@--O-
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06 } booos
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Hons nauMeHToB He oTMeHUBLIKMX [KC

0,1t

0,0 o)

-0,1

0 20 40 60 80 100 120 140 160 ___ oo
Bpemsi, mecsubi HOD

Pucynok 4 - Ormena 'KC LogRank test p=0,006, HR=9,6 (95%/11:1,2;
76,8), p=0,032
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Hons nayvweHToB HeaoCTUrUnX pemuccun

0 20 40 60 80 100 120 140 o0
Bpems, MecsLbl - HO®

Pucynox 5 - Jlonsa manueHTtoB, Hemocturmmx pemuccun LogRank test

p=0,210, HR=1,7 (95%11:0,7; 4,6), p=0,266

3.3 Kiimanuyeckue npumepsbl
B kauecTBe npuMepoB MOpakeHHs! JIETOYHON TKaHU MPU CUCTEMHOUN popme
IOBEHUJILHOTO apTpUTa Mbl NPUBEIEM IIECTh CIy4daeB, HAOJIOJIa€MbIX HaMHU.
JHemorpaduueckre XapakTepUCTUKH TpeAcTaBieHbl B Tabmuue 15. U3
COIYTCTBYIOIMX IWAarHO30B OTAEJIBHO CTOUT BBIACINUTH ATOMMMYECKUI IEPMATUT Y
narenta Ne4 u tpucomust mo 21 xpomocome (T21) y mammenta No5, a Taxke
OTSTOIICHHBIA  AJUVIEPTOJIOTUYECKUA aHAMHE3 [0 HEYTOYHEHHBIM KOXHBIM

peaKIusM, CBSI3aHHBIM C TPUEMOM MUK Y TanueHTa Neb.

CumnrTomsl B 1e0r0re CHOUA

Bcem marmmentam Obut ycranoBieH auarHo3 CHOUA. JIBa mamueHTta He
cooTBeTcTBOBaIM TeKymnM KputepusMm ILAR B 2001 r., mOCKOJIbKY y MallMe€HTOB
Nel m No2 B nHawame 3aboneBanus He ObBUIO (UKCHPOBAHHOTO apTpuTa. Bce
MAIMEHTHl COOTBETCTBOBAJIM HOBBIM MpeaBaputenbHbiM Kputepusim CIOMA 2019

r. Y nanueHTa No2 qepe3 ABa roja mocjc Hadajiaa 3a00JICBaHU Pa3BUIICA TSKEIIBIN
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nonuapTputr. COOTBETCTBUE NAIMEHTOB HOBBIM MPEABAPUTEIBLHBIM KPUTEPUSIM
ILAR 2019 roma mokazano B Tabmure 16. Cepo3uT ObLI mpeacTaBlIeH
nepukapauToM B 4 ciyyasx (manueHThl Nel, No2, Ned u Ne6), mneBputom B 4
ciayvasx (mauueHTsl Nel, Ne2, Ne3 u Ne4) u nmepuToHUT y ABYX manueHTOB No2 u
Ne6. ¥V onmnoro manmenta (mamueHT NoS) B Hauaje 3a0osieBanus uz-3a CAM

Pa3BUIaCh JICUKOIICHUSI.

IMopaxenue Jerkux

VY Bcex manueHToB ObLTa OJBINIKA, HO TOJBKO y 1 mamueHTa ObUT Kalllelb
(marent Ne2). CumrntoM «OapabaHHBIX Majgoudek» (PUCYHOK 6) ObL1 y 4 (66,7%)
nanueHToB. JlpIxatenbHas HEAOCTATOYHOCTh JHAarHocTUpoBaHa y 4 (66,7%)
nainueHToB. VX moMecTusii B OTNIEJICHUE pEaHUMallUM M WHTEHCUBHOMN Tepamnuu
JUISL OKa3aHUs PECIMPATOPHON MOAIEPKKH.

B nByx cnydasx 3abojeBaHu€ JIETKUX OBUIO JUArHOCTUPOBAHO B JeOIOTE
CIOUA (mamumentsl Ne3 u Ned4), a B 4 cnyuasx 3a0oyieBaHHE JIETKUX Pa3BUIIOCH
no3xe y naiiueHToB Nel, No2, No5 u Ne6.

VY nByx manueHToB pasBwiack JIAIL', y manuenTta Nel Owuta croiikas JIAD u
TpeboBasioch crnenupuueckoe s JIAIT nedenwe (BKIItOYas HUHTHOUTOP
dochomamdcTepaspl THHA S5 cuigeHadus B KadecTBE Oa3uMCHOM Tepamuu), a y
nanuedHTa No2 nabmoganace JIAI' tonbko B nHawane JIII-CFOUA, kortopas
YCHEUIHO pa3peumuiack yepe3 | Mecsl] nociie CHCTEMHOTO JICYEHUSI BBICOKUMU

nozamu ' KC.



Pucynox 6 - Cumntom «b6apabaHHbBIX Maiouex» y naruenta Nel.

Pazsutue CAM n JIII-CIOUA

Bce manmeHThl COOTBETCTBOBAIM BBIIEYNOMSHYTHIM Kputepusim CAM.
Tsoxensiit monHOMacmiTabHei CAM Habmonancs y Becex 6 (100%) manmneHToB B
Hayayie 3a0oJieBaHMsl ¢ auana3oHoM OamioB 194-220 GamioB. Y Bcex MarueHTOB
Ha0II01a0Cch  Tiepcuctupytoiee/peuuauBupyroniee teuenne CAM. Bo Bcex
cinyvasix JIII-CFOUA BeisiBIIeHO y nanueHToB ¢ npusHakamu CAM. HMHTepecHo,
yto CAM Obu1 Oosee arpecCUBHBIM U MNPAKTUYECKH HEKOHTPOJIUPYEMBIM Y

MAaIMEeHTOB ¢ paHHUM HadasioM (marueHThl Nel u Ne2) v manueHToOM ¢ CHHAPOMOM

T21 (marmeHT Ne5).
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Ouenka n3BecTHbIX pakTopos pucka passutus JIII-CIOUA

Mpr Habmomanu (akTopel pHCKa, KOTOpble OBUIM OMHCAaHBI paHee.
WNudy3ronnas peakuus Ha Touuiauzymad Habmonanack y 4 (66,7%) nanueHTos,
OJTHAKO OTMEYEHa HHTEepecHas JeTanb: y mnanueHToB Ne6 Oblia oOTMeueHa
uH(QY3MOHHAs peakiys Ha BBEACHUE TOIMIM3yMaba BHYTPUBEHHO, a IIpHU
nepexoie Ha MOJKOXHYIO (opMy Mpernapata peakiMy TUIepuYyBCTBUTEIHbOCTH
ormeueHo He Owwto. Kmaccmueckuit DRESS-cunapom (anrn. drug reaction with
eosinophilia and systemic symptoms - iekapcTBEHHasi peakiius ¢ 2303MHOPUIHEH U
CUCTEMHBIMM CHUMIITOMamH) HaOromancs Jullb B ABYX ciaydasx. Cunupom T21
Obl1 y 1 manmenrta (maumeHt NeS). V uerbipex mauueHntoB CHOWA passuiics B
Bo3pacTe 2 JeT M Miaame. Y Bcex nNanueHTtoB Obl1  Tsokenslii CAM.

D03uHOGUIIINS OTMEUYEHA Y OJTHOM MaueHTKH Neb.

Tepanus JIII-CFOUA 1 ucxoabl HA MOMEHT MOCJIeTHEr0 HAOJII0IEHH ST

Bce  manmeHTsl  modyyaau — KOPTUKOCTEpOWIbl.  BbICOkHME 03Bl
BHYTPUBEHHBIX KOPTHUKOCTEPOHJIOB MPUMEHSUIUCh B Hayajie 3a00JieBaHUS U TPHU
€ro BbIpaXX€HHOM oOocTpenuu, Bkimwouas CAM. B ogHom ciydae npu
Bepu(UKAIMU  JTUNOWJHONW  MHEBMOHMHM  TNPUMEHSUINCh  WHTAISIIMOHHBIE
KOpTUKOCTEpouabl (Oyaeconun u ¢uyTuka3zoH). Bce 6 manueHTOB moydanu
JIeYEHUE TOLMIN3YMaOOM, pUUEM, KaK Mbl YK€ OTMeUaiu, MHOY3MOHHAs peaKIus
Oblma guarHoctupoBaHa B 4 cimydasx (marueHThl Nel, No2, Ned u Ne6). B 5 u3 6
(83,3%) cmyuyaeB Touuiau3ymad ObUT 3aMeHEH Ha kaHakuHyma0. K Ttepamuu
KaHakMHyMaboMm y nanueHTa Nel Obut 100aBiieH abaTalent, TakKe ATOT MaIlUueHT
MoJIy4aeT cuiijieHa(dusI C MOJOKUTEILHON TMHAMHUKOMN U cTrabunu3ammei JIATL.

Wcxoapl JaHHBIX KIMHUYECKUX MPUMEPOB ObUTH pa3HbIMH. Y marueHnta NeS
¢ T21 nmpowmsomen naeTaabHBIA McX0J, Tocie ouepeaHoro obocrpenus CHOUA c
JIbIXaTENIbHOW U CEpJICYHON HEIOCTATOYHOCTHIO. Y JABYX MAlMEHTOB (MAlUEHTHI
No2 u Ne3) opma mocturnyra pemuccuss CIOUA ¢ ynyudmennem teuenust JIII-
CIOUA, no y manmenta No2 mepBOHa4YallbHO HAOMIONATOCh YXY/IIICHHE, 3a

KOTOPBIM TMOCJIEIOBAIO YiIy4llleH!e (BOJIHOOOpa3HOe TeueHue). Y BYX NMallMeHTOB
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obuta HenonHas pemuccuss CIOMA (mauuentsl Nel u Ned) ¢ ynmyumenuem JIII-
CIOUA y mnamuenta Ned4. V marmumenta Nel, HecMOTpss Ha KOMOWHHUPOBAHHOE
JeYeHre KaHaKMHymMaOboM M abaTalenToM, HE yAaloch JOOUTHCS 3HAUYUMOIO
ynyamenus: JIII-CIOUA; JIAI' nHaxomuTcs mOJ KOHTpOJEM cCHiaeHaduia.
[lanieHThl ¢ paHHUM HayaioM umenu Oonee Tsokenyro Gopmy M3JL. [Nanmentka
Ne6  crabunmzupoBasiach Ha (OHE OTMEHBI MPEABIAYIIEro JCUYCHHUs U
WCITOJIb30BAHUS  TOJKOKHOTO BBEICHUS TONMIM3yMa0a B KOMOHWHAIIMH C
UKIJIOCIOPUHOM A, Ha ()OHE KOTOPOIO ajiepru3aluy U 303UHO(DUIMU OTMEHA HE
obu10. JIabopaTopHO OBLIO OTMEUEHO CHM)KEHUE BOCTAIUTENIBHOW aKTUBHOCTH,
CHIPKEHHE YPOBHS 303MHO(HUIOB JO HOPMAJbHBIX 3HaueHH. Takxke OoTMeueHO
yIIy4IlIeHHE OOIIEero COCTOSHUS U pecupaTOpHON cumnToMatuku. OIHAKO BpeMs
HaOJII0/ICHHS HE TTO3BOJIIET OLICHUTh AMHAMUKY JIydeBbix AaHHbIX JITI-CIOUA.
Bce omucanHble JaHHBIE, BKIIOYas JIeMOrpauuecKue XapaKTEePUCTHKH,
kiuHuyeckue kpurepun ILAR, peHTrenonornyeckue 0COOCHHOCTH U PE3yJIbTaThl
JIeYEeHUs IpecTaBleHbl B Tabnuuax 15-19.

Tabnuna 15 - Jlemorpadudeckue u 001IMe XapakKTEPUCTUKU TAIUEHTOB.

Bospacrt Bospacr Bpems 1o .
ConyrcrByromuii
Ne | Ion| pneOrora, nocJjeaHero JaedroTa

rojaa Ha0mwoaenus, r. | JII-CIOUA

JAUATHO3

1| M 1 10 3 roga --

21 XK 2 11 3 roma --

3] XK 10 17 1 mecsny --

ATONHWYECKUI J€PMATUT
4 | M 2 11 4 mecaua
(L20.8)
Tpucomus 21 napsl
51 K 2 7 4 rona

xpomocoM (Q90.9)




[Iponomxenue Tadbuuuest 15.
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Bospacr Bospacr Bpems 10
ConyrcrByromuii
Ne | IToax| pmedroTa, nocJeIHero aeodora
AMATHO3
roaa Haoawaenus, r. |JIII-CIOUA
JlepMaTuT, CBSI3aHHBIU C
6 | XK 5 8 1 rox

npuemoM rnuiu (L27.2)

Cokpamenusi: XK — )xkeHCKuid; M — My>»XCKOW;

Tabnuua 16 - Kpurepun MexxayHapogHOM JTUTH PEBMATOIOTUYECKUX

accoumanuii (anr. International League of Associations for Rheumatology) ILAR

y HallluX NanueHToB. [122]

Boabmme kpurepun Manble kpuTepun
Ne
JIATL/ JIeHKOUTHI
JIuxopanka | Ok3aHTema | ApTpUT Cepo3sut | Aptpanruu
I'c1im x 109/n
1 - + + - 53,3
2 - + + + 15,1
JIATIL/ JIeMKOIUTEI
Ne | JIuxopajnka | Ok3anTema | ApTpUT Cepo3sut | Aptpanruu
I'c1im x 109/n
3 + + + + 47,2
4 + + + + 30,8
5 + + + - 2,3
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[Iponomkenne Tabnuipt 16

boabmue KpUTEpUH MaJgble KpUTEpUH

+ - - - - - 34,8

Coxkpamenusi: ['CIIM - renarocmienomeranus; JIAII - numdbanenonarus.
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Tabnuna 17 - Knuandeckue v mapakInHUYECKUe JaHHbIE Y Ha0I0JaeMbIX HAMU MAIIUEHTOB C JIETOYHBIM MOPAKEHHUEM,

ACCOINNPOBAHHBIM C FOBCHUJIBHBIM apTPUTOM C CUCTCMHBIM I[€6I-0TOM.

I/, 0T X BUFH(POHHEOE,

0.63

0,19

XL duHMKedog

N3JI1, 111,

JJUIION aHAas

ITHCBMOHMUA

enrdad JMHIhIIrd0g

KA | M3JI, IUL, JIAT

MK

MIrIeQ ‘9I00SH

220

209 | MKJI,

VD

AVIC

€Y1L eH BmmIedd sBeHHONEADHY

9LIOHhOLBLIOIOH BEHIILBXII]/

«I9hoIrell XI9HHEgRdRQ,, WOLIINK))

€COHIIMN]T

qaIrdme)]

BULEHOHdTe(pH]

LULRID |

90199 BEHhHIIULY

BLHIUIIRCH o\
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[Tponomxenue Tadbnuubl 17

I/, 0T X BULH(POHUEOE,

0,29

0,4

0,12

2,5

XL duHMKedO[ |

N3JI, I1J1

N3JI1, 111,

aTCJICKTAa3

N3J1, TIT

N3J1, TIT

errdad JMHIKIIrd0g

TIK]T

CH

MIrIeQ ‘9I00SH

224

194

220

195

VD

AVIC

€Y1L eH BIedd sBeHHONEADHY

9LI)OHhOLBLIOIOH BEHIILBXII]/

«I9hoIrell XI9HHEgRdRQ,, WOLIINK))

€COHIIMU]T

qaIrdme)]

BULEHOHdYepNH]

LULRID |

90199 BEHhMIIULY

BLHIUIIRCH o\
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Cokpamenusi: U3J1 - uaTepcTuiMaibHoe 3a0oneBanue jerkux, JIAI' — nerounast aprepuanbHas runeprensus; MK/ —

muokapaut, [IKJ[ — nepukapaut, [1JI- mnesput, CAM — cunapom aktuBauuu Makpogaro; CH — cepieynas HE10CTaTOUHOCT,
TL3 — Tonunuzymao.
Tabnuma 18 - /laHHBIE KOMIBIOTEPHOW TOMOTpaduu BBHICOKOTO pPa3pelIeHHs] y MAIMEHTOB C JIETOYHBIM MOPAKEHUEM,

aCCOINNPOBAHHBIM C FOBCHUJIBHBIM apTPUTOM C CUCTCMHBIM I[€6I-0TOM

2 = ® =
E-E = f"';" 2 2 g a Eé = =
= o S > 2 g 2 & 2 2 € = 2. &
2 S £ E C = i 2 £ s £ z £ 5 g
2 = S & s o 2 S .3 = 5 = =
= = = © SO $ =F 7z S = =
n“:o ) ¥ M > =
1 + + + + + - + +
2 + + + + + - + +
3 + + + - - - + -
4 + + + - - + + +
5 + - + - - - + +
6 + + + - - - + -

Coxkpamenusi: BI'JIY - BHyTpUrpyaabie TuMQpaTU4eCcKue y3ibl
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Tabmuua 19 - OcHOBHBIE pe3yIbTaThl JEUEHUS MAIUEHTOB C JIETOYHBIM NOPAKEHUEM, ACCOLIMMPOBAHHBIM C

IOBCHWJIBHBIM apTPUTOM C CUCTCMHBIM I[e6IOTOM

= < « S <
= s = = @ . 3 =
= = o] 2 S = o= © = = @) =~ <
> 58 | £ |EZEE| 5z gi- | = 2 =
= =5 = = SZ2=5| ° =g = = ~ &) =
ol © S = < = = § g = = = = ® = = < ;' @)
2 = = = 5 EESE £%m | E2z | % = =
2 E = = 9 SEes| 2 2¢ z = B = = S
B = = S EZE5s| 28F O 2 = = %
o S £ o= F| »H 2 o > o~
= o = A s % 9
@ 2 S = =
1 T3 T3 KHMBb+A - - - [Iporpec- | Yiyumen
BTI+IIcA cust ue
+
I'KC+Cad
2 T3 KHMb KHMb+ + - + IIporpec- | Pemuccus
MM+ CHUsl C
nul KC JaJIbHEHUIIIUM

YIIy4LIEHHEM
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[Tponomxenue Tadbmuubl 19

VHUOID 10X

Pemuc-cusa

VYiyu-

mMCHUC

VYiyu-

MICHHUC

VHAOID-II T0xX01

Yiyu-

mMCHUC

Viyu-

mMCHUC

Cmepth

OM.I BHIWLQ

HITING9
HLIOHLedM/19E0Y

QMHIKMH))

HITINg9H
BHIW.LO/I9E0Y

QMHIIMIHIN

BHHITOII'QBH
OJI9HIRIOI LHINWOW
CH I9NOLITNK)
draHdoreduimddg

uumedaL
BINOX) BBRHII'EHU D

TI3 +1IcA

KHMb+
MM®

KHMB+
I'KC+

BBUTI'

VHOID-IIIl BLoIgIY
LHOWOW BH [[ITIN99

KHMb

TL3

TL3

LIITING9 migaday

KHMb

T3

T3
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[Tponomxenue Tadbmuubl 19

& < = 4 <
= 5= = @ . 3 =

= = 5 2 8 I = U« = (@) = <
> 52 | 5. |EZSE| S5z gi- | = 2 =
7 =9 = = SZEZ| s SE = E = @ Q
ol =) S = R = hgg:( EHE Og: < :‘ @)
= - = =8 |aE=g| 2S5 | Eg2 = = ’
: =g | 3% |EEgg| 2% | 39| E E :
(=9 = 5 = o:o)“ = o E U;ﬁ Iy <) 3
2 =& = £EF| » % 2 © g =

= 23 S S ~ =
6 T3 KHMb T3 i/ + - - + Crabunu- Yyu-
3a1usi HI€HHUEC

Coxkpamenusi: ABTL] — aGartanent; OBMIIIT - OGuonoruueckue Oosie3Hh MOAUPUIMPYIONIME MPOTUBOPEBMATUUYECKHE
npenaparsl; HOBMIIII — Owuonorumueckue Oo0se3Hb MOIMGMUIMPYIOUIUE TNPOTUBOpEBMaTHUeckue mnpenapatsl; BBUIT —
BHyTpUBEHHBIN nuMMyHOTN00yiH; I'KC — rmokokoptukoctepounsl; M3J1 — unateperuninansuoe 3aboneBanue ynerkux; HHI'KC —
WHTAISIMOHHbBIE ThokokopTukoctepounbl; KHMb — kanakunyma6; JIII-CFOUA - nérounoe mopakeHue, acCOIMUPOBAHHOE C
IOBEHWJIBHBIM apTPUTOM C CHUCTEMHBIM HadamoM; MMO® - mukodenonata moderws; n/k - noakoxHoe Beaenue, CUD —

cunnenadmr; CHOMA — 1oBeHUIBHBIN apTpUT ¢ cUCTeMHBIM HavanoM; T3 — Tommmzymao; [{cA — rukimociopus A;
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I''TABA 4. OBCY/KJIEHUE

4.1 DnuaeMuoJI0TUsI MOPaKeHUus aAbIxaTeibHol cuctembl npu CIOUA

ONUAEMUONIOTHYECKUE  JTaHHbIE  Haled  KOTOPThI  COMOCTAaBHUMBI  C
pe3yabTaTaMu OTEYECTBEHHBIX M 3apyOexHbIX ucciaenoBanuii [8, 51, 79, 117]. B
Hameil BBIOOpKE MAIMEHTOB OTMEUEHO TMPAKTUYECKH paBHOE IOJIOBOE
pacnpeneneHue (C 9yTh OOTBITUM IPEe00IalaHeM MAMEHTOB KEHCKOTO T0J1a) U C
ne6rotom CFOMA B 1OIIKOJILHOM BO3pacTe.

Y cTaHOBJIEHO, YTO JKEHCKUH 1MOJ ObLT B MEHBIIICH CTENEHU aCCOLMUPOBAH C
PUCKaMH MHTEPCTULUAIBHOTO JierouHoro nopaxenus (p=0,066). CooTBETCTBEHHO,
MYKCKOM 1mon  Obl1  (pakTopoM pucka (opmupoBanus (GuUOPO3UPYIOIIETO
dbenotuna. MHTEpecHO, YTO B KOTOpThl aHajlornyHbix mnanueHToB u3 CIIA u
Kananpl, omyGnukoBanHoit Saper V.E. u coaBTOpamMu HWHTEPCTUIIMATILHOE
MOpaXEHUE JIETKUX Yalle BCTPEYAIOCh CPEIHM MAlUEHTOB KEHCKOTO MOJia, HO

TSKEJIEE MPOTEKAIO y MAMEHTOB MYKCKOTO Tona. [S1]

4.2 Kiimanuyeckue 1 1a00paTopHble NMPOSIBJIECHUS

OcHoBabiMu  cumnitoMamu  CIOMA  Obut  JUxopajka, HJK3aHTEMa,
BOCIIAJICHHE CYCTABOB, YBEJIMYEHUE IIE€UEHHU, CEJE3EHKU U TeHepaIu30BaHHas
mumbanenonatus. CpelHee YHMCIO CHCTEMHBIX MposiBIeHUH coctaBuio 2,0.
Knunanueckue nposiBiieHus 3a00JIeBaHMs COOTBETCTBOBANIN KIaCCU(UKAIIMOHHBIMU
KpUTEPUAMU MEXITyHapOAHONW IMTPOTUBOPEBMATUYECKON JINTHU U OTEYECTBEHHBIM
KIMHUYECKUM pekoMeHaauusMm [8, 77]. VY pgecdaTtoil 4YacTM TAIMEHTOB
(UKCHUPOBAHHOTO apTpuUTa BEpUDPHUIIMPOBAHHO HE OBLIO, OJHAKO OTMEYanIach
3HauMMas 0o0Jib B CycTaBax. JTHU JIaHHbIC aKTyallbHbI JIJII HOBOTO IEPECMOTpa
KPUTEPUEB, TJl€ HA NMEPEAHUN TJIaH BBIXOJAT CUCTEMHBIE MPOSBJICHUS, & BMECTO
apTputa MOXKeT ¢urypupoBaTh aptpairus. [122] JlanHbie 0 mMOpakKeHUH
JbIXaTenbHOM cucteMbl y mauueHToB ¢ CIOMA orpaHunyeHbl W NpeacTaBlICHBI
TOJIBKO TUIEBPUTOM, KaK OJHUM U3 TMPOSIBICHUM CEPO3UTA, BXOISIIETO B

BhIlIIeyKa3aHHbIe Kilaccudukanonubie kpurepun CIOUA [6, 10]. VccnenoBanuii
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MOCBSIIEHHBIX 0coOeHHOCTsIM (enoTuna manueHtoB ¢ CHOMA c¢ mopaxkenuem
JIbIXaTEeIbHOW CUCTEMBI, KaK B JIOI0TE, TAK U B SBOJIIOIIUU HET.

Lenpio Hamieil paboOThl OBLIO OLIEHUTH MOPAXKEHUE BIXaTEIbHON CUCTEMBI Y
narmeHToB ¢ CIOMA. Ha nmepBom 3Tame MbI OIeHUBaIN BCe (DOPMBI TTOpaKEHUE
pecnupaTopHOrO TpakTa M JETKUX A0 BepUPUKANMH HHTEPCTUIIMAIBHOTO
nopaxkeHus n€royHoil TkaHu. [lomoOHas olleHKa HE CTOJb YacTO BCTpEYaeTCs B
pabotax. /[aHHBII acmieKT OBLI HAM MPUHITUIIAATICH C TOYKW 3PEHUS MEPBUIHOCTU
MOPaXXEHUS IbIXaTEIbHON CUCTEMBI KaK C LIEJIbI0 UCCIIEIOBAHUS €€ SBOJIIOLIUN, TaK
U B KauecTBe MpeauKkTopa 3adosieBanud. [lo 3Toi npuurHe HA MEPBOM ITANe Mbl
pa3aenuiii MalMeHToB Ha JBE IPYyMIbl ¢ pecnupatopHbiM BoBieueHueM (CHOUA ¢
PB) u 6e3 (CFOUA 6e3 PB).

[Topaxxenue npixarenbHou cuctembl umenu 25% nereid ¢ CFOUA B nelrote
3a0oneBanusi. Cpeid OCHOBHBIX CUMIITOMOB MOPAKEHUS JIbIXaTeIbHON CHUCTEMBI B
ne6tore CHOUA wmbl obHapyxunu guctinod (11/50, 22%), naesput (15/50, 30%),
MHTEpCTULIMAIbHOE TopaxkeHue Jerkux (23/50, 46%) u OPIIC (1/50, 2%). Jlannbie
CUMIITOMBI OBLTM XapaKTepHBI Il ocTporo nopaxenus B nediore CIOUA. Tlpu
XPOHUYECKOM MOPAKEHUHU U K 3TUM CUMIITOMaM MPUCOEIUHSUTUCH YTOMIISIEMOCTb,
KallleJb, HU3Kas TOJIEPAHTHOCTh K (PU3WYECKUM HArpy3KaM, MOSBJICHUE CUMIITOMA
«OapabaHHBIX MAJOYEK» M «YACOBBIX CTEKON», a Takke passutue JIAL. VY
MalMEHTOB C BOBJICYCHUEM JIBIXaTEIBbHONW CHCTEMBI OTMEUYEHO OOJIbIlIee YHCIIO0
CUCTEMHBIX MPOSIBJICHUI U BOBJICUEHNE BHYTPEHHUX opraHoB. Hu Y. u coaBTOpHI B
CBOEI paboTe ONMUCHIBAJIM OCOOEHHOCTH BO3HMKHOBEHHUs mieBpuToB mipu CIHOUA.
[107] I'pynna ¢ mieBpuTaMyd B CPaBHEHUHU C OOBIYHBIM TEUEHHUEM 3a00JICBaHUS
XapakTepu3oBajgach 00Jiee HU3KUMHU YPOBHSMU TE€MOTJIOOMHA, 00Jie€ BBICOKUM
JeHKoIMTO30M, BhICOKMM Ig(G, a Takke wyale BCTpedanach MO3UTUBHOCTH IO
peBMarougHOMYy (akTopy u aHTUHYKJIeapHbIM ¢aktopam (p <0,05). [107] bonee
BBICOKMW PHUCK TUIEBpUTa ObUT 3aUKCUPOBAH Yy JeTed Miaiiie 3-eX JIeT WU
crapuie 12 ger. [107] ¥V Hammx nmanueHTOB Mbl OTMETHIIN O0Jiee paHHUM J1e0I0T y

narueHToB ¢ CHOUA ¢ PB, ognako otnuyms Obimu He goctoBepHbI (p=0,312). ¥V
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HalllUX MallMEHTOB C MOPAaKEHHEM JIbIXaTEIbHON CHUCTEMBI pEXKe BCTpeyascs
apTPUT, a YUCIIO AKTUBHBIX CYCTAaBOB OBLIO MEHBIIIC.

JlabopaTopHO MaIMEHTHl C MOPAKEHHEM JIbIXaTeIIbHOW CHUCTEMbl UMEIH
O6onee Hu3kme ypoBHH Tremoriobuna (p=0,001), tpombGouutoB (p=0,000006),
dbudpunorena (p=0,00002), anp6ymuna (0,000008) u 60siee Boicokue ypoBHUu AJIT
(p=0,002), ACT (p=0,0002), depputuna (p=0,000006), JIAI' (p=0,0005) B
cpaBHeHuM ¢ rpynnod mnamueHToB ¢ CHOMA, He WuMEBIIMX BOBJICUCHUS
JbIXaTENbHOW CUCTEMBI. J[aHHBIE MPEIbIAYIINX HUCCIEIOBAHUI HE MPOTHUBOpPEYAT
MOJYYEHHBIM HaMM pPe3ysibTaTaM, OJIHAKO YPOBEHb JICMKOIMTOB ObLT MPUMEPHO
OJIMHAKOB, XOTS B BbIOOpke Hu Y. M COaBTOPOB JIEUKOLMTO3 ObLT BBILIE CPEAU
naiueHToB ¢ mieBputoM. [107] JlocToBepHO walie Mbl  BCTpEUAIH
remopparudeckuii cuajpom (p=0,00004) u HapylieHHs] MPOLIECCOB KOAryJsluU
(p=0,002). BeposiTHee Bcero JaHHbIE CTATUCTUYECKHUE PA3NIMYMs CBSI3aHBI C OoJjee
BBICOKOW YaCTOM U CTENEHbIO BhIpakeHHOCTH CAM.

Jlns BTOpOro HTama WCCieAOBaHUA ObUIM OTOOpaHbl 23 malueHTa ¢
WHTEPCTULIMAIBHBIM JIETOYHBIM TMoOpaxeHueMm. Ha »Tom »3rame wuccienoBaHus
MIPOBOAMIICS] COMIOCTABUTEIIbHBINA aHAIN3 MEXK1y TTallUeHTaMU ¢ PUOPOU3UPYIOITUM
u  HeuOpomszupyomuM (HEHOTUIIAMHU  JITOYHOTO TOPKEHHUsS, a TakkKe
MIPOBOIMIIACH OIIEHKA OMUCAHHBIX paHee B JuTeparype GpakTopoB pucka. Llenbio
JJAHHOTO JTama ObUI0 JACTajdbHO OMNHCATh KIMHUYECKHE, JIa0opaTOpHbIE U
WHCTPYMEHTAJIbHBIE OCOOCHHOCTH JTOW TPYNMbl TAIMEHTOB € ONPEICITUTH
daxTopsl pucka. [51, 117] Jlns BeIMOJHEHHWS 3TOM 3adadyu OblIa MpPEANpPUHSTA
MOMBITKA Pa3JeIUuTh NAIMEHTOB C HHTEPCTUIIMATBLHBIM JISTOYHBIM MOPAKEHUEM Ha
JIBE TPYIIIbI, OMNUPAsCh Ha CXOXYI KIACCU(PUKAIMOHHYIO CXEeMy TpHU
TUIIEPYYBCTBUTEIIBHOM TTHEBMOHHUTE U UCIOJIb30BaTh KPUTEPUHM JIHATHOCTHKU
MPEIOKEHHBIC I UauonaTHIeckoro Ggudpo3a AETKMX, MOCKOJIBKY B HACTOSIIEE
BpEMsI KPUTEPHUU ISl AUATHOCTUKU UHTEPCTUIMATIBLHOIO JIETOYHOTO MOPAXKEHUS Yy
nanueHToB ¢ CFOMA orcyrctByrot [7, 71]. JlaHHag 3agaya BO3HUKIIA B CBSI3M C
TE€M, YTO CpPEIY Hallled TPyMHIbl NAlUEHTOB C MHTEPCTUIMATIBHBIM MOPaKEHUEM

JAErKuX HcXol B (¢uOpo3upyronmi GEeHOTUN HaOMI0JAICid TOJbKO Y 4YacTu
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MAIMEHTOB, Y APYrod YacTH MAIMEHTOB ATH HW3MEHEHUS HOCWIM OOpaTUMBIN
xapakrep. Takum o6pazom, ObuM CHOPMUPOBAHO JIBE TPYHIBI C PUOPOU3YIOIIUM
u HeuOpouzupywomum denotunom. Jljis 3TOro Bce TOCTYIHBIE JUIsl aHAIU3a
JaHHble  OBUTM  TIOBTOPHO  HE3aBHCHMO  IMPOAHAIM3UPOBAHBI  OMBITHBIM
myJIbMOHOJIOTOM. [locKkoNbKy JIEroyHOEe MOpa)KEHUE XapaKTEPHO HE TOJIBKO JIJIst
CIOUA, vo m g1 BCB Hamm Takke Oblla MPEANpPUHATA TMOMBITKA OIEHKHU
MIPUMEHUMOCTH HM3BECTHBIX KpuTepueB kputepueB bCB mns gumarnoctuku ¢gopm
CIOUA ¢ uHTepCTHIMAIBHBIM JIETOYHBIM TMOPAKEHHUEM B BUJY CXOXKECTHU ITHUX
JIBYX cocTOstHUU. [104]

Hanbomee dacTbIM  KIMHWYECKHMM CHMIITOMOM, XapaKTEPHBIM  JIsI
dbudpousupyroemero (peHoTuna ObT CHUMITOM «0apa0aHHBIX IAJIOYECK»
(OlI=20,0 (95%4U: 1,6; 248,0), p=0,007), TaxumHod y KaxAOro MalueHTa
(p=0,059), runokcus mo AaHHBIM myjibc-okcumerpun (OLI=7,7 (95%U: 0.,8;
79,8), p=0,062). OtnenpHO B HaIlleil KOropoTe ObLIA OIIEHEHBI (PAKTOPHI pUCKa
JII-CIOUA onucannbie panee. [51, 117] Haubonee yacto OHM BCTpEHaIUCh Y
NanueHToB ¢ Guopousupyronmum ¢eHotunoMm. CambiM 4acThiM (DAKTOPOM pHCKa
o1 CAM (p=0,036), auarHocTupoBaHHBIN corjacHo KputTepusiMm Ravelli A. u
coaBT. 2016 roga ¢ uyBctBUTEIbHOCTBIO - 100,0% u cnemuduanocteio 43,8%,
KOTOPBIM HAOIIOMalICd y BCEX IMAIMEHTOB ¢ (UOpOM3UPYIOMHUM (EHOTHIIOM.
Nudy3noHHass peakids Ha BBEACHHE TOIMIIM3ymMaba B aHaMHE3€ BCTpeUYaiach
TOJIBKO Yy TAIMEHTOB, BIOCIEACTBUU CHOPMHUPOBABIINX (HUOPOUUPYIOIINN
dbenotun (p=0,0009). Do3uHOGUIUS, TUNECPICHKOLUTO3 U ATUIIUYHASI CHIMh Ha
npuMenenue OBMIIII Obutm  mpegukTOpaMu  pa3BUTHS  (PUOPO3UPYIOIIETO
denotuna. Cunapom T21, kak camplii AWCKYyTaOeNbHBIN (akTOp pHICKa,
BCTpeYaJlach Cpey HaIlIMX MalMEHTOB B 00EUX IpyIax, Kak ¢ GuOponu3Hpyroumm
(14,2%), Tax wu Hedubpomsupywommm (6,2%) denotunamu. Heobxomumo
OTMETHTh, UYTO EAWHCTBEHHBIM JIETATBHBI WMCXOJ B TPYIIE MAIMEHTOB C
bubpo3upyromuM (GEHOTUIIOM MPHUILEICS UMEHHO Ha MAlMEHTKY C CHUHAPOMOM

T21, B ToO Bpemsi Kak €IUHCTBEHHBIA JIETATbHBIM HCXOA Cpeau OOJBHBIX C
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HeuOpomsupyomum  (HEHOTUNIOM OBUT Yy  TAIMEHTKH 0€3  BBISBICHHBIX

T€HETUYECKUX aHOMAJTUM.

4.3 CAM u nopaskenue apixareabHoi cucremsl npu CIOUA

[Ipu ouienke reMo¢aroTo3a yCTAHOBJICHO, YTO MAI[UEHTHI C BOBJICYCHUEM
JbIXaTENIbHOM CHCTEMBl HWMENIM HauBbicmine Tnokazatenu HScore. Ilpum
COTIOCTaBJICHUN YYBCTBUTEIBHOCTH W CHEIU(PUIHOCTH KPHUTEPUEB TUATHOCTHUKH
CAM  pamny4ymmmu  XapakTepuctukamu  oOmamanu  kpurepuu  CAM
EULAR/ACR/PRES 2016 r. pa3paborannbsie non pykoBoacTBom A. Ravelli A.
[23] TlanueHnTsl 0€3 MOPAXKEHUI ABIXaTEIbHOW CHCTEMBI PEXE COOTBETCTBOBAIU
JAHHBIM KPUTEPHUSIM U B IIEJIOM PEXE HMENHM MpPU3HAKU reMarodaroinurosa, a
Takke umenu Oojee HU3KUKA ypoBeHb HScore. J[aHHBIM acmekT MOXKET ObITh
OOBSICHEH TE€M, YTO TMAlMEHTHI C reMaTo(arolyTo30M 4Yalle UMEIOT MOpaKeHHe
BHYTPEHHHX  OpraHoB. LIUTOKMHOBBIA  IITOPM, JIeXKaUMd B  OCHOBE
TUIIEPBOCIIAJICHUS], 3aTPAaruBacT MHOXKECTBO CHUCTEM oOpraHoB. [6, 18] Oto
NOATBEPAKAAIOT U HPEIAbIAYLIME  HWCCIEIOBAHHMS  CHUHApPOMAa  aKTHUBALUU
MakpodoaroB u reMmarodarouutapublx cuHapomon. [31, 32, 33] Ilpu
CpPaBHUTEJIBHOM aHaimu3e B yactore BcTpedaemocth CAM y manueHToB 0€3 u C
MOpaXEHUEM PECITUPATOPHBIM BOBIICUEHHEM 3Ta pa3HHUIlA 0KAa3aJach JOCTOBEPHOM
(mo xputepusim CAM EULAR/ACR/PRINTO 2016 rona 9,0% npotus 44,4%),
YTO MOJTBEpKIaeT Te3uc 0 ToMm, uTo CAM sBisieTCs MPEAUKTOPOM BOBJICUEHUS
neixatenbHOoM cucrembl B aedtore CIOMA  (p=0,000001). Hamu Taxke
MPOU3BEJEHA TOMNBITKA OLEHKH M CPAaBHEHUS Pe3yJbTaTOB MOP(HOIOrHYECKOro
UccleoBaHusl KOCTHOro Mosra Ha ¢oHe CAM, oJHAaKO CTaTUCTHYECKOIO
JIOCTOBEPHOT'O TOJATBEPKIACHUS HaM TOJYyYUTh HE YyJajioch. B mpeapimymimx
WCCJIEIOBAHMUSIX YacTOTa MOP(HOIOTHIECKU-TIOITBEPKIACHHOTO TeMO(aroinuro3a B
ouonTarax KOCTHOTO MO3ra Oblja pa3lMYHOM M MHOTHE aBTOPHI yKa3bIBAIOT Ha
HEBBICOKYIO UYBCTBUTEJILHOCTh JAHHOTO MeTona. [92] 'emodaronuTo3 B KOCTHOM
MO3reé MOXET OBITh TMpPEACTaBIeH, KaK HEMOCPEeICTBEHHO Makpodaramu,

ITOTJIOTUBIIMMH HOpMO6HaCTI>I KOCTHOI'O MO3ra, Tak M HaJIHU4YHCM MaKpO(I)aFOB,
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no3uTUBHBIX 1o Mapkepam CD68, CDI163. [61, 118] W3o00paxenue
remMaTodaronuTo3a MpeACTaBICHO HAa PUCYHKE 7, UCIIOJIB30BAHHOM U3 pabOThHI
Mistry J. u coaBTopoB. [92] Takke remodaronuTo3 MOKeT IpOTeKaTh B OOJbIIEH
CTENEHU BO BHYTPEHHHMX OpraHax, TaKMX KaK TMeYeHb, JUM(ATUUECKUE Y3Ibl,
cele3eHKa, JIeTKUe W IeHTpajibHas HepBHas cucrema. [118] IlpeoOnamanue
remodaronro3a B KaKOM-TO M3 OpraHoB o0OyclaBiuBaeT mnoiaumMopdusm
KIIMHAYECKUX TPOSABICHUM, TaKMX KaK TeMaTUT W TUIOKOAryJsilus Mpu
MOPAKEHUU  TEYEeHHM, IUTONEHHUS TPU  TMOPAKEHUH  KOCTHOTO  MO3ra,
muMpaneHonaTusl U CIUIEHOMETalldsd MPU MOPAKEHUH PETUKYJIOIHA0TEIHATbHON
cucrembl, OPJIC npu nopaxenun nerkux, yraoerenue IHC, cynoporu mnpu

nopaxxenuu [{HC. [118]

Pucynox 7 - KocTHOMO3roBoil OWONTAaT ¢ KIETKAMH, COJEPKAIIUMU

0O0JIBIIOE  KOJHUYECTBO remMocucpuHa, H 0O4YaroBbIM FeMO(bal"OI_II/ITOBOM C
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KJIETOYHBIM JIETPUTOM, BBISIBICHHBIM B IHTOIIa3Me MakpodaroB (3eiE¢HbIC
ctpenkn). Micronp3oBano u3 mybaukamuu Mistry J u coaBTopoB. [92]

Takxe ycTaHOBJIEHA accOLMAlMs TOPAXEHUsS [IbIXaTeNbHON CHUCTEMBI Y
nanueHToB ¢ CIOUA ¢ nopaxenuem cepaua (p=0,000001), nouek (p=0,003) u
[MHC (p=0,028). NnTepecHO, YTO CEpACYHO-COCYJMCTas CHUCTEMa JIUTEIIbHOE
BpeMsl HE paccMaTpUBAIIOCh KaK OpraH-MuilieHb y nanueHToB ¢ CAM. Baumanue
K TOpPaXXEHUIO cepauna BO3HHUKIO BO BpeMsa nanaemuun COVID-19, korma y
MAalUEHTOB C MYJbTUCUCTEMHBIM BOCIAIIUTEIbHBIM CHHAPOMOM CTajd OMHUCHIBATH
nopaxkenue cepamna. [15] IlpumeyaTenbHo, UYTO TOpaXKEHHE cepamna ObUIO
aCCOLIMMPOBAHO IMPEUMYIIECTBEHHO co ciaydasmu MBC-JI ¢ BbiCOKOH
aKTUBHOCTBIO TeModarornurapHoro cuuapoma [15, 63]. Emé nerambHee cramu
UCCIIEIOBAThCSl  MMATOTEHETUYECKHWE  MyTH  IIMTOKUHOBOTO  IITOpMa U
TUIIEPBOCIIAJICHUS], ACCOMUPOBAHHBIMY C TAHHBIMU COCTOSIHUSIMU. B TOM umciie,
BHOBb BO3HUKAET BONPOC O AucOaiaHce IUTOKWHOB, B ToM uucie u WUJI18. [Ipu
CPaBHEHHUM KOHUEHTpAlMu LHUTOKMHOB Yy mnanueHtoB ¢ bCB u COVID-19
3adukcupoBanbl Oosnee Bbicokue ypoBHu WMJI18, a Taxxke deppuTuHa, yem s
Tsxenon popmel COVID-19. [11]

VY nmamuentoB ¢ CAM otrmeuaercsa runepdepputunemus. [6, 18] B narmmeit
BHIOOPKE TAIMEHTOB BBICOKME YPOBHM  (PeppuTHHA JIOCTOBEPHO  HaIle
(UKCHUPOBATUCH CPEAM MAIMEHTOB B pecnupaTopHbiM nopaxenuem (p=0,0000006),
YTO B IIEJIOM OOBSICHSETCS TaK)KEe U BBICOKOM yacToTol acconuanuu ¢ PB u CAM.
Ho uto unTepecHo, 4To XoTh U ypoBHHU (pepputuna B rpynne ¢ GpJII-CIOUA 6bimu
BBIIIIE, OJHAKO pa3HUIA MEXAy MalueHTaMu ¢ He@UOpOU3UpyIUM U
bubpom3upyomuM (GEHOTHUIIOM HHTEPCTUIIUATLHOTO TOPAKEHUS JIETKUX Y
nanueHToB ¢ CFOUA Ob1na HegocToBepHoi (p=0,383).

®epputuH B cBoeil cTpykType umeer Tsokensie (H) u nérkue (L) nenu. Ux
COOTHOIIIEHHE, a Takke U cooTHomieHue ¢ CDO68 kneTkamMu paccMaTpUBaeTCsl Kak
elie OJUMH BapuaHT nonaxona k auarHoctuke CAM, mpaBaa moka y B3pociioi

KOTOPTHI MAalMEHTOB. [61]
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4.4 ®axkTOopsI pUCKA MOPaXKeHus AbIxaTeabHoi cucrembl npu CFOUA n
NpPeIuKTOPHI

Ha ocHOBaHMM MOJTy4YE€HHBIX TaHHBIX HAMH ObUTH CPOPMUPOBAHBI
IPEAUKTOPHI BOBJIEUEHHUS JIbIXATEIbHON CUCTEMBI B BOCIAJIMTEIBHBIN MPOLIECC MPU
CIOHNA:

1. IToTpebHOCTh B OKa3aHUU UHTEHCUBHOM Tepanuu B OPUT

['emopparnyeckuii CHUHAPOM
[lopaxenus cepeyHO-COCYAUCTON CUCTEMBI
['unoansOoymunemus (<26,0 /1)
TpomobommTonenus (<211,0x109/im)
['uneprpurnuuepuaemus (>2,0 MMOJIb/1)

Cucremnsbiii cuet >3,0

® N kWD

[ToBermenne aktuBHocTd ACT (>90,0 En/n).

Jlo HacTOsIIIIer0o BpeMEHU MOJ0OHBIX MPETUKTOPOB MCCIEAOBAHO HE OBLIO,
KaK W MPAKTHYECKH HET WCCIEAOBAHWI HAIpPaBICHBIX HAa M3YyUYCHHUE TOPAKCHUS
npixatenbHo cucrembl npu  CHOMA B 1enoM, a HE HCKIIOYUTEIIBHO
WHTEPCTHIIMAIBHOTO TTOpakeHUs JIETKuX. Hamu BriepBbie ObLT BBISBIICH (haKT, UTO
BCE MAIMEHTHl, KTO B TOCIEIYIOIIEM pa3BHJI HHTEPCTUIIMATIBLHOE TOpPaXKEHUE
JETKUX B J1€0I0T€ MMEIM BOBJICYCHHE JBIXATEIBHOM CUCTEMBI. ITO IMO3BOJISET
YTBEP)KIIaTh, YTO JIFOOOE HMCXOIHOE IMOPaKCHHE MBIXATCIIbHOH CHUCTEMBI MOKET
ObITh  (paKTOPOM  pHCKa  Pa3BUTUS  XPOHUYECKOTO  (hubpo3upyroImero
MHTEPCTUIIMAIBHOTO MopakeHus Jierkux y 0onbHbix ¢ CKOUA. [75]
Hamu ObLu BBIZIEIEHBI clieaytolne GakTophl, Mpeapacioaraoinye K pa3BUTHIO
GJITI-CIOUA:

1. Myxcko# mon

JletikoruTo3 B nedrote > 43 x 109/n
[TorpebuocTs B momomu B OPUT B aedrote
Do3unopuiel > 120 kieTok/Mk 1160 303uH0buUIIL > 10%

CootserctBue kputepusiMm CAM Ravelli u coaBropos 2016 roga

A i

AtunuyHas cbinib Ha pore 6bMIIIT
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7. Peaxnus Ha BBeICHHE TOIMIN3yMada
B nenom, nanHbie (akTOphl pUCKAa HE TMPOTUBOPEYAT U3BECTHBIM, a CKOpEe
nononHaror  wux  [5S1, 117]. Cpeau  JONOTHUTENBHBIX  NPEAUKTOPOB
bubponsupyromero (HEHOTUIIa HAMU BBISIBJICHBI TAKUE MPEAUKTOPHI KaK MY>KCKOM
noJ, rumnepiaeiikonuTo3d B nebiore 3aboneBanus (CHOMA) u mnorpebHOCTH B
HaxoxjaeHuu B OPUT B nebrore Oone3Hu, Toraa Kak posib cuHapoma T21, kak
dakTopa puCka B HAIIeM MCCICNOBAHUM OCTACTCA JUCKYyTaOEIbHOM.
[IpencraBneHne HaMM KIMHUYECKUE CIy4ad XOPOIIO WIIIOCTPUPYIOT JTaHHYIO

npoOJsieMy U uHIUBUAYyalbHOCTH TeueHus JIII-CHOUA.

4.5 CoorBercTBHe KpuTepusim auarnocruku CIOUA

[MTatmentst ¢ ¢ubOposupyromuM  peHotun B OoJblIEH  CTENEHU
COOTBETCTBOBAJIM TPeIBapUTENbHBIM KiaccupukanuoHHbIM kputepusim CIOUA,
pa3pabOTaHHBIMU MEXIYHAPOJAHOU TMpoTuBopeBMaruuecko surod ILAR B
oOHoBiieHHOW Bepcuu 2019 [122]. IM COOTBETCTBOBAN Ka)Jblil MAIlUEHT C
budposupyromum penorunom u 81,3% mnamueHToB ¢ HeGHOPOHUZUPYIOIIUM
(dbeHoTunomM, Torga Kak AEMCTBYIOIIMM KiaccuukaumoHHbIM KputepusiMm ILAR
2001 roma, COOTBETCTBOBAJIa BCETO MOJOBUHA MAIMEHTOB C HEPUOPOUZUPYIOITUM
dbenotunoM u uyTh Ooisibiie TONIOBMHBI MAalMEHTOB C (uOpPO3UPYIOMINM
denotunom (57,1%). JJoCTOBEpHBIX pa3IU4Mil B YAaCTOTE COOTBETCTBUS MEXKIY
nByMs TpynnaMu kinaccudukanuonabiM kputepusim ILAR 2001 roma moydyeHo He
osuto. Cpeau kputepueB BCB HauOosbliee COOTBETCTBUE HMMENH KPUTEPUU
Yamaguchi, koTopble Jiydille OINUCHIBAJIM MAalUEHTOB C (UOPO3UPYIOLIUM
dbenotunom (85,7%), yem c HepuOposzupyrommm denotunom (43,8%), a BOT
kputepusim Fautrel nst BCB B 1ienoM cooTBeTCTBOBajia YETBEPTh MAIUEHTOB C
00OMMH THUMAMU HWHTEPCTUIIMAILHOTO JICTOYHOTO TMOPAXKEHHS, C Jy4IIUM
cooTBeTcTBHEM i ¢pubposupyromero ¢denotuna (57,1%). OtcyrcrBue
(UKCUPOBAHHOTO apTpUTa TOHMXKAET JIMAarHOCTHUYECKYIO IIEHHOCTh MHOTHUX
KpUTEepUeB, XOTs (aKT OTCYTCTBUSA (PUKCHPOBAHHOTO CYCTaBHOI'O CHHJIIPOMA, Kak

cpenn mnaunueHtoB ¢ CHOMA, Ttak m ¢ BCB MHOrokpaTHo mnoOgHUMAJCS B
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mutepatype. [12, 56, 104] YacTe AaHHBIX YKa3blBa€T Ha TO, YTO 3HAYUMOU
pasuuiel Mexay auarnoctuueckumu kputepusmu CHOMA u BCB Yamaguchi ne
osut0. B uccnenoanun Theodoropoulou K. u coaBTOpoB, ONyOJIMKOBAaHHOM B
coopHuke Te3ucax EBpomeiickoro konrpecca pesmarosnioroB 2018 roma (PReS
2018) cpaBuuBanuch kputepuu B rpynne CIOMA uyncnenHocteio 50 uenoBek.
[41] Kpurepusim Yamaguchi coorBerctBoBasin 46% (23/50) mnamueHToB, ¢
YyBCTBUTEIBHOCTH B 44% u crieniuduanocThio B 98%. [41]

Cpenu xnunudeckux ocobennocteit nedtora CHOMA noctoBepHo Oosblie
NalueHToB ¢ (pudpo3upyommumM (PEHOTUNIOM HYXAAI0Ch B HAOMIOJACHUU U
MOJICP)KKE B YCIOBUAX OTIACIACHUS pPEaHWMAIlMd W WHTCHCHUBHOW Tepanuu
(p=0,033). OOpamaer Ha cebs dakt, 4Yro Mexay (GuOpo3upyIUM U
HepuOpo3upyromuM (EHOTUTIOM TOCTOBEPHON PAa3HMIIBI B YACTOTE MOPAKEHUS
CEpACYHO-COCYJIUCTOM  CHUCTEMBI, OCEBOIO  CKE€JeTa, KoaryJlomaTuu M|

I'ClaTOCINNICHOMCT AJIMU ITOJIYYCHO HC OBLT10.

4.6 JIy4yeBble METObI HCCJIEIOBAHNS U HHCTPYMEHTAIbHAA IMATHOCTHKA.
Cpenu UWHCTPYMEHTAJIbHBIX JaHHBIX TUIHWYHBIMA OBUIM  YTOJIICHUE
MEXIOJIBKOBBIX — Teperopoqok (p=0,005), BHyTpurpyaHas muMmdaaeHonaTHs
(p=0,005), yronmenue nepubpoHxuanbHoro npocrpanctsa (p=0,061), cuMnTomsr
«matoBoro crekia» (p=0,002), «uepeBo B moukax» (p=0,035), «coToBoe NErKoe»
(p=0,035) u nanmume mueBputa (p=0,070). IlpeapiaymMu ucCIECIOBAHUSIMU
YCTAHOBJICHO, YTO HAJIMYKME BHYTPUTPYIAHON IUMdaaEHOMATUH TIPU MPOBEICHUU
KTBP Obulo mnpeaukTopoM MHTEPCTULHAIBHOTO JIETOYHOTO MOPAXKEHUS B
OoynymeM. [51] Bee manuenTtsl ¢ puOpo3upyromuM GEHOTHIIOM COOTBETCTBOBAIIH
kputepusim ATS/ERS/JRS/ALAT 2010 roga (p=0,005).
Cpean  mamuweHToB ¢ (ubOpo3upyromuM  (QEHOTUIIOM  OTKJIOHCHHUS B
(GYHKIIMOHATIBHBIX PECMUPATOPHBIX TecTax u cocraBe bBAJl Bcrpeudanmuch
JIOCTOBEPHO Yallle. JTU JaHHbIE COBIAJAIOT JUTEPATYPHBIMU, OMUCAHBIM paHEe.
[51, 117] B mnpenmpiaymmx HCCAEAOBAaHUSAX YKa3bIBAIOT HaA TpeoOiamanue

HelTpodusioB B cMbiBax BAJI u yKka3bIBalOT, 4TO MPU YBEIMYCHUH HEUTPODUIIOB
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no ypoBHs >50% B oOpasmax, MmAHCHI Ha JETAIBHOCTh MOTYT KpaTHO
yBenuuuBathesa. [S1] OpHako JaHHBIA TEeCT HE BXOAUT B PEKOMEHIAIMU IO
nuarHoctukn CIOMA u He sBasieTcs PYTHUHHBIM, a TaKKe HMMEET HEKOTOpbIC
OrpaHU4YeHMs (@ YaCTHOCTH, BO3PACT) MOATOMY OTAEIbHO B HAIIMX Ipynmna He
OLICHUBAJICSI B BUJAY HEMOJIHOTHI JAHHBIX. Takue K€ OrpaHUYEHUsT KOCHYJIHCh U
uccienoBaHus PYHKIIMU BHEUIHETO AblxaHusl. OIHAKO CIIUPOMETPUSI MOXKET OBITh
JIOCTaTOYHO YJOOHBIM, TOCTYIHBIM, JEHIEBHIM U TJIaBHOE 3((EKTUBHBIM TECTOM.
Tak y TpeTu MalMeHTOB C PEBMATOUJIHBIM apTPUTOM B3POCIBIX OBLIN BBISBICHBI
PECTPUKTUBHBIE U OOCTPYKTUBHBIE U3MEHEHHUS. [98]

Uccnenosarenamu Roach DJ, Willmering MM, Plummer JW ¢ coaBropamu
TaKXKE MPEMIOKEH METOJ KOJIMYECTBEHHOW OLEHKHM HApYIICHWH BEHTWIALMM C
ITOMOIIBIO THUIIEPIIOJSIpU30BaHHOrO 129kcenona Ha MPT ¢ momomisro moporoBoro
3HAYCHUS M JMHEHMHOro OWHHHMHTA, ero mpuMeHmwIHn Ha 11 manmuentrax ¢ CIOUA,
OJIHAKO JaHHBIA CIOCOO MOKa HE HAIIEN MIMPOKOTrO NMPUMEHEHMS U TOJTy4YECHHbIE

pe3yabTaThl TPEOYIOT AaibHEHIeH o1eHKH. [69]

4.7 TepaneBTHYECKHE MOIXOIbI

Kaxnomy mnamuenty c ¢ubposupyomuM (HEHOTUNIoM OblT Ha3HA4YeH
OBMIIIT u B 71,4% BBIOOpP OBLT CACHaH B IOJB3Y TOIMIN3YMaba COTJIACHO
KIIMHAYECKUM PEKOMEHIAIMIM U ero 0obliei focTymHocTi. CMeHa MepBUYHOTO
OBMIIII Gbuta mpoBeneHa y 6/7 mareHToB, MO MPUYHHE HHPY3UOHHOW peaKIuu
u/unmi  HedpPEeKTUBHOCTH mpenapara. Jpyrux Kakux-1u00 HEMEIUIMHCKUX
NPUYMH IS epeKIioueHst Hamu 3adukcupoBaHo He Obu10. [Ipu cmene 6BMIIII
npeanoyTeHue oraaBanoch uHruoutopam MJI1 (anakunpa 33,3% u kanHakunymad
33,3%). JIBoe mamumentoB u3 rpymnmbl GJIII-CHOUA mnonydanun KOMOWHAIIHMIO
uaruouropa NJI-1 (kanakunymab) u apyroro Ttodamutuauba (n=1, 16,7%) u
aOararnenta (n=1, 16,7%).

[TatmenTtsl ¢ GpubpoO3UpyOMUM (HEHOTUTIOM UMENTH XYAIINE UCXO/IbI B IJIaHEe
JocTuxeHus pemuccun — 28,6% 1o cpaBuenuto ¢ 81,3% B rpynme ¢

Heuoposzupyromum penotunom (p=0,015), a Takxke MAHCHI HA TOJHYIO OTMEHY
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CUCTEMHBIX KOPTHUKOCTEPOUIHBIX mpemnapatoB 42,9% mno cpaBHeHuwo ¢ 86,7%
(p=0,032), cOOTBETCTBEHHO.
dubpornueckrue usmeHeHus 1o JgaHHeiIM KTBP Obumn 3apeructpupoBaHbI
MIPY TIOCJICTHEM HAOJIOEHUHN Y KaXKI0TO MAIMeHTa B TPYyIe ¢ GuOpO3UPYIONTIM
(EHOTUIIOM U HU y OJIHOTO B rpymnne ¢ HehuOpo3upyronmM (PEeHOTHUIIOM, UTO
MOATBEPKIAET BO3MOXKHOCTH JIeJICHUSI Ha MOAOOHBIE (DEHOTUIBI B pealbHON

KJIINHUYECKOM ITPAKTHUKE.

4.8 Ucxoambl

IIpn anammze wucxomoB TteueHuss CIOMA ycraHoBieHO, 4TO HAETH C
pecnupaTopHbIM TOpakeHueM Xyxke npocturanu pemuccun (p=0,082). boiio
BBISIBJICHO, 4YTO HMH(Y3MOHHAs peakuus Ha TOLMIM3yMad JOCTOBEPHO YaIlE
BCTpeYaJlach y MAlMEHTOB C MOpaXeHHeM JAbixaTenbHou cuctembl (p=0,067). ¥V
nsity manueHToB (10%) U3 KOropThl UMEBIIMX BOBJICYCHHUE JBIXATEIBHONW CUCTEMBbI
B Je0rTe pa3BUIOCh XpoHUueckoe (puOposupyromiee) HHTEPCTUIIUATBHOE
nopakenue NErkux. B aToil rpynmne 3aguKCcUpoBaHO TSHKENIOE, PEelUIUBUPYIONIEE
teuenue CAM u y 4/5 (80%) Obina mH(y3MOHHAS peakiusi Ha TOIMIN3YMao.
Cpenu neraibHBIX MCXOJOB HaMH 3aUMKCHUPOBAHO JIBa Clydasl - OJMH B TPYMIeE
CIOMA 06e3 mnopaxeHusi JbIXaTeIbHOM CHUCTEMbI, BTOPON y TAIMEHTKH C
CUHJPOMOM TPUCOMHUU MO 21 XpOoMOCOME U MHTEPCTUIIUAIBHBIM TMOPAKEHUEM

nérkux c pazsutueM OPJIC.
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I'JIABA 5. 3BAKJIFOYEHUE

FOBeHWIbHBI MAMONATUYECKUNA apTPUT ¢ cUcTeMHBIM HauasioM (CIOHA)
MPEACTABISAET COOO0M CIOKHYIO U MHOTOJIMKYIO HO30JIOTHIO. AKIIEHT B U3YYEHUU
ATOro 3a00JIeBaHUSl MOCTENEHHO CMEHSIETCSl C CYCTaBHOIO MOPaXeHUs, KOTOPOe
OBLJIO aKTyaJbHO HECKOJIBKO JECATWIETHH Ha3al B CTOPOHY OpraHHOTrO
nopaxkenusa. CHHIPOM aKTHBallMM MakpogaroB, MOpaKEHUE JIETKUX, Cep/la,
IIEYEHU - BCE ATU MPOSBIEHUS OJHON OOJIE3HH, KOTOpPas MOXKET IMPUBECTH K
TparnyecKoMy UCXOIy B Oyayliem.

JIByx()a3HOCTh IOHOILIECKOI'O apTpuTa C CHUCTEMHBIM HauyajioM CBs3aHa C
BO3MOXHOH  TpaHchopmalMeil  ayTOBOCHAJIUTEIBHOTO  KOMIIOHEHTa B
ayTOMMMYyHHBIM. Ha panHux »srTamax 3a0osieBaHUs TPeoOIaaar0T CUCTEMHBIC
MPOSIBJIICHUM (2yTOBOCTIAJIUTEIBHBIM MEXaHU3M), TOT/Ia KaK Ha IMO3JIHUX CTaJUsIX
€CIM HE KyNUPOBaHbI MPOSBIEHUSA 3a00JI€BaHUS NpeodsaaeT XPOHUYECKHM
apTpuT (ayTOMMMYHHBIM MeXaHuW3M). B memuarpuyeckodl NpakTUKE cpeau
NeOIOTHBIX MPOSIBIIEHUH HauOoJIiee YacTO Mbl CTaJKMBAEMCS C MOPAKEHUE
BHYTPEHHHUX OPTraHOB U CUHIAPOMOM aKTHUBAIIUH MaKpo(aros.

[lopaxxeHue JbIXaTEJIbHOM CHCTEMBI B LEJIOM TENEPh BO3MOXKHO
paccMaTpuBaTh Kak OJIMH M3 MapKepoB JalbHEMINIEr0 BOBJEYEHHS B MPOLECC
JIErOYHOM TKaHU, ¢ popMUpoBaHUEM (HUOPOTUUECKUX M3MEHEHUHN U yXYIIIEHUEM
KauecTBa >KM3HU. EciM manmueHT OTBEYaeT CieAyIolMM MpuU3HaKaMm B Je0roTe
CIOUA: mnorpeOHOCT, B OKa3aHMM HWHTEHCHBHOM Tepanuu B OPUT,
reMOpPpParuyeckrii  CUHAPOM, TMOPAXKEHUS CEPACYHO-COCYAUCTOW  CHCTEMBI,
runoansoymunemust  (<26,0  r/m),  TpomOoumTomeHus  (<211,0x109/m),
runeprpuriunepugemMust (>2,0 MMoib/l), CUCTeMHBIM cueT >3,0, MOBBIIICHUE
aktuBHoctd ACT (>90,0 En/i) - TO maneHT UMeeT BBICOKHE PUCKU BOBJICUCHHSI
JBIXaTeJIbHOM CUCTEMBI B MaTOJIOTMYECKUI TTPOLIecC.

JlanbHeliee pa3BuTHE 3a00JIEBaHUS MOXKET UATH MO TPEM MYyTSM, UTO
MPOJIEMOHCTPUPOBAHO B HAIllEM HCCIEAOBAHMM: 1) MONHOE KYMHUPOBAaHUE BCEX

pecnupaTOpHBIX *Kajno0 ¢ BBI3JOPOBICHUEM U B3sITHEM 0] KOHTpoJb CIOUA,
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2) TONUIMKINYECKOE TeueHHe ¢ (OPMUPOBAHHUEM JIETOYHOTO MOPAXKEHHS, C
JadbHEUIIUM HuCcXoloM B (ubpoTuyeckue usmeHeHuss wiam 3) 6e3 Hux. [lpu
Pa3BUTHHM TUNEPBOCHAIUTENBHOTO cHuHApoMa Yy mnanueHToB ¢ CIOUA wu
NPU3HAKaMU TOPAKEHUS JIbIXaTE€JIbHOM CUCTEMBbI CTOUT OLEHUTh COOTBETCTBUE
NalyeHTa CIEeIYIONUM MpU3HAKaM: MYXCKOM 10, JIEMKOIMTO3 B JAedioTe > 43 x
109/n, notpebHocTh B Tepanuu B ycioBusix OPUT B gebdrote, abcomoTHas (> 120
KIIETOK/MKJI) 7100 oTtHOcuTenbHass (= 10%) nso3uHOdmmms, Hammune CAM
cormacHo kputepusiMm CAM EULAR/ACR/PRINTO 2016 roma Ravelli A. u
COABTOpPOB, aTHNHM4YHAasg Ccbilb Ha QoHe mnpumeHeHus OBMIIII, wuHdy3noHHAS
peakuysi Ha BBeJeHUE Toumianzymada. [Ipy Hanmuuuu JaHHBIX (PAKTOPOB pPHUCKA Y
MalMeHTa MMEET BBICOKMU IIaHC pa3BuTus (ulposza JETKUX MpH JalbHEUIEM
HEKOHTPOJUPYEMOM/TIIOX0 KOHTposmpyemoM TeueHun CIOUA u CAM.

Jns  IMarHOCTHKM  JIETOYHOTO  TOPAXKEHUS, ACCOLMUPOBAHHOIO  C
IOBEHWJIBHBIM APTPUTOM C CHCTEMHBIM HAayajoM CaMbIM pPaclpOCTPaHEHHBIM
METO/IOM OCTAETCsI KOMIbIOTEpHasi ToMorpadusi BbICOKOTO paszpemieHus. OgHako
MHOTHE UCCIICIOBAaHUS MIPEAJIaraloT U albTepPHATUBHBIC METObI, O0Jiee AeIIEBbIC U
Oe3onacHble, BKItovyas cnupomerputo, bBAJI, MPT u e€ Bapmanuu. B Hacrosiiee
BpeMsl JaHHBIX I OLIEHKU 3THUX MapaMeTpoB HeAocTaTouyHO. Ceplid OCHOBHBIX
acniekToB M martepHoB mnpu mnpoBeneHun KTBP Obimu oTMeueHbl yTOMIICHHE
MEXIO0JbKOBBIX TEPErOpoAOK, BHYTpUrpyAHas duM(aaeHONaTs, YTOJIIEHUE
NepUOPOHXHUATIEHOTO TPOCTPAHCTBA, CUMIITOMBI «MAaTOBOTO CTEKJIa», «JIEPEBO B
MOYKax», «COTOBOE JIETKOE» U HAIMYHE MIEBPUTA.

[Ipu pa3paboTke TepaneBTUUYECKUX TMOJIXO0JI0B HEOOXOAMMO YUYUTHIBATh
nopaxeHue JErkux. [[ockoyibKy ManueHThl pa3BUBAIONINE JIETOYHOE MOPAXKEHUE,
aCCOLIMMPOBAHHOE C IOBEHUJIBHBIM apTPUTOM C CHUCTEMHBIM HAyalioM 4alle
TpebytoT cmenbl OBMIIII nnm koppekiuu Tepanuu B 1eJI0M, a TaK)Ke TPaMOTHOTO
Ha3HA4YeHMs] COMYTCTByomIed Tepanuu. I[logoOHbIe KOMOMHAIIMM — MEXIY
pa3MyHBIMM ~ TpYIIaMH  [penaparoB, Kak  M[paBUjio,  NOAOUparoTcs
WHJMBUAYAJIbHO, YUYUTHIBasl OCOOCHHOCTH MATOre€He3a COCTOSIHUU U KIIMHUYECKUE

IMPOABJIICHUA Y KOHKPCETHOI'O ITalMCHTA. HpHMeaneano, qTO JIHUIb OI[HOﬁ
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NalyeHTKa noTpedoBaIoch Ha3HA4YEHHE WHTaJISIIIUOHHBIX
TIIFOKOKOPTUKOCTEPOUIOB U €IIE OTHOMY ObliIa He00X0uMa KOPPEKIHs JIETOYHOU
apTepuaIbHON TUIEePTEH3UU.
JIérouyHoe mOpa)k€HUE, ACCOLMMPOBAHHOE C FOHOLIECKHM apTPUTOM C
CUCTEMHBIM HayajioM MOXKHO MPOTHO3UPOBATH B TEUYEHHE OOJIE3HH, YTO H

JOKa3bIBACT HAIIC NCCICOAO0OBAHMC.
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I'JIABA 6. BBIBO/IbI

1. YcranoBneHo, 4TO cpely MNAIMEHTOB C IOBEHWIBHBIM apTPUTOM C
CUCTEMHBIM HayajoOM pECHUpPATOpPHOE BOBIeYeHUE 3aduKcupoBaHo y 25%
(50/200) ¢ npeobiaganueM s>keHckoro noia (59,0%), ¢ AOUIKOIBHBIM BO3PACTOM
Hayana 3aboneBanus - 5,3 (3,0; 9,1) roma. Cpenn OCHOBHBIX CHUMIITOMOB
MOPAXKEHHUS JIbIXaTeIbHOM CHUCTEeMbI BbIsBICHBI AucnHod (11/50, 22%), mueBput
(15/50, 30%), octpeiii pecnupaTopHblii auctpecc-cuuapom (1/50, 2%) wu
WHTEpCTULIMAIbHOE nopaxkenue JErkux (23/50, 46%).

2. BeoisBrnensl cneayromue GakTopbl puUcKa JIETOYHOTO TMOPaKEHMUS,
ACCOIIMMPOBAHHOTO C FOBEHUJIBHBIM apTPUTOM C CHCTEMHBIM HadajioM B JcOrOTe
3a00JIeBaHuUs: MOTPEOHOCTh B OKa3aHUM TOMOIIM B OT/ACJIECHUU pEaHUMAaIluu U
WHTEHCUBHOW TEpanuu, TeMOpPpParMuecKuil CHUHAPOM, TMOpPaXKEHUS Cepla,
runoansOymuHemMuss < 26,0 r1/1, TpomGommromenmms <  211,0x10°/m,
runeprpuriunepugemMus > 2,0 MMOJIb/J1, CUCTeMHBIN Oasut Beimie 3,0, yBenuyeHue
ypoBHsi ACT Boitie 90,0 En/m.

3. VYcraHoBineHO, YTO Haumbojee pPaCHpPOCTPAHCHHBIMU TPU3HAKAMU
budpo3upyromero (GpeHOTUINIa HHTEPCTULIHAIBHOTO TIOPAKCHHS JIETKUX VY
MAIMEHTOB C IOBEHUJIBHBIM apTPUTOM C CUCTEMHBIM HAa4yajoM, BBISBISIEMBIMU TIPU
MOMOIIIM  KOMIBIOTEPHOM TOMOTpauu BBICOKOTO pa3pelieHus, SBISIOTCS:
BHyTpurpyaHas Jumdbanenonatus (100%), «wmatoBeie ctékina»  (100%),
peruxynspubie u3menenus (100%), miesput (100%), yTonmeHrne MexI0JIbKOBBIX
neperopo ok (85,7%) u nepubpoHxuanbHbIX IpocTpancTB (71,4%).

4. Oubpozupyronmii GEeHOTUIT JIETOYHOTO TMOPaXEHUs MPHU FOBEHUILHOM
apTpUTE C CUCTEMHBIM HAyajJOM XapaKTepU3yeTcs CHUMIITOMaMu «OapabaHHBIX
nanouex» (57,1%), taxunuod (100%), cHWKEeHHEM caTypalMid MO JaHHBIM
nysbcokcumeTpud (85,7%).

5. Tloka3aHo, YTO MAIMEHTHl C FOBEHWJIHHBIM apPTPUTOM C CHUCTEMHBIM
HAaYyaJoM, HUMEIOIIME TMOPAKEHHUE JbIXaTeIbHOM CHCTEMbl W PECIHPATOPHBIE

CHUMIITOMBI B I[C6IOTC 3a6OJI€BaHI/I}I, IMOABCPIKCHBI Oounee BBICOKOMY PHCKY
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pa3BuTHs (PUOPO3UPYIOIIETO MHTEPCTUIIMATIBLHOTO MOpakeHus Jerkux. Hanboee
Tsokenble  ¢GopMmbel  puOposupyromero  ¢gpeHoTuna  JIErOYHOTO  MOPaKEHHUS
HAOJIOAIOTCS Y MAlMEHTOB MYKCKOTO T0J1a, a TAKXKE y MallMeHTOB C TSKEJbIM
TeueHueM B JeOroTe 3a0ojieBaHUs, C AaTUIUYHON CBHIIBI0O HA BBEICHHE
OMOJIOTUYECKOTO 00J1e3Hb-MOIU(DULIUPYIOIIETO MPOTUBOPEBMATUYECKOTO
npenapara, MHQY3UOHHAsT peakllds Ha BBEJICHUE MHTUOMTOpa MHTEpJCHKUHA 6 -
Torm3ymMaba, ¢ abcomoTHor (> 120 kiIeTOk/MKII) U OoTHOCHTENbHOU (> 10%)
’03MHO(UINEH, M CUHAPOMOM aKTHUBAlMM MakKpo(aroB COIJACHO KPHUTEPUSIM
EULAR/ACR/PRINTO 2016 roxa.

6. IlameHThl C [OBEHWIBHBIM apTPUTOM C CHCTEMHBIM HAYaliOM C
¢ubpo3upyromuM (GEHOTUIIOM UHTEPCTUIIMAIBHOTO JIEFOYHOTO MOPAKEHUS UMEIOT
HEONAronpusITHbIA OTHAJNEHHBIM MPOTHO3. YCTAHOBJIEHO, YTO K MOMEHTY
MOCJIeIHET0  HAOMIOJIeHHWs  MalueHThl ¢ Quopo3upyrommM  (PeHOTUIIoM
3HAUUTEIBHO pexe JocTuratot pemuccuu (28,6% mpotus 81,3%, p=0,015), umeror
MEHbIIIE IIIAHCOB Ha MOJHYI0 OTMEHY IITIIOKOKOPTUKOCTepouaHON Tepanuu (42,9%
npotuB  86,7%, p=0,032) © mOpaKTUYECKH BCE€ HYXAAOTCI B CMEHE
OHOJIOTUYECKOTO 00J1€3Hb-MOU(ULIUPYIOIIETO  MPOTUBOPEBMATUYECKOTO
npenapara (85,7% mpotus 16,7%, p=0,003) mo cpaBHEHUIO C TMalMEHTAMU C
HeduOpozupyromum GeHorunoM. YactoTa JieTaabHOTO ucxoja coctasisier 14,3%.

7. Pa3paboTaH NepcoHATU3UPOBAHHBIN MOAXOJ K BEICHUIO MAIMEHTOB C
IOBEHWJIbHBIM apTPUTOM C CHCTEMHBIM HauyajoOM U MOpPaXEHUEM JbIXaTeIbHON
CHCTEMBI, OCHOBAHHBII Ha OIICHKE (PAaKTOPOB pHCKa B AcOr0Te 3a00JieBaHUS U B
IBOJIIOLINY, BKIIIOYAIOUINI OILIEHKY PECIHMPATOPHBIX Xalo0 (OIbIIMIKa, TUCITHOD,
HAJIMYMsI CUMNTOMa «0apaOaHHBIX TaNIOYEK», AYCKYJIbTATUBHBIX W3MEHEHUW B
JETKUX), U3MEHEHUU TMpPU KOMIBIOTEPHOM TOMOrpaduu BBICOKOTO pa3pelieHus
(«maTOBBIE CTEKIIAY, PETUKYIISIPHBIE U3MCHEHMUS, BHYTPUTPYIHAS
auMmdaneHonaTus, IUIEBPUT), JaOOpPaTOPHBIX TECTOB (OTHOCUTEIbHAs U
abcomoTHas »03uHO(GIIISL, TpomOouuTonenus < 211,0x10°/m); uHbYy3HOHHAs

peaxius Ha BBEICHHE HHTHOMTOpA MHTEPJICUKIHA 6 - TOIHIN3YMao.
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INPAKTUYECKHUE PEKOMEHJIALIUN

Bcem mnanueHTaM € IOHOLIECKMM apTPUTOM C CUCTEMHBIM HadajoM
MOKA3aHO MPOBEACHUE KOMIBIOTEPHONH TOMOTrpauu BBHICOKOTO pa3pelieHHs B
MOMEHT YCTAHOBJICHUS JUArHo3a 3a00JeBaHUs.

[TaiuentaMm B [1e0I0TE€ OHOIIECKOIO apTPUTa C CHCTEMHBIM HayajioM,
UMEIOIIUM KJIMHUYECKUE W/WIUM WHCTPYMEHTAJbHbIE NPU3HAKH TMOPAKEHUS
JIBIXaTEIbHOW CUCTEMBI U UMEIOIMMHU Takue (aKkToOpbl pUcKa, Kak MOTPEOHOCTh
B Tepanuu B ycnoBusix OPUT B nebGiore 3aboseBaHus, reMopparudyecKuit
CUHApPOM,  MOpaXeHus  cepiaua,  rumnoadsoymuHemuss  <26,0  r/m;,
TpomGoumTonenns <211,0 x 10°/n, runeprpuriuiepuaemus > 2,0 MMOIb/I,
YUCJIO CHUCTEeMHBIX TposiBaeHuin > 3,0, yBemuuenne ACT >90,0 En/n
OCYILLECTBJISITh TUIATEIbHBIA KOHTPOJb MOPAXEHUs JIETOYHOW TKaHW IIpH
MOCJIEYIOIIEM HAOMIOACHUH, C TIOJHON KIMHUKO-UHCTPYMEHTAJIBHON OIIEHKON
JbIXAaTEIbHOW CUCTEMBI.

[TaimeHnTaM ¢ QakTopamMu pHUCKAa WM HMEIOMIMMH KIMHUYECKUE W/WIN
WHCTPYMEHTAJIbHbIE TPU3HAKU TMOPAXKEHUS JbIXATEIIBHOM CHUCTEMBbI TOKa3aH
pEeryJISIpHBIA KOHTPOJIb AKTUBHOCTH IOBEHUJIBHOIO apTpUTa C CHUCTEMHBIM
HAYaJIoOM MW TMapaMeTpoB CHUHApPOMA aKTHUBAIlMM MakpodaroB, TakKUX Kak:
[UTOTICHUS, JINXOPAJKa, U3MEHEHHUS TIPU KOMITbIOTEPHOU ToMorpaduu OpraHoB
rpyanoi knetku, runeppepmentemun (AJIT, ACT, menouynas ¢ocdarasa,
raMma-riayTaMIITpaHCIIeNTHIa3a), runepdeppuTHHEMUH,
TUNEPTPUTINLIEPUIEMUH, TOBBIIMIEHUSI YPOBHS JIaKTaTAErMAporeHassl u D-
auMepa, TUNo(GUOPUHOTEHEMHH, IYJIbC-OKCUMETPUH U PELUAMBUPYIOIIEH
JUXOPAJIKH.

[Tanmentam ¢ (akTopaMud pHUCKAa WM HMMEIOIMMHU MPEANIECTBYIOIINE
KJIIMHAYECKUE /WM MHCTPYMEHTAJbHbIE MPHU3HAKH MOPAXKEHUS JbIXaTeIbHON
CUCTEMBl IIOKa3aH PETYISPHbII MOHUTOPUHI COCTOSIHUS JIETOYHOM TKaHMU:
JTUHAMUYECKOE  MPOBEICHHE  KOMIBIOTEPHOM  ToMorpaduu  BBICOKOTO
paspenieHus TPYAHOW KIETKH, MyJIbC-OKCUMETPUHU, CHUPOMETpUH, Ooau-

ietusmorpadus ¢ onenkor DLCO (muddyznoii cocoonocTu nérkux no CO).
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[Tarimentam ¢ ¢dakTopaMu pPUCKA WIM HMEIONIUMHU KIMHUYECKHUE W/WIH
WHCTPYMEHTAJIbHBIE TPU3HAKU TOPAKEHUS MBIXaTeIbHONW CHCTEMBI IOKa3aHO
paHHee Ha3HAauYEHUE OMOJIOTUYECKUX 00J1e3Hb-MOANUPUIIUPYIOIITHX
MIPOTUBOPEBMATHYCCKUX TMpErnapaToB ¢ YYETOM AaKTUBHOCTH CHHIpPOMA
aKTUBAIIUU Makpodaros

[Ipu nmepcucTUpPOBAHUU KIMHUYECKUX W/WIM JTAOOPATOPHBIX MPOSIBICHUM,
CBUJETEIBCTBYIOIIMX O HENOJHOM KOHTPOJE IOBEHWJIBHOIO apTpuUra C
CUCTEMHBIM HAYyaJIOM W/WJIM CUHJIPOMOM aKTHUBALIUU Makpodaros, HE3aBUCUMO
OT HaJMYHsI WM OTCYTCTBHS JISTOYHOTO MOPAKEHHUS, a TAKXKE Y KOTO OTMEUEHA
aTUNU4Has  Cchilb Ha  (oOHE  Tepanmuu  OHOJOTMYECKUM  OOJIEe3Hb-
MOJIUQPUITUPYIOIIUM TPOTUBOPEBMATUUECKHUM TpernapaTom, adcostotHas (> 120
KJIETOK/MKJ) WM oTHOcUTeNbHas (= 10%) runepr03uHOPuiIns, JEUKOIUTO3 >
43 x 10°/1, undy3HOHHAs peakuus HA BBEACHHE TOLMIN3yMada, IOKA3aHa
MOJIU(UKALUS TPOBOJUMOMN Tepanuu C TEPEKIIOYECHUEM Ha OHOJIOTHYECKUIN
00J1€3Hb-MOAUUIUPYIONINIT Mpenapar ¢ JAPYrdM MEXaHU3MOM JAEMCTBHI,
N00aBJICHUEM  CHUHTETHYECKUX  OOJIE3Hb-MOIUMDUIIMPYIONTUX  MPEnapaToB
(MHTUOUTOPHI SIHYC-KMHA3) UM IPUMEHEHHUE 0JI0KaTOpOoB UHTEphEepOoHa-y.

Y nanueHToB C IOHOIIECKUM apTPUTOM C CHUCTEMHBIM HA4alioM C
GbuOpPO3UPYIONUM  BapHUAHTOM HHTEPCTUIIUAIBLHOTO JIETOYHOTO TMOPAKECHHUS
MIPOU3BOANTE TIIATCIBLHBI MOHHTOPHUHT W TMPOPUIAKTUKY WH(PEKITMOHHBIX

3200JIEBaHUN.
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CIIMCOK COKPAIIEHUI
ABTII — aGaranent
AHA — aHTUHYKJICapHBIE aHTUTENA
O6BMIIII - 6uonornyeckue 60JIe3HL MOIUPHUITUPYIONTHE TPOTUBOPEBMATHYECKHE
penapaTsl
BCB - 601e3np CTHiia B3pOCIbIX
BBUI" — BHYTpHUBEHHBII HMMYHOTJIO0YITUH
BT JIY- BHyTpurpyaabie 1uMpaTuuecKue y3Ibl
['KC - rmroKOKOPTHKOCTEPOUIBI
['CIIM — renarocmiieHOMEranus
['®C - remarodaronuTapHbiii CHHIPOM
N3JI - uaTepcTuimaibHoe 3a00aeBaHue JETKUX
NJI - uTEpNEnKUH
nHI ' KC — uHransuuoHHbIe TIIFOKOKOPTUKOCTEPOUIBI
N®H - unrepdepon
KHMBb — kanakuaymad
KTBP - komnbrotepHas Tomorpadus BbICOKOTO pa3perieHus
JIAT - nérounas apTepuanbHasi TUIIEPTEH3US
JIAII - numdpaneHonaTus.
JIII-CIOHA - néroynoe nopaxeHue, aCCOLMUPOBAHHOE C FOBEHUJIbHBIM apTPUTOM
C CUCTEMHBIM Ha4yajioM
MK/l — muokapaut
MM®O® - mukodenonara MoheTusn
MPT — marHuTHO-pE30HAHCHAS TOMOTpadus
MPT-YBDS - marHuTHO-pe30HaHCHOU TOoMorpaduu ¢ yIbTPaKOPOTKUM BpEMEHEM
7xa
HOBMIIII - Hebnomornueckue 601e3Hb MOAUDUITAPYIOIIIHE
MIPOTUBOPEBMATUYECKHNE MPENAPATHI
HIIBII - HecTeponaHbpie TPOTUBOBOCIIATIUTENBHBIE IPENAPATHI

HQJITI-CIOUA - nedubposzupyromuii penorun JIII-CIOUA
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[IK/1 — nepukapaut
[1JI- nmneBput
PB - pecriupaTropHOoe BOBIICUEHHE
CAM - cuHIpOM aKTUBAIMU Makpodaros
CAD — cunaenadun
CH — cepnieunast HEZIOCTaTOYHOCTD
CIOUA - roBeHWIbHBIN apTPUT C CUCTEMHBIM HAYaJIOM
T21 - Tpucomus no 21 mape xpoMocome
TL3 - Tounnuzymad
T3 — Tounnuzymad
GJII-CIOUA - pubposupyromuit henotun JITI-CHOMA
LIcA - muknocnopun A
FOUA - 10BE€eHUIIbHBIN UINONATUYECKUN apTPUT
ALAT - Latin American Thoracic Association
ATS - American Thoracic Society
BMPR2 - bone morphogenic protein receptor type Il, penenrop tuna II koctHOTO
MOp(OreHHOro Oenka
ERS - European Thoracic Society
HLA - human leukocyte antigens, yenoBeueckuii IEHKOIUTAPHBIN aHTUTEH
HLH - haemophagocytic lymphohystiocytosis
ILAR - wMexnayHapoaHass JMra peBMaTOJIOTMYECKHX accolManuid  (aHrlL.
International League of Associations for Rheumatology)
JRS - Japanese Respiratory Society

MAS - macrophage activation syndrome
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