0630p nuTepartypbl

https://doi.org/10.15690/vsp.v20i1.2234

M.WU. Kanepa?, U.MN. Huknwuual, C.P. PoanoHoBcKan?, E.B. Hukonaesal

1 Hay4yHo-uccnenoBaTeNbCKUit MHCTUTYT peBmaTtosnornn uM. B.A. HacoHoBoi, MocKBa, Poccuitckas deaepauma
2 depiepasbHblii HAYYHO-KIMHUYECKUIA LIEHTP AeTei u noapoctkoB PMBA Poccun, Mocksa, Poceuitickas deaepaLims

NMopaXeHue Nerkux npyv IvBeHUJI1bHOM
apTpuTe ¢ CUCTEMHbIM HavyaJioM:
COBpeMeHHOe COCTOSiIHUe NpoossiemMbl

KoHTaKTHas nHdopmauums:

Kanega Mapus MropesHa, KaHanaaT MEAULIMHCKMX HayK, CTapLUMiA Hay4YHbIM COTPYAHWK NabopaTopuun peBMaThieckux 3aboneBaHuii 4eTCKoro Bo3pacta
¢ peabunutaumnonHoi rpynnoi ®reHY HUMP um. B.A. HacoHoBoi

Appec: 115522, MockBa, Kalwupckoe w., a. 34a, Ten.: +7 (495) 109-29-10, e-mail: kaleda-mi@yandex.ru

Cratbs noctynuna: 09.11.2020, npuHsaTa K nevyatu: 24.02.2021

tOBEHUBHBIN apTPUT C CUCTEMHbBIM Ha4yasioM SB/ISETCS C/0XKHbIM ayTOBOCMa/IMTE/IbHbIM 3a60/1€eBaHMeM C MOJUI€HHbIM
TUMOM Hac/ie[0BaHUS, XapaKTepu3yLUMCs SPKUMU CUCTEMHBIMM MPOSIBAEHNUAMMU U MPOrHOCTUYECKU HEBIaronpUsaTHbIMA
OC/IOKHEHUAMM, B PSAY KOTOPbIX 0C060€ MECTO 3aHMMAalOT CUHAPOM aKTUBaL MK MaKpogaroB v nopaxeHue nerkux. B ctatbe
npejcTaBieHbl JaHHbIe 0 YacTOTe M OCOBEHHOCTSIX TeYeHUs 3a60/1eBaHMsl, BO3MOXKHbIX MPEAMKTOpaXx Pa3BUTUS U KIIMHUKO-
PEHTIEHO/I0MMYECKON KapTUHE IEFOYHOIO MOPaXKeHUS Mpu IBEHUIbHOM apTpuUTe C CUCTEMHBLIM HavyaioM. PaccmatpuBaloTcs
BO3MOKHble paKTopbl, B T.Y. HACIEACTBEHHbIN, BANSAOLME Ha npoLecc GopMUPOBaHUS MOPAXKEHUS IEMKMX, U POJIb FTEHHO-
WUHXXEHEePHOoM 6M1OJIOrMYECKOM Teparmu.

KntoyeBble cnoBa: 10BEHUIbHbIA apTPUT C CUCTEMHBIM Ha4yasioM, CUHAPOM aKTMBaLMU MaKpodaroB, nopaxeHue nerkux
y AeTel, MHTepCTMLUMaibHoe 3a60aeBaHne IErKuX, 1eroYHbIN aabBeOSIPHbIN MPOTENHO3, 1I€r0YHas rMNepTeH3uUs
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BBE[EHUE

HOBEHUBbHBIM APTPUT C CUCTEMHbLIM Hayanom (ctOA)
ABNAETCH C/IOXHbIM 3ab60/ieBaHNeM HEeYTOYHEHHOW 3Tu-
O/10TMK C MOJIMFEHHBLIM TUMOM HacnefoBaHMA M ayTOBOC-
nanuTeNbHbIM MexaHn3mMom pasButua [1, 2]. B cootBeT-
CTBUM C aewcTBylolen knaccuduraumen ILAR (International
League of Associations for Rheumatology) clOA sBns-
eTCq NOATMIMNOM OBEHWUIBHOIO MAMONATUYECKOro apTpuTa
(FOMA) n coctaBnsieT okono 10-20% Bcex cny4aeB 3ToM
60one3Hu [1]. Ony6nmkoBaHHble B 2019 r. HOBble NpeasoxKe-

HUA No Knaccudukaumm KOMA no-npexHemy BratoyaoT ctOA
B rpynny KOUA. BmecTe ¢ TeM, COrMacHO HOBbIM KPUTEPUSAM,
apTPUT He cYUTaloT 06sA3aTeNbHbIM YCI0BMEM [ONS BEpU-
duKaummn gruarHoza clOA [3]. [TOMMMO FIPKO BblparKEHHbIX
CUCTEMHbIX MPOSIBNEHUN U Bonee Taxenon byHKUuMoHasb-
HOW HEAOCTATOYHOCTM MO CPABHEHMIO C APYrMMM CyGTUNaMu
HOWA [1], ana naumeHToB ¢ clOA xapaKkTepeH BaBoe 6onee
BbICOKMI PUCK NleTaNbHOro wmcxona, rnaBHbIM 06pa3om
M3-3a TaKMX OCMIOXKHEHUI, KaK CUHAPOM aKTUBaLIMK MaKpo-
daroB (CAM) 1 nudexkumn [1, 4, B].
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Ycnexu B noHMMaHun natoreHesa clOA, OTKpbITUE KO-
4eBOW ponu nHTepnenknHos (IL) 1 n 6 [2] n noaTBEpPKAEHUE
3G PEKTUBHOCTH NpenapaToB, GIOKMUPYIOLLMX 3TN LIMTOKMHBI,
npUBENN K YNyyleHWIo NPorHosa AfI1 MHOTMMX MnalMeHTOoB
C JaHHbIM 3aboneBaHuem [6-8]. OgHaKO MO-NpexHemy
TPyAHOW 3afjavyen ocTaetcs fieyeHue nauneHTos ¢ CAM, B T. 4.
nosy4YatoumMx reHHO-UHKXEHEPHbIN BUOOrMYECKUI NpenapaT
(rMbM) [9]. B nocnegHee Bpemsi 6OMbLUYIO aKTyaSlbHOCTb
npuobpeTaeT npobsiema MopaxKeHUs Nerkux y naumeHToB
¢ clOA, 4yTo, NO HaleMy MHEHWI0, MOXEeT OblTb CBA3aHO
KaK C BbIXMBAEMOCTbIO 3TUX GONbHbIX, BO3MOXHO, paHee
He JOXXMBABLUMX 40 KIMHUYECKU 3HA4YMMOro NoparKeHus ner-
KWX, TaK U C BO3HUKaloLWNM Ha doHe 6noKaabl IL 1/IL 6 auc-
6anaHCoOM B CETU LIUTOKMHOB, KOTOPbIK MOMET NMPUBOAUTb
K HeoObl4HbIM MpPoABAEHUAM/OcnoXKHeHnaM clOA. N ecau
Takne nposieneHns ctOA, Kak Cepo3uTbl, B T.4. MNEBPUT,
XOpOLWO M3BECTHbI AETCKMM peBMaTtosioramM, T0 MHTEPCTULM-
anbHble 3ab6oneBaHus nerkux (U3J1), neroyHas runepTeH3ns
(1IN [10, 11], neroyHbIM anbBeONsAPHbIM NpoTenHO3 (JTAI)
WX NUNouaHas MHEBMOHUSA OMWUCaHbl JIMWb Ha NpuMepe
€ANHUYHBIX KITMHMYECKMX HabnoaeHun [12, 13].

ONMPEAENIEHUE U KIACCUDUKALIUA

M3JT (cuH.: audody3Hble 3aboneBaHns nerkux, audoys-
Hble NapeHXMMaTo3Hble GO0NEe3HM NEerknx) — 3T0 reTepo-
reHHas rpynna 3aboneBaHui, XxapaKkTepuaylouascs Bose-
YyeHWMem B NaTONOrMYECKMM MNpouecc B MNeEpPBYD o4vepeab
anbBeON W MepuanbBeEONIAPHOIO WMHTEPCTULMSA, YTO MNpuU-
BOAMT K HapylleHWo ra3006MeHa, PECTPUKTUBHbLIM Hapy-
WWEeHNAM BEHTUNISLMOHHON DYHKUMU NErknx U andeysHbiM
MHTEPCTULMANbHBIM U3MEHEHUSM, BbISIBASEMbIM NPU PEHT-
reHoNorM4eckomMm uccnegoBaHum [14]. lNMopaxeHns nerkux
npu clOA, cornacHo nocnegHen Knaccudukaumn WU3J,
npeasoXeHHon AMEepUKaHCKMM TopaKalbHbiM 06LLECTBOM
(American Thoracic Society) B 2013 r., oTHOCATCS K rpyn-
ne Il (3aboneBaHus, HecneuMduUyHble N9 MNageHLUEB), pas-
nen B — paccTtponctBa, accouMnMpoBaHHbIE C CUCTEMHbIMU
3aboneBaHuamu [14].

PACNPOCTPAHEHHOCTb

BonblmrHeTBO NaumneHToB ¢ ctOA 1 noparKeHNeM Nerkmx
6binn onucaHbl nocne 2000 r. [15]. B nocneaHee aecatune-
TMEe NOAOGHbIX HaGMOAEHMM CTano CylWwecTBEHHO 6osblie.
CornacHo JaHHbIM wuccnegoBaHusa G.S. Schulert n coaBT.,
npoBeAeHHOro Ha 6a3e O0AHOro MeAMLMHCKOro LeHTpa
(UnHumHHaTh, CLUA), gons Takux nauueHTOB Cpeau Beex
60nbHbIX ¢ cHOA 3a nepuoa ¢ 2010 no 2018 r. coctaBuna
6,8% [15]. AHanornyHble pesynbraTbl NOJyYeHbl MO AaH-
HbiM perucTtpa Pharmachild, ony6nanMkoBaHHbiM B 2018 .,
rae 4actoTa nopakeHuin nerkux npu clOA coctaBuna 7%
(65 13 914 naumeHToB) [16]. OgHaKo, Ha Haw B3NN, rmno-
Te3a 06 yBeNn4eHun B nocnegHee BpeMs 4ymcia naumeHToB
C nopaxkeHnem nerkumx npu ctOA npeacrtaBnseTcs HEOAHO-
3Ha4yHOW. MOXKHO cOrnacuTbCs C TOYKOW 3PEHUS MybMOHO-
/IOroB, COrNacHO KOTOPOW HaKOMIEHME ClyYaeB MopaxeHus
nerkux cpean 60sbHbIX ¢ CHOA 06yCnoBEHO NyYllen cucTe-
MaTnsaunen 60ne3Hn Npu BeeHUU PEerncTpoB y4acTHUMKOB
MHOTFOLEHTPOBLIX HaLMOHaNbHbIX U MEXAYHAPOAHbIX UCCe-
foBaHui [14].

®AKTOPbI PUCKA

M3BecTHO, 4To M3J1 pa3BuBatoTcs y AeTen B Nto60M BO3-
pacte, HO He MeHee MOMI0BUHbI Cclly4aeB 60Ne3HU B LLIENIOM
NPUXOAUTCS Ha NepBbIE roAbl Xn3Hu [14], 4To npocnexusa-
eTcs 1 Ha naumneHTax ¢ ctOA [15, 17, 18]. CornacHO AaHHbIM

J. De Groot 1 coaBT., 4N NauMeHToB C NOPaXKEHUEM JIEMKUX
npu clOA (n = 65) meanaHa Bo3pacTa aebtota clOA cocTaBu-
na 3,7 roga no cpaBHeHUto ¢ 5,3 roga B rpynne naunMeHToB
¢ clOA 6e3 nopaxkeHus nerkux (n = 849) [16]. B uccnepgo-
BaHuK V.E. Saper n coaBT. MeanaHa Bo3pacTa aebtota clOA
y NauMeHTOB C MopaXeHWem JNierkux coctaBuna 2,8 roga
(1,2; 6,4) [18]. Hanuune paHHero pebiTa YyKasbiBaeT
Ha ponb GaKToOpoB HaCNeACTBEHHOIO XxapaKTepa, KOCBEHHO
noaTBEPX/AAEMYIO BbISIBlEHUEM MYyTaLMWA Yy GOMbLIOrO YMUC-
Na 60/bHbIX [16-18]. B nccneposaHuu V.E. Saper n coasr.
Tpucomus no xpomocome 21 (cuHapom [ayHa) o6HapyeHa
y 9,8% neten B Koropte 60/bHbIX ¢ CHOA B cpaBHeHun ¢ 0,2%
B pernctpe 60nbHbIX ¢ cOA CARRA (Childhood Arthritis and
Rheumatology Research Alliance) [18]. OTHOCUTENbHO BbICO-
Kag 4Yactota passutusa JIAIN 3aduKcmpoBaHa U Mpu remo-
6nactose y feten ¢ cuHapomom [ayHa [19]. 3pecb Ba)KHO
OTMETUTb, Y4TO A4N19 cMHAPOMa [ayHa xapaKTepHbl HapylweHus
CO3peBaHusa Nerkoro U aHomannn GopmMMpoBaHUa anbBe-
on [14], NoaToMy HeNb3a UCKIYUTb, YTO B MOAOOGHbLIX CAy-
Yyasax MMeeTca MCXOLHO npeapacrnonaratowmm npemopoui-
HbIY GOH ANs pPasBUTUSA MOparKeHus nerkux. Mpu cuHagpome
[ayHa 3a cyeT aucperynsaumMm UMMYHHOM CUMCTEMbI, CBSi3aH-
HOM B T.4. C HapyweHWeM pa3BUTUSA NEro4yHon TKaHu [19],
BbISIBNAOTCA 60/1ee BbICOKME KOHLUEHTPaLuun MHOMMX Mpo-
BOCMaUTENbHbIX LUMTOKMHOB W BblpaXkeHHoe notpebrneHue
KOMMJIEMEHTA, YTO HarNnoMUHaeT U3MeHeHUs, Habnogaemble
npu nHTepdepoHonaTtnax | Tmna m apyrux aytoBocnanuTenb-
HbIX cOCTOSIHUAX [20]. B CBA3M C 3TUM MOXKHO NPEANONOKUTb
6onee Tsenoe tevyeHme ClOA y 60/bHbIX C FTEHETUYECKMMMU
nedeKtaMu U BK/IIOYEHME MEXaHU3MOB MOPaXKeHUs ner-
KUX NpW WHTepdepoHonaTusax, Hanpumep npu CUHLPOME
SAVI (STING-associated vasculopathy with onset in infancy).
Mpn NONHO3K30OMHOM CeKBeHUpoBaHuu y 12 u3 61 nauu-
eHTa BO BCex cflydasx Obiin 0o6HapyXKeHbl Mpeanoso-
YWUTENIbHO KIMHWYECKM 3Ha4vMMble MyTauuu B reHax LYST
(n = 6), STXBP2 (n = 2), UNC13D (n = 2), NLRC4 (n = 2)
B reTepo3uroTHOM COCTOSIHUM, YHacneloBaHHble OT poauTe-
nen [18]. B cepun KIMHUYECKUX HabBMOAEHUI POCCUMCKMUX
naumeHToB ¢ cOA 1 noparkeHueM Nerkux, onyeIMKoBaHHOM
M.M. KOCTMKOM U1 COaBT., TaKXe yCTaHOB/IEHa MyTaLMs reHa
UNC13D y nauMeHTKM ¢ paHHMM [OebioToM, peunaMBamu
CAM v aHadunaKTU4eCKon peakunen Ha Toumnnsymao [21].
lMopa)KeHne nerknx y 3Ton MNauMEHTKM AMarHOCTMPOBAHO
yepes 3,5 roga o1 ge6tota ctOA ¢ passutnem JIAI 1 cHUKe-
H1eM anddY3MOHHOM CNOCOBHOCTU Nerkux ao 31%.

Cpean 60MbHbIX C MOPaXKEHMEM NIEFKUX B UCCIeAOBaHUK
Y. Kimura u coaBT., ony6iMkoBaHHOM B 2013 . M1 OCHOBaH-
HOM Ha conocTaBiNeHUU aemMorpaduUyeckunx, KIMHUYECKUX
M nabopaTopHbIX MoKasaTtenen 3TOW rpynnbl NaLUMeHTOB
(n = 25) n KoropTbl 601bHbIX ¢ COA (n = 389), chopmMmpoBaH-
Hov no aaHHbIM pernctpa CARRA, 6b110 60/blIe NaLUeHTOB
eHcKoro nona [17]. B aHannaupyemon V.E. Saper u coaBr.
KOoropTe npu NopakeHuu Nerkux Takxe npeobnagany nauu-
€HTbI XXeHCKOoro nona (66%) [18].

Y. Kimura v coaBT. 06HapyKnan 60/blUYI0 YacTOTy CUCTEM-
HbIX MPOsIBNEHWI 6onesHu B rpynne naumeHtos ¢ clOA npwu
nopaxkeHuum nerkux [17], 4TO NOATBEPXKAEHO B paboTax
J. De Groot u coasT. [16], G.S. Schulert n coasT. [15].
CornacHo wuccnepgoBaHuio Y. Kimura v coaBT., yKka3aHue
Ha anu3og CAM B npownom umenn 80% nauneHTos, y 60%
CAM npucyTcTBOBas Ha MOMEHT BepUdUKaL MM NOparKeHUs
nerkux [17]. Mo paHHbIM J. De Groot u coaBT., ¥ 60/bHbIX
C neroyHow natonoruen cnydam CAM peructpupoBanu npak-
TMYECKM B 2 pa3a Yalle, YeM y OCTaNbHbIX NauneHToB ¢ ctOA
(20,0 n 11,5%) [16]. B aHann3npyemon V.E. Saper n coaBT.



KoropTte y 29% nauyueHtoB clOA gebiotuposan ¢ CAM, y 35%
oTMeYanucb NOBTOPHbIE ann3oabl CAM [18].

Mpu HanuM4ymMmM NEero4Hom NaTofiorMK Yaie PerncTpupo-
Ba/M HeGnaronpusTHole peakuuMn Ha npumeHeHue MBI
Nno cpaBHEHMIO C ocTaNbHbIMK cnydasmu ctOA: B uccneagoBa-
HuKn J. De Groot 1 coaBT. Ha TounnMaymad — B 9,2 n 2,7%
clyyaeB; Ha puTyKcumad — B 12,3 1 1,2% [16].

CPOKU PA3BUTUSA MOPAXEHUSA JIETKUX

[aHHble 0 cpoKax GOPMMPOBAHMS MOPAMKEHUS NErKUX
npu clOA npoTuBOpeYMBLI. TaK, ANUTENbHOCTb 3a60/1EBaHUS
B uccnegosaHuu J. De Groot 1 coaBT. y nauMeHTOB C Noparke-
HUEM NEerkux no cpaBHEHMUIO ¢ rpynnomn nauneHTtos ¢ ctOA 6e3
TakoBoro 6bina 6onblie (MeanaHa coctaBuna 7,6 nNpoTvB
5,1 ropa) [16]. OgHako B uccnegoBaHuu Y. Kimura 1 coaBT.
cpeaHss npoaomkuTenbHocTb clOA Ha MOMEHT BbISIB/IEHUS
NoparKeHus nerkmx 6bina MeHblle — 50,6 Mec Npu MUHU-
ManbHOW npoaomkuTenbHoctn 8 mec [17]. MeanaHa npo-
fomkutenbHoctM cOA Ha MOMEHT BbISIBEHUS MaToNornu
Nerkux, no gaHHoiM V.E. Saper n coaBrT., coctaBuna 1,6 roga
(0,8; 3,3) [18].

OCOBEHHOCTH K/IMHUYECKOMW KAPTHUHbI

U PE3YJIBTATOB JIABOPATOPHOIO

OBCJ/IEQOBAHUA

B cTpyKType nopaeHuw nerkux, no gaHHbiM Y. Kimura
W COoaBT., npeobnaganu cnydaun JII (64%), pexe AuarHo-
ctupoBanu N3J (28%) n NAMN (20%); y 6 nauneHToB 6b110
YyCTaHOB/IEHO COYeTaHHOe nopaeHune nerkux [17]. U3 ku-
HUYECKMX MPOSIBNEHUN Y 64% OTMeYeHa OfbllKa, U3 HUX
y 72% — oppllKa npu duanmyeckon Harpyske, y 44% —
Kawenb. ABTOPbI NPEeAnoiOXUIN, HTO MOParKEHUE NErkux
pa3BuBaeTCA KaK ocnoxHeHue clOA, cBfi3aHHOE C HEKOH-
TPOSIMPYEMOM a@KTUBHOCTbIO CUCTEMHOIO npouecca W/wmnu
C Aaucperynsumen LMTOKMHOBOW CUCTEMbI, O0BYC/IOBIEHHOM
npuemom MBI [17].

Y 60onblWKHCTBaA NauMeHToB B aHanuanpyemon V.E. Saper
M coaBT. KoropTe [18], Kak n B mccnenoBaHuun Y. Kimura
M coaBT. [17], Ha MOMEHT BepUdUKaL MM NOParKEHUA NIETKUX
anobbl CO CTOPOHbI PECnMPaToOpPHOro TpaKTa OTCYTCTBO-
Bann b0 Obln BblparKeHbl HE3Ha4YMTENbHO (43% nmenu
Kawenb, 38% — ofAbllKY). BMmecTe ¢ TemM rMnoKcus 3aduKcu-
poBaHa y 43%, a npusHaku JII' (Ha OCHOBaHWK 3XOKapAno-
rpammbl 1/vmnu Katetepusauum cepaua) — y 30%. TonbKo
7% NauMeHTOB UMENN XapaKTePHYIO KapTUHY NaespanbHOro
Bbinota. Y 34% oTmMeyanucb runepemMunsi, oTe4HOCTb AMC-
TanbHbIX GanaHr nanbLUeB KUCTEN U B pajge cny4aeB — CTom,
y 61% — “3MeHeHus nanbleB no Tuny «bapabaHHbIX Nano-
YeK» U U3MEHEeHWe HOITEBbIX MIacTUH MO TUMY «4acOBbIX
CTeKoN». 34eCb BaXHO OTMETUTb, YTO M3MEHEHUSA NO TUMy
«GapabaHHbIX NanovyeKk» ABAAIOTCA KNaCCUYECKUM MpuU3Ha-
KOM noagHen ctagun WU3JT [14]. ApyruMn HETUMUYHBLIMU
KJIMHWYECKMMWU MPU3HaKaMKn nopaxeHus nerkmux npu ctOA
OblN CcTOMKasa 3yasdwasa coinb (y 56%) u 60/b B KMBOTE
(y 16%). Y 27% nauneHToB 3aperMcTpmMpoBaHo pacluMpeHune
nero4yHon aptepuu. lNpu aHanuse KIMHUYECKOW KapTUHBbI
3a6oneBaHns y 18 nauMeHToB C NopaxKeHUeM Nerkux npu
clOA, onncaHHbix G.S. Schulert u coaBT., TonbKo 33% umenu
HapylleHWe AbIXxaHUa U XPOHUYECKUI Kallenb Npy HopMalb-
HOM YPOBHE caTypauuu, U3 HUX y 22% COXpaHsInCb CUCTEM-
Hble nposiBneHus ctOA B BUAE 3N1M3040B JIMXOPaLKK U CbiMNu,
y 78% Habnojanu U3MeHeHns ancTanbHbIX OTAEN0B KUCTEN
n/vnn cton [15], aHanornyHole OnucaHHbIM Bbiwe [18].
Bcero y ABOMX NaLMeHTOB UMENOCb yKa3aHue Ha nepeHe-
CEHHYO MHEBMOHMIO.

Mpn aHanu3e nabopaTopHblx nokaszaTenew V.E. Saper
W COaBT. YCTAHOBJ/IEHO, YTO CpefHss KOHLUeHTpauusa dep-
pUTUHA 3a roa A0 BbISBNEHUS MOpPaXeHUs Nerkux 6bina
conoctaBMMa C TaKoBOW y nauueHToB ¢ clOA B peructpe
CARRA, ogHaKO BHYTpM rpynnbl 3Ha4YeHWs nokasaTtens cra-
TUCTUMYECKM 3HaYUMO Bbipocnau [18]. [Apyron WHTEpecHowm
HaxoA4Kon 6blfna 3HauyuTenbHaa naumdoneHns (abconoTHoe
yucno numoountoB < 60% OT HUMKHEN rpaHuLbl BO3pacT-
HOW HOpMbI), He accouunpoBaHHas ¢ CAM, o6GHapyXKeHHas
y 42% nauuneHToB B vHTepBane oT 1 fo 6 mec f0 o6Hapy-
eHusa neroyHon natonormun. Y 37% nNauMeHTOB MMenacb
CTOMKasa 303MHOGUNMA B MHTEpBane oT 6 4o 1 mec, npea-
LecTBOBaBLUAs BbIBNEHWUIO MOPaXKeHUs nerkux. Mo mHe-
HWIO aBTOPOB MCCNefoBaHUs, OOHapPy)KEHHOE MOBbIWeEHWE
cofepxaHusa depputuHa M AMMbONeHns A0 AWArHOCTUKM
NopaXKeHns IerkMx yKasdblBatoT Ha BO3MOXKHYIO ASIUTENbHYIO
WMHKYGaUMOHHYI0 da3dy, CBA3aHHYO C BANOTEKYLWMUM Bocnane-
HUEM W/WUNK 3anas3gbiBaHMEM AnarHocTukm [18].

PE3Y/IbTATbI BU3YAJIUBUPYIOLUUX METOLOB

OBCJ/IEJOBAHUA

BbINONHEHWE PYTUHHOIO PEHTIEHOIOMMYECKOro UCCNeao-
BaHWS B 6ONbLIMHCTBE Cly4aeB NOpParKeHUs NTErKUX ManouH-
$dopMaTnBHO, MOCKOJIbKY HOPMasibHas PEeHTreHoorMyecKkas
KapTWHa He ucKao4daeT anarHosa U3J1 [14], noaTomy npwu
Hannymnm GaKTopoB puUcka y 60nbHbIX ¢ CHOA Heob6xoamMmo
BbIMOSHEHWE KOMMNbIOTEPHON TOMOrpadun (KT).

[eTanbHoe uccnefoBaHWE C OMUCaHWMEM pe3ynbLTaToB
BM3YyaM3UpYOLLMX METOAO0B 06Cnef0oBaHNs ObiNo NpeacTaB-
neHo V.E. Saper n coaBT. [18]. Mo gaHHbIM KT n3meHeHus
B IErKMX OblNN CrPyNNMPOBaHbl B MATb CYyGTUNOB, KOMOUHALMK
KOTOPbIX MOIK 6blTb O6HAPYXKEHbI Y OAHOro 60/bHOrOo. | cy6-
TMN (60% 60NbHbIX) XapaKTepu30Bacs cenTanbHbIM YToALe-
HWEM, OxBaTbIBaloWWM nepudepuio HECKONIbKUX AONEN, Yalle
B HUXHMX OTAENax NErKux, a TakKe napameanacTvHalbHOM
obnactu nMbo nepegHen BepXHEW [0SIM, KOTOpOe Yy 4acTu
60/IbHbIX COYeTaNoCb C M3MEHEHUSMWM MO TUMY «MaTOBOrO
cteknar. Il cyétnn (21%) — UM3MeHeHUsI No TUNy «BybIXKHOM
mMocToBomW», Il cy6Tnn (22%) — nepudepuyeckan KoHconuaa-
umsa, IV cyétun (16%) — nepnbpOoHXOBaCKyspHas KoHconumaa-
umsa n 'V cyétnn (12%) — M3onnpoBaHHas Knaccuyeckasa Kap-
TMHa MO TWUMYy «MaToBOE CTEK/10». M3MEHEHWS, aHaNorMyHble
cy6tuny |, 61 CXOAHbI C NOPAXKEHNEM NIEMKUX, XapaKTEPHbIM
NS ayTOMMMYHHbIX peBMaTu4yeckunx 6onesHen [22]. OgHakKo,
B OT/IM4ME OT 3TOW rpynnbl 3aboneBaHui, PEeHTreHoNorm-
YyecKkue NpusHakn dubposa (M3MEHEHUSA MO TWUMY «COTOBOE
nerkoe», 6POHX03KTa3bl) OGbIIN PEAKOCTbIO B rpynne 60/bHbIX
¢ clOA. B uenom Ha6bntogaemble pedynbtatel KT 6bl1n HETUMWY-
Hbl A1 Knaccuyeckon KapTuHbl ctOA [1, 23].

Ha ocHoBaHuK pe3ynbratoB aHanuns3a KT G.S. Schulert
W COaBT. BblAENUIN CEMb OCHOBHbLIX MPU3HAKOB Mopaxe-
HUS NErKux:
®  yTOJILLEHMWE MNEBPbI;
® YTOJNLLEHME MENKAONEBOM NEPErOPOAKM;
® yTONLLEHNE BPOHXMANBbHOM CTEHKU UM YNITOTHEHWE NEepU-

6POHXMaNbHOW MK NapaBa3alibHON 061acTy;
®  W3MEHEHUH MO TUMNY «<MaTOBOE CTEKIIOY;
®  W3MEHEHUH MO TUNY «BynbiXXHas MOCTOBas»;

° nepudepunyecKkas KoHconuaaLums;
e umdbageHonatmsa [15].

ABTOpbl OTMETW/AN, YTO 3TW MPU3HAKKM MOFYT CoYeTaTb-
c, @ BO3MOXHble KOMOMHaLMK nepeceKatloTes ¢ cybTuna-
MU NOpaKeHus Nerkux, BblaeneHHbiMu B pabote V.E. Saper
n coaBT. [18]. o cpaBHeHUIO C pedynbTaTaMu UccnefoBa-
HuA Y. Kimura 1 coaBT. [17] B nccnegoBaHuun G.S. Schulert
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M coaBT. [15] pexe BbIABNAIM pacClUMpPEHNE NEero4Hon apre-
pun (B 16,7 1 27% cny4aeB COOTBETCTBEHHO).

OAHHBIE MNATOFUMCTOJIOUYECKOIO

UCCNEQOBAHUA

CornacHo [JaHHbIM NaTOrMCTOIONMYECKOrO WUccneno-
BaHWA NIErOYHOM TKaHW, MOJIyYEHHOW Mpu OGUOMNCUKU UK
aytorncuu, Kotopoe npoBoavnn 36 nauueHTam (59%)
B uccnegosaHuu V.E. Saper n coaBT. [18], BO Bcex cnyyasx
MMeNno MEeCTO COYeTaHHOE MopaXKeHWe anbBeos, [bixaTeslb-
HbIX NyTEN, NAEeBPbl U COCYAOB. bbinn BblAeneHbl U3MEHeHUS,
xapakTtepHble ang J1AI (64%), Backynonatuu (44%), dnbpo-
3a (43%), nopaxkeHusa nnespbl (17%). B 60/AbWIMHCTBE CAy-
YyaeB (61%) BocnaneHue 6bI10 NpeacTaBieHo numdonnas-
MOUMTapHON WHOUNbTpaunen. MIHTEPECHO OTMETUTb, YTO
naMmeHenus Ha KT, xapakTtepHble ang cyétuna |, B paMKkax
ayTOMMMYHHOM NaToNOrMn 06bIYHO COOTBETCTBYIOT MMCTONO-
TMYECKON KapTWUHE HecneumMPpuyecKom WHTEepPCTULManbHOM
nHeBMOHMWKU. OgHaKo B rpynne nauneHToB ¢ ctOA nogo6Hble
MopdOSIornyeckne n3ameHeHns 6blan 3adpUKCMpoBaHbl TOSb-
KO y 1 nauuneHTta ¢ cy6TMnOM | Npu AOCTOBEPHOM KapTUHe
J1AT1, penKko BbIABNSIEMOM MpU ayTOMMMYHHbIX 3aboneBa-
Huax. Mpu atom ana JIAI 6onee xapaKTepHbl U3MEHEHUSA
no TUNy «6yNblXXHOM MOCTOBOWM», OGHaPYKEHHbIE Y MEHbLLErO
yucna 605bHbIX ¢ CHOA.

POJib LUTOKWUHOB B ®OPMUPOBAHUU

NMOPAXKEHUSA NEFKUX

Mpn aHanu3e UWTOKMHOBOrO nNpoduns y nauuMeHToB
B uccnepoBaHmn V.E. Saper n coaBT. 6blla 0GHapyxe-
Ha 6ofiee BbICOKas KoOHUeHTpauus IL 18 no cpaBHeHUIo
C TakoBOM Yy nauueHToB ¢ CHOA 6e3 nopaxeHus Nerkux
(27,6 n 5,4 nr/mn cooTBeTCTBEHHO) [18]. MHTEpEecHO oTMe-
TUTb, YTO paHee yxe 0O6CyKAanncb CXOAHble pe3yabTaThl,
noslydyeHHble B WCCNEedOBaHUAX LMTOKMHOBOro npodu-
na y 6onbHbix ¢ ctOA n CAM. Tak, B pa6ote M. Shimizu
M COaBT. Ha ocHoBe cooTHoweHua IL 18 u IL 6 6bin Bblae-
neH IL 18-3aBucumMbi cy6TMn CclOA C BbICOKMM PUCKOM
passutua CAM [24], a B uccnepoBaHun K. Put u coaBT.
NPOAEMOHCTPMPOBAHO WM3MeHeHWe 6anaHca LWTOKMHOB
npu clOA No cpaBHEHUIO C NePBUYHLIM reModaroLnTo30M:
KOHLeHTpauun uHtepdepoHa (IFN) vy, IL 6 u IL 18 6binu
NoBbILEHbI B aKTUBHYIO dasy KaK clOA, Tak n remodarouu-
TO3a, HO cofepxaHue IFN vy 6bino CyWecTBEHHO Bblle npu
remModarountose, Toraa Kak cBo6oaHbin IL 18 1 cooTHoLe-
Hue IL 18/IFN vy 6binm Bbiwe npu clOA [25]. Ha ocHoBe cpas-
HEHWs pe3ybTaToB 3TUX UCCNEeA0BaHUM C Y4ETOM BarKHOCTH
ponu IL 18 KaKk ans nepcuctupoBaHms akTuBHoCTH CtOA, Tak
n ang GopMUpPOBaHUS NOPaKEHUS NIETKUX MOXKHO NPeanosio-
¥WTb, 4TO Ha npouecc GopMUPOBaAHMS NErOYHOW NaToNOrMK
npu ctOA B 60/blLEN CTENEHN MOXET BAUATL COXpaHstoLLas-
cs1 akTMBHOCTb camoro ctOA, a He CAM Kak TakoBow. B cBs3u
C 3TMM MHTEPECHO conocTaBneHne ¢ paboton M. Humbert
M COaBT. (NauneHTbl ¢ nepBuyHon JIIN), B KOTOPON OTMEYEHO
3HauyuTeNbHOE MOBbIWeEHWe cofepraHus IL 1 no cpaBHe-
HUto ¢ IL 6 [26], KOTopoe xapaKTepHo ANna da3bl aKTUBHbIX
CUCTEMHbIX NposiBAeHn npu ctOA [1], 4To, N0 MHEHWIO aBTO-
pOB, KOCBEHHO CBWAETENLCTBYET O POJSIM aKTMBHOM dasbl
BOCnaneHns B GOpMMUPOBaAHMM MOPAXKEHUS NErKuX.

JIEFTOYHASl TMNEPTEH3USA NMPHU clOA

OTAeNbHOro BHUMaHWA 3acnyxusaeT npobnema op-
mupoBanua JII npu ctOA, KoTopas, no MHeHuto J.E. Weiss
W COaBT., IBNSETCH OCHOBHOM NPUYMHON NIeTanbHOro ucxoaa
npu ctOA ¢ nopaxeHnem nerkux [27]. MccnegosaHue cnyya-

eB nepBuyHon JII, XapaKTepusytolencs naTtonormyecKknum
pa3pacTaHMeM rNagKOMbllLeYHbIX KIeToK, Gubpobnactos
M 3HAOTENMANbHbIX KIETOK B CTEHKaX MESIKMX NeroyHblX
apTepun, NOATBEPKAAET HaNMMYME BUAHUS MOBbILWEHNUS KOH-
LEeHTpaLMn NpoBOCMaNUTENbHbIX LIUTOKMHOB Ha GpopmMHUpO-
BaHWe fleroyHon natonoruu. Tak, Hanpumep, M. Humbert
M COaBT. CpaBHWIM 29 NaUMEHTOB C TSAXKENOM NEepPBUYHOM
T ¢ rpynnamu n3 15 310p0BbIX NALUMEHTOB M 9 NaLMEHTOB
¢ JIl Ha GoHEe XPOHUYECKOM OBCTPYKTUBHOM BONE3HM NIETKUX.
BbIno NokasaHo, YTO CbIBOPOTOYHbIN ypoBeHb IL 1 v IL 6 npu
TSXKENOM TeYeHUn nepBuyHOmM JII' CyleCcTBEHHO Bhille, YEM
B rpynnax cpaBHeHus (IL 1: 118 + 36 nr/mn B cCpaBHEHWUH
¢ 3 = 1 nr/mMn B KOHTPOJIbHBIX rpynnax; IL 6: 66 £ 20 nr/mn
n 14 + 6 nr/mn cooTBEeTCTBEHHO) [26]. B 2017 r. 6bl1K 0ny6-
NIMKOBaHbl pe3ynbTatbl UccnepoBanus JII y aeten, npose-
neHHoro B CLLUA M.S. Ong 1 coaBrT. [28]. M3 6943263 pgeten
Kputepusam JII' yaosnetBopsinu 1583 (0,02%), y KOTOpbIX
6bIN0 BbIABNEHO 186 HO30/10rMMK, accouumpoBaHHbiX ¢ JII.
Mpn atom 18 geten U3 nepBUMYHOM KOropTbl cTpaganu clOA,
ocnoxHuBLWwMMes CAM, 1 4eTBEPO U3 HUX (22%) nMenu npu-
3HaKu J1I[, 4TO 3HaYMTENbHO Bbile YacToTbl JIT B nonynsumu.
B cooTtBeTCcTBMM € [NlaHAMCKOM KNMHWYECKOM KnaccuduKaLm-
en JIly 6051bHbIX ¢ CHOA OTHOCHKTCSA K rpynne NeroYyHblX runep-
TEH3WW, BO3HUKWKX Ha dOHE MOparKeHWUsi COCYAOB NErKux,
CBSI3@aHHOr0 C APYrMMK CUCTEMHbIMUK paccTponcTBamu [28].
Tem He MeHee nmaTonorua nerkux, Habnwgaemas npu cltOA,
Ha Hall B3rnsf, oTinM4aeTcs oT Apyrux ¢dopm 3aboneBaHum
JIErKKX, KOTOPbIE MOTYT pa3BMBaTbCS MPW BOCNANMUTENbHbIX
WX ayTOMMMYHHbIX 3a60N1eBaHKAX, a TaKKe OT NePBUYHbIX
cny4yaes JIT.

JNIEFOYHbIA AIbBEO/IAPHbIN

NMPOTEUHO3 MNMPH clOA

MpMHMMasi BO BHMMaHWE OaHHble O BbICOKOW 4acToTe
NAN npun clOA, G.S. Schulert 1 coaBT. NpoBenu cpaBHe-
HME TaKWMX MaUMEHTOB C rpynnoin GOMbHbIX C MEPBUYHBLIM
NAM [15]. NAIN xapakTepusyeTcsa aHoOMaibHbIM HaKOMIEHK-
eM cypdaKTaHTa B anbBeonax U TepMUHanbHbIX 6pOHX1OoNax
3a CYET HapylleHWs ero KAMpeHca WM BbIpabOTKM, 4TO
NPUBOANUT K Pas3IM4YHOM CTEMEHU TUMOKCEMWUYECKOWN Ablxa-
TeNbHOW HEAOCTaToO4HOCTH [29]. ITM MexaHU3Mbl NaToreHesa
npu nepsuyHom JIAM o6ycnoBneHbl HapyleHuem nepe-
[ayu CUrHaNoB rpaHynouMTapHO-MakpodaranbHOro Koso-
HuecTumynupyoulero daxktopa (GM-CSF) 1, Kak pesynbrar,
HapyleHWEM CeKpeLnn LIUTOKMHOB U CHUXeHueM Gapbep-
HOM GYHKUMKW anbBeONsipHbIX Makpodaros u Hentpobdu-
noB. AucoyHKkuna GM-CSF npu nepsuyHom JIAM moxer
ObiTb Bbl3BaHa /MGO HapylweHWeM MPOAYKLUMU LIMTOKMHA
(HacneacTBEHHbIM BapuaHT), 1M60 ero 6/70Kafon aHTUTeNa-
MW (@ayTOMMMYHHbIRM BapuaHT) [29]. BropuyHbii JIAMN vaule
BCEro pa3BMBaETCH NpW reMaTonorMyeckmnx 3aboneBaHusx,
OCOBGEHHO MpU MWENOAUCNIAaCTUHECKOM CUHAPOME, Cylle-
CTBEHHO pee — Npu MHOEKLMOHHON NaTonorun uim MMmy-
HOBOCMNanUTENbHbIX 3a6ofieBaHUsAX. OnucaHbl eauWHUYHbIE
HabnoaeHuns JIAI nocne TpaHcnaaHTaUuM U NpuU Heremaro-
JIOTUYECKUX OHKONornyeckux saboneBanusax [30]. Y peten
C BTOpWYHbIM JIAIT Ha $dOHEe MMenongHOro nenmKkosa onuca-
Hbl HapylweHus BbipaboTkM GM-CSF n dyHKUMKM MaKpoda-
roB [31]. Kpome Toro, Ha KoHueHTpauutio GM-CSF u ¢yHK-
LMOHaNbHOE COCTOSIHME MaKpodaroB BMMSET MOBbIWLEHUE
coaepxaHus IL 1 B TKaHW NIErKMX, NPUBOASILLLEE K HaKone-
HUI0 cypdaKkTaHTa u passutuio JIAM [32], 4To HabnoaaeTcs
n npu clOA [25]. B uccnegosanuun G.S. Schulert n coaBsr. [15]
y nauuneHToB ¢ ctOA 1 JIAT1 (n = 8) 6bina BbiNoaHeHa 1 6uorn-
cus nerkoro. YctaHoBneHa mopdosnorndyeckas KaptuHa J1AI,



KoTopas co4yeTanacb C COCyAUCTbIMM aHOManuamMu. OgHaKo
reHeTUYeCKUM aHanmM3 He NnoKasas CBA3W C reHamu, oTBeT-
CTBEHHbIMU 3a pa3BuTHe nepsuyHoro JIAMN (ABCA3, CSF2RB,
SFTPB, MARS). Kpome Toro, y 3TMx nauueHTOB He Oblo
BbISIBJIEHO CHUXEHUS KOHLUeHTpauun GM-CSF nnun noBbilieH-
HOIO YPOBHS @yTOaHTUTEN K HeUTpanuaylowmm aHTn-GM-CSF,
XapaKTePHbIX ANA HacNeACTBEHHOro WM ayTOMMMYHHOIO
JIAN. CMbIBbI, MONy4€HHbIE NPU GPOHX0A/IbBEOSIAIPHOM NlaBa-
e y 6011bHbIX ¢ BTOPMYHbIM JTAT, coaeprKanu NoBbIEHHbIE
KoHLUeHTpauun IL 18 n nHayumpoBaHHbiX IFN vy XeMOKMHOB
CXCL9 n CXCL10, yero He Habnoganu y nauMeHToB € nep-
BuYHbIM JIAI [15]. Takum o6pa3omM, UMEKTCS OCHOBaHUS
CcYMTaTh, YTO AMCOYHKLMS anbBEONAPHbIX MaKpodaros npu
BTOpMYHOM JIAI He Bbi3BaHa AedbeKTaMu 3TUX KNETOK, HYTO
cBOWCTBEHHO nepsuyHomy J1Al. BeposiTHee Bcero, GyHKLMA
anbBeonspHbIx Makpodaros npu BTopuyHom JIAM (4, B 4acT-
HocTW, npu clOA) n3ameHseTca nog AencTBMEM NpoBOCHanu-
TeNbHbIX LMTOKMHOB, M 3TW HapyleHWs ycyrybnsaioTcs npu
CAM, 0COBG€EHHO B C/ly4ae ero NoBTOPHbIX 3NM3040B.

BUOJIOTMYECKAS TEPANUSA NPU NOPAXXEHUAX

JIEFTKUX Y BOJIbHBIX clOA

B wuccnepoBaHuax, pesynbTaTbl KOTOPbIX OMMUCaHbI
BbllIE, NOPaXKEHUS NErKnx GUKCMpPoBanu y AeTer ¢ UCXOLHO
BbICOKOW aKTMBHOCTbio CHOA, Kak cneacreBue, TpebyroLimnx
HasHayeHuss TUBI. CornacHo ony6AMKOBaHHbLIM AaHHbIM,
1015 NauUMeHTOB C NaTo/IorMen nerkux yBenuyunacb 3a
nepuog ¢ 2008 no 2018 r. NPONOPLMOHANBHO YMUCAY NaLu-
eHToB C¢ clOA, Hyxaatowmxca B 6GUMOMOrMYECKOM Tepanuu
[15, 17, 18]. B uccnenosanuu J. De Groot u coaBT. Nnogo6-
Hble NauMeHTbl Yalle nonyvyanu tounnmndymad (55,4 npotms
40,6% B 06uen Koropte nauneHToB ¢ cOA) U/Unn pUTYKCH-
mab (30,8 npotus 5,8%) [16].

Mpn aToM npeacTaBnsgeTcsd COMHUTENbHOW Mpsmas
CBSI3b MeX[y pPa3BUTUEM TMOPAXKEHWUS NIETKMX M MNpuUMme-
HeHnem TUBIl. Y nmauueHToB, BK/OYEHHbIX B uMccneno-
BaHuA [15, 18], KpanHe 4vacto (33—-38%) pasBuBanacb
aHabunaKTMyecKas peakuus Ha Toumnu3ymab, Torga Kak
B LlenoM cpeau naumeHTtoB ¢ clOA, nonyyaBlumx TOLMANIY-
Mab, aHadunakTMyeckas peakumsa adpukcuposaHa B 0,9—
12,2% cny4aeB [8, 16, 33]. OgHaKo cneayet OTMETUTb, YTO,
no AaHHbIM S. Yokota v coaBT., y nauMeHToB ¢ 60/1ee paHHUM
ne6iotoM clOA, Kak 1 B Koroptax 6onbHbIx ¢ ctOA 1 nopa-
EHMEM NErkux, Yalle PerncTpupoBanv HexkenatesbHble
peaKkuuu Ha Toumnmaymab [34]. B cBA3K C 3TUM Yy TaKux
nauMeHToB 3aKOHOMEPHbIM MpeacTaBnseTcs NpuMeHeHue
6nokatopoB IL 1. M 310 npuTOM, YTO @aHaKMHPY Yale npu-
MEHSIIOT B cTpaHax EBponenckoro coto3a, B CLUA n KaHage
B Ka4yecTBe CTapToBOM Tepanuu 60/bHbIXx ¢ ClOA mn npwu
pa3BuTnn CAM [7]. C apyrov CTOpPOHbI, C YHETOM 3HaYUMOW
poNn anbBeONSPHbIX MaKpodaroB KaK KIOYEBbIX KIETOK
BOCMANIEHNS U TMNepnpoayKLMKM NPOBOCNaNUTENbHbIX LIUTO-
KMHOB, HENb3Sl UCKIIIOYMTb BEPOSTHOCTb TOro, YTOo 6/10Kaaa
IL 1/IL 6 MOXeT BbI3blBaTb AncOGanaHc APYrnux LUTOKUHOB,
YTO, Ha Hall, B3rNs4, MOXET NPUBECTU K HaAPYLIEHUIO Frome-
oCTaza B JIerKux, KOTopble SBASIOTCH OAHUM U3 KIOYEBbIX
6apbepHbIx opraHos [14]. Kpome TOro, ¢ y4eTOM BbICOKOI0O
pucka passutug CAM y [eTen B uccnefyeMblX Koroprax
¢ ctOA HeobXx0aMMO y4YUTbIBaTb BEPOSITHOCTb CYOKIMHUYE-
cKoro TeyeHnss CAM Ha doHe Tepanuun TMBI [35], He Bceraa
CBOEBPEMEHHO AMAarHOCTUPYEMOro, YTO TaKKe MOXKET pac-
cmaTpuBaTbCs B Ka4ecTBe JOMOAHUTENbHOrO paKkTopa pas-
BUTUS MOPAXKEHWS NIETKMX.

Y 4acTv nauMeHTOB HeNb3s WUCKIIO4YWUTb BEPOATHOCTb
pa3Butusa cuHapoma DReSS (drug reaction with eosinophilia

and systemic symptoms) Ha ¢oHe npumeHeHus GnoKaTo-
poB IL 1/IL 6. B KopoTKOM c006LIEHNUN, ONYBINKOBAHHOM
B deBpane 2020 r., 66710 NOKa3aHO, 4TO M3 63 nNaumMeHToB
¢ clOA v nopaxeHuem nerkux y 48 peten 3aduKCMpoBaHoO
HacTynneHne netanbHOro mcxoda, B 23 (37%) cnyvasx —
cnuHapoma DReSS co cTtovkon so3uHodunmen (15 — onpe-
neneHHbln DReSS, 8 — BepoaTHbIN) [36]. YrMcno 303uHO-
dunoB npu poctoBepHoM DReSS cocTtaBnsino B cpeaHeM
1725 Knetok/mMKn (B AMana3oHe oT 754 go 13,2 Tbic.; 6-45%
oT obLero yucna nevkouutos). Hapsgy ¢ so3uHobunnen
[10 BepUdMKaLmMn NoparkeHns Nerknx otMevanacb o6WnpHas
3yasawas cbinb, Y 12 n3 15 — cbiNb Ha N1LE B COYETAHUU
C @aHMMOHEBPOTUYECKMM OTEKOM, NMpuyeM Ha GoHe NpumMeHe-
HUA nepopasbHbIX MIOKOKOPTUKOCTEPOMA0B. Bce naunenThl
¢ poctoBepHbiM DReSS nonydanu uHruéutopsl IL 1/IL 6.
JletanbHbi ucxon 3aduKkeupoBaH y 9 3 15 nauneHToB; BCe
nauMeHTbl C NeTanbHbIM UCXOA0M 60/1IE3HU NGO NPOAOSIKA-
nun Tepanuio N'MBIT, nn6o BO306HOBUAK €€, TorAa Kak B OTHO-
WEHMN BBIKMBLIKWX MaLMeHTOB O6uosiorMyeckas Tepanus
Oblna npekpalleHa.

BmecTte ¢ Tem pesynbrathl uccnegosaHusa G.S. Schulert
WU COaBT. AEMOHCTPMPYIOT MPaKTUYECKU MPOTUBOMOJSIOMKHbIN
pesynbtaT npumeHenunsa M'MBI [15]. Bce nauueHTbl, onucax-
Hble B 3TOM UCCNefoBaHuK, Npofomkanu nonydate MBI
nocne BbiSIBAEHUSA NopaxkeHus nerkux [15]. B TedyeHue roga
nocne BepuduKauun neroyHon natonormm y 50% nauueH-
TOB COCTOSIHME OCTaBanocb CTabuibHbIM, y 28% OTMeYeHa
NoNOXUTENbHAs AMHaMKKa, ¥ 22% — nporpeccrpoBaHune
U3MEHEeHUN B NerkuMx. ABTOpaM He yaanocb OGHapYXWTb
YETKUX pasnnynuin mexkay Bospactom aebtota ctOA, KuHU-
YECKUMU, PEHTTEHONOMMYECKUMMU U TUCTOMNATONOMMYECKUMHU
[JaHHbIMW MaLWEHTOB, COCTOSHUE KOTOPbLIX YIYYLWIOCh UK
YXyAWKWNOChb / OCTaBanocb CTabuibHbIM. TeM HE MeHee Bce
nauMeHTbl C NONOXKUTENIbHON AMHAMUKOW AOCTUIIM HEaKTUB-
HOro craTyca 6one3Hn Ha ¢oHe MBI [15]. B ny6aunkauum
M.M. KocTMKa 1 CcOaBT. y NauUWUEHTKM C paHHUM Ae6loTOM,
peunansamu CAM n aHadUNaKTMYECKOM peaKLnen Ha Toum-
nm3ymab yganocb 4OOUTLCA YNydlEeHUs COCTOAHMUA Ha GOoHe
KOMMNEKCHOW Tepanuu, BKIOYaBLUEN KaHaKWHyMab, ¢ yBe-
nnmyeHnem gndbody3MoHHOM CNoCOBHOCTU NErKnx 4o 69% [21].
B koropte n3s 42 nauneHtoB ¢ ctOA, nccnegosaHHomn N.M. Ter
Haar v coaBT.,, KOTOpble MoJjy4anu aHaKWHpPY B KayecTBe
npenaparta NnepBon JIMHWUU, TONIbKO Y OAHOrO NauneHTa pas-
BW/I0Cb MOpaXKeHue JIerkmux, KoTopoe Npou3oLIo BO Bpems
dartanbHoro anun3oga CAM [37]. B cuny oTHocUTeNbHO cTap-
Lero Bo3pacTa nauMeHToB 3TOM KOropTbl (CpefHui Bo3pacT
7,1 roga) BEpPOATHOCTb HaNMUYUSA TEHETUHECKUX HapyLUEHWUN
Oblna HUXKe.

B/IMAHUE AKTUBHOCTHU clOA HA POPMUPOBAHUE

MOPAXKEHMUSA NNIEFTKUX

MpeanonoxeHue 06 onpesensiowen poam HEKOHTPOSU-
pyemown aktuBHOCTM CHOA B maTtoreHe3e nopaxKeHus IerKnx
TaKe He BNosiHe onpaBAaHHo. Y 55% nauneHToB B uccne-
poBaHuu V.E. Saper n coaBT. NeroyHble U3MEHEHUs Oblnun
3aperucTpmMpoBaHbl BHE aKTUBHOro craTtyca 60Jie3HHU, 4TO
He MNO3BONISET pacUeHWBaATb AJIMTENIbHO COXPaHSIOLLYIO-
Csl aKTMBHOCTb CHOA KaK eAWMHCTBEHHbIM MOTEHUMabHbIN
TpUrrep pa3BuTUS nerovyHon natonoruu [18]. Xota ¢paKkrop
ANUTENbHO NEPCUCTUPYIOLLEN aKTUBHOCTM 6ONE3HMU C Mpe-
obnajaHMEM CUCTEMHbIX MPOSABIEHUA OTMEYEH MpPaKTu-
YeCKM BCeEMU UccrnefoBaTeNiiMU, crefyeT UMETb B BUAY,
4TO TepaneBTU4yeckuni oteeT Ha MBIl pa3BuBaeTca men-
NleHHee y JeTen C MaKCUMalbHbIM YUC/IOM CUCTEMHbIX
nposiBiieHunn [8].
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PEKOMEHAALIMM NO AUCNAHCEPHOMY

HABJIIOAEHUIO NALIUEHTOB

C y4yeTom TOro 4TO MOPaXKEHUE NIErKMX HEe WMMEET, KaK
npaBwuno, MaHnbecTHOro gebtoTa, NPU HaaMyMmn ONUCaHHbIX
Bblle $HaKToOpoB pUCKa HEOBX0ANMO perynspHoe obcneso-
BaHMEe TaKUX MaLMEHTOB, BK/OYalollee noapobHbi c6op
aHaMHe3a C OLLEHKOM NepeHOCUMOCTU GUIUYECKOW Harpys-
KW, HanM4yusi KOHCTUTYLIMOHANbHbIX HapyleHUn, GUsnKanb-
Hoe o6cneaoBaHWe ANS BbISIBAEHWUS OAblWKKW, MPU3HAKOB
TMNOKCKU, BbINOSHEHWE GYHKLIMOHANbHbBIX TECTOB (OLEHKY
caTypauuu n GopcCUpPoBaHHON KU3HEHHOW EMKOCTU NIErKKX)
B AMHamMuKe [14]. [pn NoJ03pEHUN Ha MOpaxeHne Nerkux
TpebyeTca npoBeaeHne BbicoKopa3speluatoulen KT.

NMPOrHO3

CylwecTBEeHHbIN PUCK HEGNAronpuaTHOrO ucxoga Mnoa-
YEepKHYT B O4HOM M3 NepBbIX NYGAMKaALMM, NOCBALLEHHbIX
faHHoM npobneme, J.E. Weiss n coasT. B 2008 r. [27].
CMepTHOCTb NaumeHToB ¢ clOA B cnydyae nopaeHus ner-
KWX, MO Aa@HHbIM GPUTAHCKMX aBTOPOB, OMYGIMKOBAHHbLIM
B 2017 r., coctaBuna 159 Ha 1000 nauMeHTo-I1€ET NO cpaBs-
HEHWIO ¢ KoropTon nauneHToB ¢ clOA, nonydaswux MBI,
rae aToT nokasartenb coctaBun 3,9 Ha 1000 naumeHTo-
net [23]. B uccnegoBanmn Y. Kimura u coaBT. neTanbHbll
ncxof 3adpukenpoBaH y 68% nauneHtos cnycts 10,2 (ana-
na3oH 0-44) mec nocne BepudUKaLMUKN MOParKEHUs ner-
Kux [17]. CornacHo V.E. Saper n coaBT.,, 36% nauneHToB
13 61 ymepnau cnycta 1,0 (0,4-2,9) roq oT MOMEHTa BEpPU-
GUKaLMM NaTONOIMK NIETKMUX; B Ka4eCTBE NPUYUH SeTanbHO-
ro ucxogay 36% 6bi1 CAM, y 55% — U3J1,y 32% — JII [18].
Mpw 3TOM peructpupoBanu cnydyam coyetanmns CAM u U3/,
HO He CAM w JI.

3AK/TIIOYEHUE

MoparkeHne nerkux npu clOA pasBuBaeTcs, Kak npasu-
N0, 6€3 KaKUX-TM60 KIMHUYECKMX NPEeABECTHUKOB, B CBA3M
C 4em TpebyeTcs HACTOPOXKEHHOCTb MNeanaTpoB-peBMaTo-
JIOTOB B OTHOLUEHWW PUCKA Pa3BUTUS MOPAXKEHUS JNIErKUX
npu clOA ¢ npoBeaeHMEM PErynsipHOro CKPUHWHIa AeTewn
M3 rpynn pUcKa ¢ OLEHKOM O6LLEKOHCTUTYLIMOHANbHBIX Hapy-
WeHWN, BbINOAHEHWEM GYHKLMOHANbHBIX NPO6 M BbICOKO-
paspewatowen KT nerkumx. Cpean ¢daKTopoB MNOBbIWEH-
HOro pUCKa crnefyeT BblAENUTb paHHWIA Bo3pacT AebioTa
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