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O630p nocesuuern docmudcernuam 0emckotl nyrvmonosozuu 3a nociednue 10 iem. Ipusooumcs unopmayus 0 KIAcCUDUKaUUU
unmepcmuyuanoivix 3abonesanuil ieekux (M3J1) y demeil, 0 nodxodax x duaznocmuxe, KIUNUYECKOU KAPMUHe U MAKmuKe 1eueHus.
HEeKOMOpbIX Ho3002udeckux edunuy. Ocoboe snumanue yoeisiemcs HOGbM KIUHUYECKUM (OPMAM, Xapakmephvim Ois demeil
maadwe deyx nem. Cmamusi cocmoum u3 mpéx uacmeil. B 1-i ee uacmu daromes xraccugurayuonivie nooxodvl u ONUCHIBAIOMCS
omoenvivie Ho30002udecKue edunuypl M3JI, komopvie 6cmpeuaiomes: npeumyuecmeenio iy Miadenyes; 2-s 4acmv nocesuend
sabonesanusm Oemeil cmapuiezo eospacma (om 2-x do 18 nem), 6 Kiunuke KOMOPHIX UMEEMCS XPOHUUECKUT Jle20UHOl
NAPEHXUMAMOIHBLIL NPOUECC; 6 3-U UACTU NPUBOOUMC UHPOPMALUS 0 MEMOOAX U NOOX00AX K OUAZHOCINUKE, G MAKJCe CIPAMezUs

Jleuenust.

Knroueswvte cnoea: unmepcmuluailvHovle 3abonesanus JNEZKUX, aemu, maccugbwcauuﬂ, 8uazuocmum, Jleyenue.

Bce uHTepcTUInaIbHble 3aboseBanust jerkux (M13J1)
y ZeTeil crapiie ABYX JIeT MOXKHO Pas3/eJUTh Ha TPU
GoJIbIIIEe TPYIIE [5].

B 2008 romy paGoueii rpyumnoii ERS 6bur nposezen
ananus [7] 131 cayuas M1 3J1 neteit Bcex BO3pacTHBIX KaTero-
puii. TIpu AuarHoCTHKE HCKIIOYUTENBHO Ha OUONCHIO He
noJsiaraauck, M3 a1oii Koroprsl ObLIM UCKIIHOUEHBI KIMMYHO/IE-
unmrer. Manonatudyeckas MHTEPCTUIMAIbHAS THEBMOHUS
(UUIT) 6buta puarHocrupoBana B 46 (35%) ciydasix, Xpo-
nHnueckast nadexusa — B 19 (14,5%) u 131 n3BectHoll aT1O-
gorum — B 51 (39%), cpenu KOTOphIX HanboJIee 9acTo BCTpe-
YaJIMCh TUIEPCEHCETUBHBIN ITHEBMOHUT U aCHUPAIMOHHBIN
cunzapom. B 2007 roxy G.H. Deutsch et al. [9] 8 CIIIA ony6-
sgukoBay pesyasrarel 101 6woncuu jerkux mereir ¢ M3J1
B Bozpacte 2—18 sier. CpenHuii ypoBeHb UMMyHHTETA HAGJII0-
nancst y 34%; nHdeknuyu 1 mocTUH(MEKIIMOHHBIE COCTOSTHIIE
6bLi rarHoctupoBanbl y 16% u tosibko y 8% Oblin obHapy-

JKeHbI MytajieHueckue (popMbl 3a00JI€BAHNIT, BKIIIOUAS TI03/[HO
IIPOSBJISIONINECS HAPYIIEHUS CUCTEMBI cypdaKTaHTa.

Kak BugHO u3 Tabauibl 1, 60JblIOE KOJUYECTBO MATO-
JIOTUYECKUX TIPUYMH MOJKET MPUBECTH K IIPOTPECCHpYIoTe-
My IIapEHXMMATO3HOMY ToOBpexaeHuio Jjerknx. Ciemnosa-
TEJbHO, JUATHOCTHYECKHIl TTIOUCK JOJIKEH OBITh MPOBeAeH
COIJIACHO YACTOTE BCTPEYAEMOCTU ITUX 3aboJieBaHUli,
T.e. 1) HY)KHO WMCKJIIOYUTH BO3MAEHCTBUS BHEIIHEN Cpebl,
npuBogsamue Kk W3JI (undexknuonnbie, TOKCUYECKUE,
aJIIepruyecKue, JeKapecTBeHHO MHAYIMPOBAHHbIC U pajina-
[MOHHbIE HAPYIIEHNUs); 2) UCKIIOYNTH CHCTEMHBIE 3a00J1e-
Banwus, acconnuposanubie ¢ 13JI; 3) paccmMoTpeTh BO3MOXK-
HOCTb HEPBUYHBLIX HAPYIIECHUI aJIbBEOJSIPHON CTPYKTYPBI,
accormmupoBanueix ¢ M3JI; 4) yuects BoamoskHoCcTh M 3JI,
KOTOpbIE MOTYT WMETh IIPOJOHTMPOBAHHOE Te4YeHUe
(ot mepuoaa MiaeHuecTBa 1 10 GoJiee CTapIIero BO3pacra,
BKJIIOYAS MTOJIPOCTKOBBIIT).

Tabruya 1
Mpynnel U3J1, BCcTpeyalowmecs y aetein ctapLue AByx nert
KaTteropus n
chiLD pumep
- VIHdbeKLMOHHbIe U NOCTUHEKLIMOHHbIE HapyLUEHUS
- Tokcuyeckune nnu annepruyeckne VHranAaLmMm
chILD M3BeCTHO - NekapCTBEHHO MHAYLIMPOBaHHbIE HapyLUEHNA
STUOHOMV - PagunaumoHHble HapyLleHus
- OHKonoruyeckme v numdonponudepaTuBHble 3abonesaHUs
- FeHeTWYeckne HapyLLeHUs
- [lereHepaTuBHble 3aboneBaHuns
- OndpdysHble 3aboneBaHnsa coeAUHNTENBHON TKaHW
- BocnanuTeneHble 3aboneBaHus KULWeYHMKa, @y TOUMMYHHBIA renaTuT
- M'metnoumTos
chlLD, cBsizaHHble - OpraHHas HeoCTaTOYHOCTb (MoYeyHas, cepaeyHas)
¢ Apyrumu - Capkongos
COCTOSHUAMMN - BonesHb «TpaHcMNaHTaT NPOTUB X03AMHA»
- BeHookkntosnBHasA 6onesHb nerknx
- BpoxaeHHHble owmnbkn MeTabonmama,3abonesaHne HakonneHNa NUNA0B
- IMMyHogeuLmnThI
- [leckBaMOTVBHaA MHTepCTULManbHas NHEBMOHUS
- NumdpoumTapHas nHTepcTULManbHas NHEBMOHUSA
MepBrYHbIE - Hecneuudmyeckasa nHtepcTuymansHas nHEBMOHNA
neroyHble - O6nuTepupyoLLnil BPOHXNONUT C opraHu3ytoLLel NHeBMOoHNeN
HapyLLeHus - AnbBeonsApHBIN remopparniecknini CUHAPOM
HeunsBeCTHOW - JlerouHoi anbBeONAPHLIN NPOTENHO3
aTvonorun - NeroyHble MHUNBTPaTLI C 303UHOGUNMEN
- MynbMoHonornyeckue numdaTnyeckme HapyLUeHUs
- JleroyHo MUKponuTHas
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Anamues

Hert ungopyauun o Brmszun

Ectb undopmams o M
OKpyKaroWeii Cpebl

BITHAHUH OKPY/KAFOIIEH CPEIbI

l 9KCTPAITY TbMOHATLHBIC CHMITOMbI

- Buoncus merkux
- [eHETHHCCKHUE TECTBI

Bakreproaoris
MOKpOTBI, BAJT

AHTHTENIA K aJUIEPreHaM

HWndexuun

- TunepceHCHTHBHBII aTbBEOTHT
- Tokcuueckuii ajbBeOUT
(7eKapcTBa, paaHALHs H JIp.)

- VIMMyHOTOTHSL, ayTOAHTHTETa
- Buoncus BoBneyeHHbIX
OpraHoB

! !

- NI
- Maazenyeckue (opmer M3JT

CHCTeMHBIC 3a00ICBAHIA
- IBCT

= BACKY JIHThI

- IPaHy JICMATO3BI

= THCTHOLIMTO3

- MeTaboTHYCCKIE

HApY LICHHS.

MMMy HOIC(DHLIHTBE

Cxema 1. T1owwaroBbIin NOAX0 K ONPeAeeHN0 KITMHNYECKO hopMbl
O y3HOro napeHxMaTo3Horo 3abosieBaHuns nerkux y aeten [7]

[TomraroBerii  AUarHOCTUYECKUN  TOAXOJ TpPUBEIEH
na cxeme 1. ITocse Toro, kak auarno3z M3JI ycranosien na
OCHOBAHWM KJIMHUYECKUX, PAAUOJOIMYECKUX U (YHKIIMO-
HAJIBHBIX TECTOB, HEOOXOANMO MPOAHATU3UPOBATH aHAMHES
C Y4eTOM BO3MOKHOTO BJIMSTHUS (DAaKTOPOB OKpYsKaioliei
CPEJIbI C 11EJIbI0 UCKJIIOUEHUS AJJIEPTUYECKUX U TOKCHYECKIX
AJIbBEOJINTOB, XpoHuveckux uubekimii. Cremxyromuii mmar
okycupyercst Ha MOUCKe CUCTEMHOTO 3a00JIeBAHNSI, B KU~
HUKe KoToporo mmeercsi VI3JI, opueHTHpysch Ha Hajindue
KJIMHUKO-MHCTPYMECHTAIBHBIX 9KCTPAIYJbMOHAIBHBIX IIPO-
saBjenuii. B Takux cuTyarusax JIOMOJIHUTEbHbIE HCCIe0Ba-
HUSI JIOJUKHBI BKJTIOYATH OTIpefieieHre KOHKPETHBIX ChIBOPO-
TOYHBIX AHTUTE] U, BO3MOYKHO, TIPOBeIeHNe OUOIICUY TKaHeit
JIPYTUX OPTaHOB, BOBJICYCHHBIX B IATOJOTMYECKHI TIpOIece.
Ha sToM 3Talte UCKII0YAIOT BPOKIEHHBIE 1 IIPHOOPETEHHbIE
nmmyHoneunnTsl. Hakorerr, mocie NCKIIOUeHNsT 9TUX JABYX
TPYIII TIPUYHH, B CIyYae OrpaHudeHnst 3a60JeBaHUsI TOTBKO
HATOJIOTUEl JIETKUX, MOKHO 0OCYIKIATh [IPOBEeHIe OUOTICHY
JIETKUX MJIU T€HETUYECKOTO TeCTUPOBAHUSI.

Judpysnvie napenxumamostvte 3a601€6anuUs Je2Kux,
cesa3annvle ¢ 8030eiicmeuem oKpysicaroueti cpeoot

BaskHO OTMETUTD, UTO 3a00JIeBaHMsI, CBSI3aHHbIE C HKCIIO-
3urueil (haxTopoB BHeIIHEN Ccpejibl, HETOOIEHUBAIOTCS
B JleTckoM Boapacte. OIHOI U3 TPUYUH TUHOANATHOCTUKU
sIBJIsIETCsT O0JTee HU3KWI YPOBEHD 3HAHUN W OIBITA BLISBJIE-
HUS 3TOH MATOJIOTUN Y TIEIUATPOB.

1. TunepcencuruBupiii nuesmouut (HP) [5,7,9]

lunepceHCUTUBHBIN TTHEBMOHUT SIBJSETCS MMMYHHON
peakiueil KJIeTOK K MHTAJISIMOHHBIM aHTUreHaM (asiepre-
HaM) y BOCIHPUMMYMBBIX Jnil. Y zeteit HP wacro cBssan
C BO3/IeICTBUEM JIOMAIITHUX AaHTUTEHOB, & TAKIKE C HEKOTOPbI-
mu x000u. HanGosee yacto HP Berpeuaercst cpeau Jiobure-
JIel TTHIL, Y JIOJIei, SKUBYIIUX B CHIPBIX MOMENIEHUSIX N
HO[BEPTAIIIMXCS BIUSHUIO XUMUYECKUX MCHapeHuil. 3abo-
JIeBAH U JIETKUX 3aBOTYNKOB MTUI[ BHI3BIBAIOTCS BO3/IEHCTBU-
€M TJINKOTIPOTENHOB, HAXOIAIINXCS B ITHYBUX 9KCKPEMEHTAX
U Ha 1epbsax. 3aboJeBaHus JErKUX, CBSI3aHHbIe ¢ MOBBIIIEH-
HOHM BJIQKHOCTBIO (2CCOLMUPOBAHHbBIE ¢ PAGOTON KOHIUIIMO-
Hepa, GoHTaHA, B YCJIOBUSAX TMOJBAJIBHBIX MOMEIIEHUI),
BBI3BAHbI, [JIABHBIM 06Pa3oM, CBOGOIHO JKUBYIIUMU aMe6aMu
U HEMaTojlaMu, a Takke OGakTepusiMu U rpubkamu. Xumude-
CKHEe MHTJISAIUNA MOTYT BO3HUKATh B PE3yJIbTaTe UCHapeHUs
KpPacoKk W TUIACTUKOB. BellecTBa ¢ HU3KOIT MOJIEKYJISIPHOMN
MAaccoil BCTYIAIOT B PEAKIHMIO C OeJKaMU B J[BIXaTeJbHBIX
myTsX, (hOPMUPYST TOJTHbIE AaHTUTEHBI.

20

Ecim mmeeTcs 1OJIOKATENbHBI aHAMHE3 9KCIIO3UIINN,
HEOOXOMMO TTPOBECTH TECTHI, TO3BOJISIIONINE U3MEPUTD YPO-
BEHb 3arPSI3HEHMS OKPYIKAIOIIell Cpe/ibl 1 MHTEPIPETUPOBATD
pe3yJIbTaThl KCIIEPTAMU IKOJIOTHYECKOM MEeTUITITHBIL.

Tak xax HP cumraercst 60J1€3HbIO B3POCHBIX, TO Y €Tl
ATO COCTOSIHUE YACTO UATHOCTUPYETCS MO3/IHO — Ha XPOHMU-
4ecKoil craauu 3aboJieBaHUs B pe3yJibraTe JJIUTEIbHOIL
AKCHO3UIMKM HU3KUX YPOBHEH MHTJISIIMOHHBIX aHTUTEHOB.
¥ zereil MOTYT pa3BUBATHCS CKPBITBIE BOCIIATUTEIbHbBIE PEaK-
UMY B MHTEPCTUIMU JIeTKUX 0e3 3aMeTHBIX CHUMIITOMOB
B TEYCHUE HECKOJIBKIX MECSIIEB.

Kimnnueckas kapTuHa B Kilaccuyeckoit (hopme rpezcras-
JieHa HEeTPOJyKTUBHBIM KalllJIeM, OJIBIIITKO, HeJIOMOTaHnueM,
acTeHuel, MHOTIAa nnano3oM. Hapyienust (hyHKINN JIETKIX
He SBJILIOTCS CIenn()UUecKUMU 1 MPE/CTaBIEeHbl PECTPUK-
TUBHBIMU HAPYHICHUSIMU, XapaKTEPHBIMU IS BCEH TPYIIIbI
N3JI. KTBP-npusznaku BappupyioT OT KAPTUHBI «MaTOBOTO
CTEKJIa», MPEUMYIECTBEHHO B CPEAHUX M BEPXHUX JIOJISIX,
JI0 TIOMYTHEHUH € TPU3HAKAMM <BO3JYIIHBIX JIOBYIIEK>.
JlabopaTopHbIe TECTHI TOJIKHBL OBITH COCPENOTOYEHBI, TIIaB-
HbIM 00pa30M, Ha TIOUCKE CHIBOPOTOUYHBIX MPEIUITUTUDPYIO-
mux [gG-aHTuTesn TPOTUB TMOBPEXKAAIONIETO AHTHUTEHA.
OnHAaKO 3TH AHTHUTEJIA HE CUYUTAITCS 3HAYUMBIMU LIS
MMATHOCTUKHN, TaK Kak OHU HaOIoAaloTcs Toabko B 50%
06pasIoB CLIBOPOTKU KPOBU Y OECCUMIITOMHBIX MAIMEHTOB,
MOJIBEPKEHHBIX BO3/eiicTBHIO (hakTopa. VccaenoBanue Kie-
To4uHOro cocrtaBa BAJI mokaspiBaeT yBesnueHue JTUM@OIH-
TOB, 4acTo Oosee 50%, ¢ yMEHBbIIEHUEM COOTHOIIEHUS
CD4/CDS, Ho y nereii, B oT/n4me OT B3POCJIbIX, 3TO COOTHO-
[eHne MOKeT ObITh B NpejesiaX HOPMbL. [ucrosornueckast
OlIEHKa JIETOUHOI TKAHU, KaK [IPABUJIO, He SIBJISIeTCsI He00XO0-
numoit g guarnoctuku HP.

B nacrosiiee Bpems HeT IMarHOCTUYECKOTO TECTA, KOTOPbIi
sBJIsIeTCsl TaTOrHOMOHMYHbIM st HP. Haubosee sHaunm
B JIMArHOCTUKE MOAPOOHBII aHAMHE3 BO3MOKHOIO BO3/IEHCTBUS
OKpysKatolel cpebl. JpyrumMu JuarHoCTUYECKUMU KpUTe-
pUAMH  ABJSAIOTCS: TOJIOXKUTEIbHbIE PEIUITUTUPYIONHE
anTtutena k npuunnnomy antureny (IgG); nosropubie am-
30/Ibl CHMIITOMOB, BO3HMKaOIe vepe3 4—8 yacoB mocie
BOBJIENCTBUSI aHTUTeHa; rosiBienue MudGy3HbIX WHOUIBT-
patoB B mapenxume Jerkux 1o jgannbiMm KTBP; B BAJT —
KJIETOUHAST KapThHA JUMQPOIUTAPHOTO aJTbBEOJNTA U YBEJIH-
yenue CD8+ T-kieTox.

2. BoaaeiicTBus IeKapCTBEHHBIX CPEICTB U U3IydeHust [7]

[IpenapaTnbl, ucob3yemble MPU BOCIIAJNTETHHBIX WJIH
OHKOJIOTMYECKUX 3a00JIeBaHUSIX Yy JIeTeil, MOIyT IIPUBECTH
Kk M3JI. Onu BIOYAIOT B cebst IPOTUBOBOCIIATUTEIbHbBIC
cpencrtBa (mampumep, acnupun, Etanercept), ummy-
HOCYIIPECCUBHBIE 1 XUMHUOTEPANEeBTUYECKUE areHTbl
(HampuMep, as3aTHOINPHUH, MeETOTpekcar, nukiaodocdammn),
AHTUOUOTUKHU, CEPAEYHO-COCYIUCThIE CPEACTBA U ISt
OJIPOCTKOB — HAPKOTUKHU. HeT 4eTKNX KINMHUYECKUX, PEHT-
TeHOJIOTMYECKUX MJIN TTaTOJIOTMYECKUX XapaKTEPUCTUK 9TUX
BOBJICHCTBUI, ¥ JINAarHO3, KaK MPaBUJIO, YCTAHABJINBAETCS
Ha OCHOBaHUU MH(MOPMAIIUK O TIPUEME MAIMEHTOM KOHKPET-
HOTO JIEKAPCTBEHHOTO CPEJ/ICTBA, 110 BPEMEHU HKCIO3UIUN
COOTBETCTBYIOIEHl BO3MOKHOCTH pasBUTHsS 0OOJIe3HU
n uckiouenuio apyrux npuyun M3JI. Jleyenne ocnosbiBa-
€TCsl Ha OTMEHE HTOT0 JIEKAPCTBEHHOTO CPEJICTBA U Ha3HAYe-
HUU KOPTUKOCTEPOUJIOB.

Pannosiornyeckie MeTozbl JiedeHUs B JIETCKON OHKOJIO-
IUH Takske MOTyT TpuBoANTh k VI3J1. IlatmenTsl, moaBepraro-
HIMecsl Teparuu B TEYeHHe IMeCTH MECSIeB, Kak IIPaBulo,
MMEIOT peHTreHorpaduueckue HapyIeHus B BUJE «<MaTOBOTO
CTeKJIa» KaK PajiualiiOHHO-00IyYeHHbIX, TAK U He 00JTydYeH-
HBIX TKaHeH.
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Tabruya 2

KnuHunyeckume v ceponornyeckue oco6eHHOCTU oTaenbHbix 3CT

3. Cssb Mesxay ynorpedaennem tabaka u 131 mioxo
n3ydyeHa y JieTell, Kak W ITaCCUBHOE KypeHHe, B OTJHMYHE OT
XPOHUYECKOU 06CTpyKTUBHOI Gostesnu jerkux (XOBJT).

CucremMublie 3a0oneBanus, cesasannsie ¢ U3JI [5,6,7,14]

3aboneBanua coemunurenbion tkamu (3CT) mpex-
CTaBJAIOT COOOU TETEPOTEHHYIO IPYIITY UMMYHOJOTHYECKU
OMOCPEMTOBAHHBIX BOCHANUTENbHBIX 3aboneBannii. VX mpo-
HCXOKJCHUE MHOTO(AKTOPHOE € TEHETUYECKUMU, KOHCTUTY-
IUOHHBIMU U 9KOJOTHUECKIMU DJIEMEHTAMH.

CoenuHuTeNbHAS TKAHb COCTOUT M3 JBYX OCHOBHBIX
CTPYKTYPHBIX GEJIKOB — 3JIaCTHHA U KoJrareHa. st kaxio-
O BUJIa TKAHE XapaKTEePHbI PA3JIMUYHbIE TUIIBI OEJIKOB KOJLIA-
rena. Muorune 3CT saBisgioTcs ciencTBUEM U3BPALIEHHON
JeTeIbHOCTH MIMMYHHOI cuCTeMBI. JIerounble MOBpesKIeHuUs
npu 3CT MoryTt BKJIHOYaTh B ceOs KaK COCYAUCTbI, TaKk U
MHTEPCTULIUANBHBIH KOMIIOHEHTBI. Ba)kHO OTMETHTB, 4TO
N3JI moxer 6bITh 1epBbiM npossiaenueM 3CT, uHorna B
TeyeHne MHOTHX MECSIIEB UJIH JIET.

Hau6osee yactbiMu 3a60JI€BaHUSIME JIETCKOTO BO3pacTa
u3 rpynibl 3CT ABAAOTCS: PEBMATOUIHBIN aPTPUT, CUCTEM-
HBI CKJIEPO3 U CHCTEMHAs KpacHas Boyanka. Cpeiu mpounx
dopm Berpevatotest: curnpom Ilerpena, repmMatoMuo3uT u
MOJIMMHUO3UT, AHKUJIO3UPYIOMINUI CIIOHAUIUT, CMellaHHOe
3ab0JieBaHUe COCMHUTENbHON TKaHu. Tabiuma 2 comxepKRuT
UHMOPMAIHIO O KIMHUYECKUX M CEPOJIOTMYECKUX 0COOEHHO-
ctsx otenabHbix popm 3CT.

Iynvmononoeuueckue nposieRenus OemCKUx peemMamonozii-
ueckux 3a601e6anuil:

CKB — 3aboseBanus mieBpbl, 1udQysHoe aabBeospHOE
MOBPEXKIEHUE.

JlepMatoMuo3uT — 0OJMTEPUPYIOIIUET ATbBEOJIHT, JIEI0U-
HOIt (pubpo3s, nuadparmMasibHas caaboCTb.

CkJiepoiepMusi — JierouHoit ¢hubpos, THIINYHbII TATTEPH
HecnenubUIecKoil NHTEPCTUINAIBHOI THEBMOHHHM, JIETOY-
Hasl TUIIEPTEH3Us], BHEJIETOUHAS] PECTPUKIINS U3-32 YTOJIIe-
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KnuHunyeckasa ¢popma 3CT KnuHuyeckue npusHaku Cepornoruyeckue npusHaku HLA-npuHaanexHocTb
PeBMaToungHbIn apTpuT ApTpanruu RF IgM, IgA HLA-DK SE
ApTpuThI Anti-CCP, anti-keratin
CuCTeMHbIV cKrepos Cknepoaepmus ANA-SSc, SCL-70 HLA-DK3
Anti-centromere HLA-DPB1
Anti-topoisomerase 1
Anti-RNA polymerase
CKB KoxHble cbinu ANA, SSA, SSB,
ApTput Anti-native DNA
MomepynoHedput Anti-nucleosome
Anti-Sm, anti-RNP
Anti-ribosome, CIC
LLlerpeH-cuHapom Kcepoctomusa ANA, SSA, SSB, RF
Kcepodtansmus Anti-RNP
OepmaToMumosnT MbiweyHas cnabocTb ANA, Anti-Jo-1
KoxHble BbICbinaHus Anti-MI-2, anti-SRP
C-ADM-140
AHKMNO3NPYHOLWUIA CIOHAUAUT KoCTHble aHKu1nosbl HLA-B27
CwmellaHHoe 3CT Anti-U1-RNP
CucteMHble BacCKynuThbl
paHynemaTos BereHepa CuHycut c-ANCA PR3
"momMepynoHedput
Yapgxa—-CTpocca cUHAPOM AcTtma p-ANCA
Mwukpockonuyeckui momepynoHedput p-ANCA
nonuaHrumT CuHycut
KoxHble nposiBreHus
CuHgpomM lN'yanacyepa momMepynoHedput Anti-GMB HLA-DRB1*1501
CuHppom LLeHnenH-eHoxa MomepynoHedput IgA deposition HLA-DRB1
Mypnypa
Kpnorno6ynuH-sackynut KoxHble nposiBneHus cryoglobulin
lenaTut
momepynoHedput

HUS IPY/HON KJIETKH, acTIUPAIs U3-32 HApyIIEeHUs MOTOPH-
KM ITUIIEBO/IA.

IOXA — muddysHbie JTerounbie MOBPEXKAEHIS, JIETOUHOI
hubpos.

Jlezounvie sackyaumot

Jlerounble BACKYJIUTDI ABJSAIOTCH BACKYJIONATUAMM TIPEU-
MYIIIECTBEHHO MEJKUX COCY/N0B (apTepHOJibl, BEHYJbl U
Kanuuisipbl). Backysonatuu GOJBIINX U CPEAHUX COCYJIbI
(Hampumep, 6ose3nb KaBacaku, y3eIKOBbIl [OJIUAPTEPUHIT)
JINHIb U3pe/ika GOPMUPYIOT HATOJOTHIO JIETKUX.

Ipanynemaros Berenepa (I'B) sasistercst peaxum 3aboiie-
BaHUEM HEU3BECTHON ATHOJIOTUH. BeTpedaeTcs vaiie y B3po-
CJIBIX C PACTIPOCTPAHEHHOCTDBIO OKOJIO 2,75 ciryyaeB/MJIH/TOL.
Kak nerckag martosiorus BcTpedaercsl, B OCHOBHOM, Y TIOJ-
POCTKOB €O cpesHuM BospactoM 14,2 rona (4—17 ser). 3abo-
JIeBaHUE XapaKTePU3yeTcs BOCIATIEHIEM B PA3JIMYHBIX TKAHIX
32 CYET BACKYJIMTA MEJIKUX COCYZOB. ¥ JeTeil MpOosiBIIsAeTCs
KoMOuHaImel riomepynoredpuTa u 3a60JeBaHIEM BEPXHUX
U HUKHUX JIBIXaTeJIbHBIX ITTyTeil. BOJBITMHCTBO MaIlMEeHTOB
nmetor cANCA anturesa u nossimenne CO9. Hapymenus
BEPXHUX JIBIXATEIbHBIX MyTeil (CHHYCUTBI U HOCOBBIE KPOBO-
TedeHvst) HabJIOAI0TCS Y TPETU MAIIMEHTOB 1 ObLN HanboJiee
YAaCTBIM MPE3EHTUPYIONUM CUMITOMOM. bosiee T0JOBUHBI
JieTeil UMeJn JIeTKe IPOSIBJIEHNUS, U TOJIBKO HEKOTOPbIE HY K-
JIAJINCh B BEHTUJISIMOHHON TOAJEPIKKE C IMOJOKUTEIbHBIM
JaBjieHreM Ha Bjoxe. /lmarHos ocHOBaH Ha COYETAaHUM CHM-
MITOMOB M OMOTICHM MOPAKEHHOM TKaHW, A1 KOTOPOI Xapak-
TEPHBbI HEKPOTHYECKUI IPaHyJIeMATO3HBII BACKYJIUT U OTCYT-
CTBHE IIPU3HAKOB MH(EKIMOHHOI aTrosornu. /lnarnos noj-
TBep:kaaercs BoistBiIenneM antuter ANCA, PR3.

Cungpom Yapmxa—Crpocca sBiseTcs TpaHyJIeMaTo3-
HBIM AJIJIEPTHYECKUM BaCKYJIUTOM MEJIKUX cocy/l0B. [Ipnunna
3TOro 3a00JIeBaHMsI HEM3BECTHA, HO 2y TOMMMYHHAST PEAKIIUST
OYeBH/IHA, TAK KAaK /IS 9TOTO COCTOSTHUS XapaKTepHa I'UIep-
raMMarioOyTMHeMNUsl,  TOBBIEHHBI  ypoBenb  IgE
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u p-ANCA. /lnartos Gasupyercs Ha J10Ka3aTeJIbCTBaX BaCKy-
JIATA [0 TAHHBIM GUOTICHH JIETKUX (9KCTPABACKYJISIPHAST 903~
HOMWIINA) U CJIeIYIONIMX KPUTEPUEB: OT YMEPEHHOH /10 TsikKe-
JIOH acT™bl, s03unodunn kposu (He Menee 10%) u JgeTydnx
serounbrix naduiasrparoB Ha KT. B mmrepartype ommcamno
29 neauaTpUYeCKUX CIyYaeB ¢ BOBJICUCHUEM JIETKUX B 72%.

Cunapom Iyamacuepa mnpexacrtasiser coboii peaxnii
BACKYJIUT HEM3BECTHOHN 3THOJIOTUU, KOTOPBLIH OTHOCHUTCS
K TpylIle HEKPOTU3UPYIOMMX TpanysiemarosoB. [l mHero
XapaKTepHbI OBICTPO IPOTPECCUPYIOIIAs MOUYEUHasT HEeA0CTa-
TOYHOCTb 32 CYET OTJIOKCHUS AHTUTIIOMEPYJISIPHBIX aHTUTEJ
(ATA) na 6azanbHBIX MeMOpaHaX ¥ XPOHUYECKUI JIErOUHOM
reMopparnveckuii cuHapoM. B kimmuke Habiiogaercs: ame-
MUSsI, KPOBOXapKaHbe, IJIOMePYIOHeGPUT ¢ HePUTUIECKUM
cuHipoMoM. CyIIeCTBYIOT JI0Ka3aTeJNbCTBA, YTO TEHETHKA
UrPaeT B ATOH I1aTOJOIMHM BAKHYIO POJIb. Y IIAllMEHTOB
¢ 6ostesnpio [yamacuepa vaiie, 4eM B OCTATLHON TIOMYJISAINAH,
Berpevaetcss HLA-DRB1 npunaniexxHoCTb.

Ipanynemamosnvie 6onesnu [7]

Ipanysemarosnbie  paccTpoiicTBa XapaKTEePHU3YIOTCS
HAJMYUEM TPaHyJeM, B KOTODPBIX MpeobJaaaioT MOHO-
HyKJIeapHble KiIeTKU. [panyieMbr (opMUPYIOTCS B Pe3yJIbTa-
T€ MOBPEXKJICHUS TKAaHEH HIMPOKUM CIEKTPOM BEIIECTB,
BKJIIOYAs MUKPOOPraHWU3MbI, AHTUTEHDbI, XUMUYECKUE U
JIEKaPCTBEHHBIX CpeicTBA. B Apyrux curyanmsx, BKJIOYas
CapKONzIO3, THONOTHYecKHe (DaKTOPHI OCTAIOTCS He BBIAC-
HEHHbBIMU.

Caproudos mupejcraBisier coO0H XPOHMYECKOE BOCIIA-
JuresbHOEe 3aboJieBaHie, MPU KOTOPOM TPAHyJIeMaTO3HOE
BOCIIAJIEHNE MOKET Pa3BUBATHCS BO MHOTHX OpraHax, IJiaB-
HbIM 06pa3oM B Jierkux. Ero mpuumta ocraercsi HEsICHOU u,
CKOpEee BCEro, BKIIOYAET B ceOst 9KOJIOTHYECKIE U 9HIOTEHHbIE
(baxTopsl opranusma narmuenta. Hacrosmas natorenerunde-
CKasl KOHIENINS 3aKJII0YaeTcss B TOM, 4YTO /IO CHX TIOp He
M3BECTHBIE CTUMYJIbl aKTUBUPYIOT HAXOJAIIMECS B IOKOE
T-ksmeTkn m Maxpodary, 4To MPUBOAUT K PEKPYTHHTY WU
AKTUBAIMN MOHOHYKJICADHBIX KJETOK M, KaK CJEJICTBHE,
o6pasoBaHuio rpanyieM B TKausax TB/l u slerounoii mapenxu-
MbI (JTbBEOJIUTY, @ B HEKOTOPBIX CJy4YasiX — HHTEPCTUIINATb-
HoMy ubposy Jserkux). CapKOMI03 CPaBHUTEIBHO DPEIKO
BCTpedaeTcd y zieteil. Ero anarnos ocHoBbIBaeTcs Ha coueTa-
HUM KJIMHUYECKUX M PEHTTEHOJOIMYecKuX 0CcoOeHHOCTel ¢
THCTOJIOTMYECKVMU HaXOJKAMM HEKa3€O03HBbIX IPaHyJeM Ipu
OTCYTCTBUY JPYTUX U3BECTHBIX IIPUYUH UX (HOPMUPOBAHUS.

3ab0y1eBaeMOCTh M PACIPOCTPAHEHHOCTh CaPKOUI03a
3aBHCHUT OT BO3PACTA, PACHI U Te0rpaIecKoro JIOKAIN3aINnNI.
XoTs uMeuch peiikue cooOIeHUsT O MAJIEHBKIX MallUeHTaX,
cpeliu KOTOPbIX ObLIN 1 MIIA/IEHIIBL, BCE 5Ke GOJBIIUMHCTBO CIIy-
YyaeB — 3TO JIeTH [IPEII0[POCTKOBOTO U OPOCTKOBOTO BO3-
pacta. /Jlamnbpie HanmonanabHoro peecrpa [Janum [11]
3a nepuox 1979-1994 rr. cBuzerenscTByor o 81 manuente
¢ capkou1o30M B Bozpacre <16 ser. Pacuernas 3abosieBae-
MocTb coctasnia 0,29 ma 100.000 B roz. ¥ nereit <4 et 3a60-
sgeBaeMocTh coctasisiyia 0,06 1 MOCTEIEHHO YBEJINYNBACTCS
no 1,02 cpexn nereit B Bospacre 14—15 ser. B smreparype
COOOIIAETCST O BBIPAKEHHOM PACOBOM pasJjinuuu B 3a00JeBae-
MOCTH U PaclpoOCTPAHEHHOCTH CaApKON/03a, B YaCTHOCTU 3Ta
naToJorHst GoJiee pacrpocTpanena cpein ahpoaMepruKaHIies.
Takske 4ncII0 BOBJICUEHHBIX B TIATOJIOTMUYECKUI TIPOIIECC Opra-
HOB ObLIO BbIlIle Y adhpoaMepUKAHIIEB, HEKeH Y leTeill Hesio-
KOJKell pachl.

KimHnueckasi KapTUHA 3aBUCUT OT KOJIMYECTBA BOBJIE-
YEHHBIX B IATOJIOTMYECKUIT TIPOIIECC OPraHOB U CUCTEM, He-
crennduyHa ¥ 4acTo MeEHee OYEBM/IHA, YeM Yy B3POCJIBIX.
B noksaze yuensix us Jlannm caMbIMU pacipocTpaHeHHBIMU
CUMIITOMAaMHU HAa3BaHbI aCTEHUs, TIOTEPsI Beca U JIMXOPAJIKA.
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Cpean  KJIMHUYECKHUX CHUMIITOMOB  IIPEUMYIIECTBEHHO
BCTPEYAJINCH: JIbIXATeIbHAS HEIOCTaTOYHOCTD, YBETHUYCHIE
JMM(bATHYECKUX Y3JI0B, KOKHBIC IPOSIBJICHUS, O(TATIBMO-
JIOTMYECKUE CUMIITOMBI M HAPYIICHUS [IEHTPAJIbHON HEPBHOM
cucrembl. [IporuHo3 Takke oTaMdascs: ol ObUI MeHee Garo-
NPUATHBIM. Y MJIAJIIUX JieTell HabJoAanoch 6oee TssKeaoe
TeyeHre U (oJiee PACIPOCTPAHEHHbBIE MOJMOPTAHHbIE HAPY-
HICHUSI.

B 10% cayuaes penrrenorpammbl OTK Gbin Hopmadib-
HbIMU, B 71% Haboganach OuiatepajibHas BHYTPUTPYIHAS
smMbazieHonaTust, 8% jeTeil UM HapeHXUMaTO3HbIe [Topa-
JKeHMe U TOJbKO oiuH maruent umen II1 craguio 3aboseBa-
uusi. Heobparumoro ¢hubposa JIerkux B 3T0 CepUU UCCIIe0-
BaHui He ObLT0. Hapyiuenust GyHKIIMU JIETKUX TIPOUCXOAUIIO
[0 PECTPUKTUBHOMY THIY U CONPOBOKIAJIOCH CHIKEHHEM
mupdysuonnoii  cnocobnoctn. BAJI  mokymeHTHpOBa
JUMGONUTAPHBIN AJBBCOJUT € YBEJNYEHHBIM OTHOIICHUEM
CD4/CDS8, B xpoBu (UKCHPOBATN TOBBIIIECHNE YPOBHSI
AQHTUOTEH3MH-TIPEBPAIIAIOIIETO (hePMEHTA.

Zpyeue epanynemamosnvte 6one3nu y demei [7]

Penuausupyiorue GakrepraibHbie U PUOKOBbIe HHMEK-
MU SIBJISIIOTCSI OCHOBHBIMH TIPOSIBJIEHUSIMM XPOHHYECKOU
rpanyaomarosuoit 6osesnu (XI'D), koropass orHocuTCs
K TPYyIIIe HEKa3€03HbIX IPAHyJIeMaTO30B U CBI3aHa C HapylIe-
HeM QyHKunu Helirpoduaos. Haubosee yactbiMu npudn-
HAMU JIOKAJIbHBIX THOWHO-BOCIIAIUTEbHBIX IIPOIECCOB ObLIH:
[ATOreHHbII 30JI0TUCTBII cTahUIOKOKK, Aspergillus, Burkhol-
deria cepacia n KullleYyHble TPAMOTPUIATEIbHbIE OAKTEPHH.
Jlerounbie TOpaskeHMsI BKJIIOYAIOT OONIMPHYIO WHOUIBTpa-
IUIO JIETOYHON TMAPEHXUMbI U TPYAHYIO JHUM(paIeHOTaTHIO.
Heob6xonumo 1poBoauth auddepeHnanbHblii  THardos
C CapKOUI030M U TYOEPKYJIE30M, TAK KaK B HEKOTOPBIX CUTYa-
IIUSAX PABHOMEPHOE paciipe/ieJieHre rpaHyIeMaTO3HbIX 1opa-
SKEHWIl JIETKUX Ha PEHTIeHOTPAMMaX MOKET ObITh CXOKHUM
C IPOSIBJICHUSIMU MUJIMAPHOTO TyOepKyJiesa.

Iuctuouuros Jlanrepranca. Kierku Jlanrepramca
apagiorea quddepeHInPOBAaHHBIMI  KJIETKAaMU MOHOIIM-
TapHO-MakpodarajibHOU JTUHUM, KOTOPbIEe (HYHKIIHOHUPYIOT
KaK  aHTUTEH-TIPe3eHTUpYyole  KJIeTKu.  [IpuamHb
AKCHAHCUU TOIyJsAnuell kiaetok JlanrepraHca HEM3BECTHBI;
Y B3POCJIBIX €€ CBSI3BIBAIOT C KypeHHeM curapet. B Gosbimim-
cTBe cJaydaeB ructuonuTos Jlanrepranca nabuaogaercst
y zereil B Bo3pacte 1 u 15 jiet, 00BIYHO ¢ HOPasKEHUEM IO~
ckux kocreii (80%), Bkitouast uepert. Muduabrparms mio-
CKHX KOCTEHl TPOUSBOJUT «CHHAPOM MPOGONHUKA» Ha PEHT-
TeH-UCCJIe/IOBAaHUH, YTO MOKET MPHUBECTH K Pas3pylIeHUIO
ux 6e3 BUAMMBIX IIPUYKUH TpaBMaTu3Ma. [Ipu rHCTHONUTO3E
Jlanrepranca B aTOJIOTUYECKUI ITPOIECC BOBJIEKAIOTCS Pa3-
JIMYHbIE OPraHbl — KOCTHBII MO3T, IIeYeHb, cesie3eHKa, JuMba-
TUYEeCKNe Y3Jbl, TUMYC, Koxka, KocTh, JKKT n serkue. Tem He
MeHee, 3a00JIeBaHUE JIETKUX MOKET ObITh U30JMPOBAHHOM
po6JIeMoit. ITO HABJIIOAETCsI, IIIABHBIM 00PA30M, Y MaJleHb-
Kux manueHToB. OHO MOXKET OBITh TPUYHUHON CHOHTAHHOTO
ITHEBMOTOPAKCA.

JleTu ¢ JIerOYHBIMU TIPOSIBJCHUSAME TMCTUOIUTO32 OTJIM-
Y4aTCsT BapuabebHOCThIO KIMHUYECKOU kapTuhbl. OHa
MOJKET OBITb OECCUMIITOMHO WJTH TIPOSIBIISITHCST HecTenudu-
YeCKMMHM CUMITOMAMH, TaKUMU KaK HEIPOJAYKTUBHBIN
kamtesib u ozbinka. KTBP rpynHoil kieTkn sBiisiercst 1ocTa-
TOYHO YYBCTBUTEJbHBIM HMHCTPYMEHTOM /LIS THATHOCTHUKU.
Coueranne nuddy3HbIX HePaBUIbHON (POPMBI KUCTO3HBIX
[POCTPAHCTB ¢ HEGOJIBIIUMU [TEPUOPOHXUANBHBIME Y3EJIKO-
BBIMM 3aTEMHEHUSIMHU, IIPEUMYIIECTBEHHO B CPEJIHUX U BEPX-
HUX JI0JIFX, JI0JIKHO HABOJIUTD HA MBICJIb O JIETOYHOM MCTHO-
nurose Jlanrepranca. /Ipyrue HapylieHus IpejCTaBJeHbDI
[MOMYTHEHUSIMU TI0 TUITY «MaTOBOTO CTekJa». Hamnmuue yBe-
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Tabruya 3
Knaccudpukaumna UUNM [13]

OCHOBHbIE Pepkune
Maunonatnyeckun JInmdboumTapHas uHTEpCTULManbHas
Nero4Hon rbépos NHEBMOHWS
Hecneunduyeckas MneBponapeHxMMaTosHbIi

MHTEpCTULMANbHAS MHEBMOHWS ¢hnbpoanacTos

KpuntoreHHas opraHuaytoLLas

MHEBMOHWA
Octpas nHTepcTLmanbHas

MHEBMOHWA

PecnnpatopHbIit 6GPOHXMONNT C

MHTEPCTULMANBHON 6ONE3HBIO NErknx
[ecksamaTtvBHas
MHTEpCTULMANbHAA MHEBMOHUA

Jsudyennoro yucsa kiaetok Jlanrepranca B BAJI (onpenensior-
s IyTeM OKpalBanus ¢ anturesiamu nporus CD1a) 6osee
geM 5% Takske YKa3bIBaeT Ha JIETOYHONW TMCTUONNTO3. [1CTO-
JIOTHYECKash KapTHHA COOTBETCTBYET KJIETOUHOMY TTOBPEXK/IE-
HUIO 110 TUITY Y3€JIKOB, KOTOPbIE MMEIOT CMEIIaHHbIH KJIeTOY-
HBIH cocTaB ¢ mpeobuajanneM kietok Jlanrepranca, cpean
903MHOGDUIOB, JIUMOOIUTOB, IJIA3MATUIECKUX KJETOK,
bubpo6IACTOB U MUTMEHTHBIX aJIbBEOJISIPHBIX MAKPO(DAToB.

Hudpysnoe napenxumamosnoe nospexcoenue Heus-
eecmnoil smuonozuu [5,13]

B 2013 roxy skcriepror ATS n ERS us gncsa nyabsmoHo-
JIOTOB, PaJIMOJIOTOB M 1ATOJ0r0B copmysnposann Mexiy-
HapoaHblii KoHcencyc, KOTopblii yCTaHOBUJI HOBBIC CTaH/AP-
T Kiaccuuranuu VNI y B3pocabix. dTa Kiaaccuuraims
OCHOBaHA HA TUCTOJOTMYECKUX, KINHUKO-PATNOJOTTYECKIX
narreprax (tabi. 3).

PecriuparopHblii OPOHXMOIUT OIUCAH Y KyPSIIUX B3PO-
CJIBIX, OCTAJIbHBIC MHTEPCTUIINAIbHbIC TTHEBMOHUN BCTpeya-
IOTCSI 'y IeTeH.

[TaTosioroanatoMuyeckue AMATHOCTUYCCKUE KPUTEPUU
neckBamatusnoit UIl w necneyuguuecxoiu HII (HUII)
SIBJISIIOTCSL OOIIUMHE ISt JIeTell U B3POCJBIX. DTH MUCTOIOTH-
YeCKUe HAXOJIKU Y JIeTell IOJKHBI TTOOYKIATh K TeHETHYECKO-
My HCCJIEJIOBAHNIO Ha aHOMaJIbHble Geskn cypdaxranta. He-
crenuduyeckast 1 Hanbosee yacto BcrpeyaeTcst Cpein Beex
kmamYecknx ciaydaeB M 3J1 ¢ pasmmaabsiMu (hakTopaMu Bo3-
JICHCTBUS, XOTSI 3a4aCTyI0 MMeeT HEM3BECTHYIO 3THOJIOTHIO.
¥ B3pocasix HUII nmeet smyumuii mporuos, yem octpast MII.
Tucronornueckas kapruna HUII npeacrasisier coboil cMech
Bocrasienust u Gubposa, MOITOMY MOAPASAEISETCS Ha KJe-
TOYHbL 1 (PUOPO3UPYIONIKIA BApUAHTBI. Y HAIMEHTOB, UME-
IUN KJIETOYHBIM TUCTOJOTUYECKUN TMATTepH, OTBET HA CTe-
POUIHYIO TEPAINIO JIyyllle, U OHA pa3peniaeTcs MOJTHOCTDIO,
B OTJINYUE OT T€X, KOTOpble UMeIoT (GhrbPO3, Mporpeccupyio-
i1 10 KOHEYHOIT cTaguu GOJIe3HU.

Kpunmozennas opeanusyrowas nueemonus (IIepBUYHO Ha3-
BaHHast 0OJIUTEPUPYIONUI GPOHXHUOJIUT ¢ OPraHU3YIOLIEl TTHe-
BMOHMeIT) OblIa OlMcaHa y JeTell Kak W30JMPOBAHHbINA (heHO-
MEeH WJIM B CBSI3W C acTMOH, WH(EKIMeNl WM peakiueil Ha
JIEKapCTBO, XUMHUOTEPAITNIO, TPAHCILIAHTAIMIO KOCTHOTO MO3Ta,
C ayTOMMMYHHBIMM HapyHICHUSAMHU ¥ Ja)Ke TIPH MYKOBHCIIH-
nose. [Iporuos o6prano xopouuii Ha gpone TKC-reparm.

Ocmpas unmepcmuyuanvias nweemonus — penkast popma
y neteii. HexoTopsle ciryyan B mocJieiCTBUN OKa3aJInuCh MyTa-
UAMKM TeHOB cypdakTaHTHBIX TpoTenHoB. CoBpeMeHHOe
MaToJ0roOaHaTOMIYECKoe nccaenoBanme 25 caydaes chILD
B Koposesckom rocrmrane JlonzoHa He OOGHAPYXKUIO HI
OJIHOTO cilyyas ¢ rucrosiorndeckumu rnpusHakamu OUIIL.
ITporuo3 y B3pocibix ¢ OUII 1m10x0ii, 1 6OJIBIIMHCTBO Malu-
€HTOB He TepeXkIIn S5-JeTHUil mnepuoz. /leTw varie >KUBYT
3HAYUTEJILHO JIOJIbIIE W MMEIOT HEIPOrpeccupylolnee teve-
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HUe, TIOATOMY IIpemoJaraercs, 4To onn He mmenu OUIIL.
ITHN HaXO/IKU CTaBAT IO/ coMHeHHe cytecTBoBanne OUIIL
y zeTeil.

[Honoxenmne mexaynapoanoro koucencyca (2013 roma)
yTBepskzaaet, uto oObranast VI 6bita XxapakTepHON IS alu-
€HTOB C KJIMHUYECKUM JMarHo3oM «Houonamuueckuii nezou-
not pubpos» (NJIMD), nosromy Gbia yopaHa us kiaaccuduka-
. B smrteparype ecth cBemenust o cBbie 100 ciayuyaes
serounoro Gubposa y jereii, oaHako oyarun GhubpodIacTOB
B OMOIITATaX JIETKUX HE ObLIM OOHAPYKEHBI.

Hecxksamamuenas u aumpoyumapnas VI y nereit Bctpe-
YAIOTCsI, XOTsI OHU OCTAIOTCS IOCTATOUHO PEAKUMU (GOPMAMU.
B ornmuwne ot B3pocawix, AW u JIUII y neteit ne cBsi3anb
¢ kypenunem. JINTT vamnie HabmogaeTcst y eteil ¢ MIMMYHHBIMA
nedexramn (BUY-undunupoBaHHbie) U HapylleHUSIMU
COENIMTHUTENLHOI TKAHI.

Cneuugpuuecxue cocmosnus [7]

Jlezounotl anveeonapHviil MUKPOIUMUA3 — TO COCTOSTHIE C
AyTOCOMHO-PEIECCUBHBIM THIIOM HACJEOBAHUS U XapaKTe-
pusyercsi MeJIeHHBIM  (HOPMUPOBAHMEM MHUKPOJIUTOB
B MHTPAaJIbBEOJSIPHOM TIpocTpancTBe. OcoGEHHO YacTo OHO
BCTPEYAELTCSI CPe/IN TYPKOB. XOTsI 9Ta MaTOJOTUsI XapaKTepHa
IS B3POCJIBIX, HO OTIMCAHbI ciydan u 'y jereil. Kimunueckoe
TeyeHne MOKET ObITh OUeHb BAJIBIM. BO3MOKHON NpUYMHON
3abosieBanyst MOKeT GbITh MyTanust B reie SLC34A2. Jleye-
HUEe HEW3BECTHO. [MAPOKCHATATUT, KOTOPBIH WHTHOUpPYyeT
06pa3oBaHue 9KTOIMMYHBIX KalbIIUMUKATOB, HEd(hHEKTUBEH.
Onun cayyail edenus nasakem TBJ] 6osbinmu o6beMaMu
He uMeJl ycrexa. XOoTsl HeJlaBHUe TeHeTHYecKre MCCJIeoBa-
HUS TI0Ka3bIBAKOT, 4TO usydeHue docharHoro merabosnsma
MOJKET ObITh 60JIe€ UHTEPECHBIM U TT0JIE3HbIM.

Jezounoit zemoppazunecxuii cunopom [5]

[Tprunnsl 1uddY3HOr0 JIETOYHOTO TeMOPPArnYecKoTo
CUH/IPOMA C aJIbBEOJISIPHBIM KaIUJLISIPUTOM:

— rpaiyJsomaro3 Berenepa;

— CHCTEMHBII HEKPOTUYECKUI BACKYJIUT (MUKPOCKOIIM-
YeCKUI BACKyJIUT);

— cMelanHoe 3a00/1eBaHIe COeIMHUTEIbHON TKaHH;

— cungapom bexuera (MoskeT GbITh U GOJIBIIOE COCYAUCTOE
KPOBOTEUEHue);

— nypmypa [llonneii—Ienoxa;

— cungpom lyanacuepa;

— Hedpur ¢/6e3 UMMYHOKOMILICKCHOI GOJIe3HU.

OHM MOTyT IPOTEKATh OCTPO, YIOAOOJSSICH OCTPOMY
JIUCTPECC-CUHPOMY € TSIKEJIOH THIOKCeMUEil 1 OBIIMPHBIM
AJTbBEOJISIPHBIM 3aMOJIHEHUEM WJIM XPOHUYECKUM reModhTH-
30M 1 aHeMHeil. Y MaJleHbKUX JleTell nnonaTndeckoe Jerod-
HOe KPOBOTeYeHHe MOKET HAUMHATLCS JKese301edUIuTHON
aHeMuell ckopee, 4eM reMo(TH30M, ¥ aHEMUSI MOXKET OTBe-
YaTh HAa TEPAITUIO JKEJIE30M.

IIpu  nposedenuu Ougdepenyuanvnoi  Juaznocmuxu
1e06X00UMO UCKAIOUUMD:

— BTOPUYHBINH TreMOPParuYecKuil CUHAPOM (JIETOUHYIO
BEHO3HYIO I'MIIEPTEH3NUIO);

— JIOKaJIbHbIE aHATOMUYECKUE aHOMasnK (OPOHXOIKTA3bI
WJTH JIETOYHbIE ADTEPUOBEHO3HbIE MATBL(HOPMAITHI);

— JIETOYHOW KAIMJUJISIPUT, KOTOPBIN aCCOIMUPOBAH
C CHCTEMHBIMU 3a00JI€BaHUSMU;

— JIpyTHe TeMOPPAarnyecKue CUHAPOMbI 0€3 KalliJLIspyTa.

R. Ferlinz (1974) onpenensier nuddepeHmaibHbiii psi
3ab0JIeBaHUH, /IS KOTOPBIX XapaKTepeH reMoMbTH3, TaKuM
06pa3oM: XPOHWYECKUH TPaxeoOPOHXUT, TYOEpKyJes, pak
JIETKOTO, aeHOMBI OPOHXa, OPOHX0IKTa3bl, JOOAPHBIC TTHEB-
MOHUY, UHQAPKT JIETKOTro, Bce (OPMBI IeMOpPpParundecKoro
[MaTe3a, AaclepruiJIoMbl, 3aCTONHOE JIerkoe, CUHAPOM
Iynmacuepa, cunzpom Berenepa, y3esgKOBBII epuapTepuunT,
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ITHEBMOKOHMO3bI, JICTOYHbIH 3H/IOMETPHO3, KUCTBI JIETKOTO,
«COTOBOE» JIETKOE, MJAMOTIATHYECKUI JIETOYHBIN TeMOCHIEPO3.

OHO#1 U3 IIPUYKH JIETOYHOTO KPOBOTEUEHUST MOTYT ObITh
6oJie3Hn OpraHoOB KpoBooOpaieHust. OO6UIbHOE KPOBOTEYE-
HUE TIPU MUTPAJIBHBIX CTEHO3aX 00YCIOBJICHO TUTIePTEeH3UEH
MaJIOTO Kpyra KpOBOOOPAIIEHUs U PAa3PbIBOM PACIIMPEHHBIX
OGPOHXUAIBHBIX BEH; [IPU aHEBPU3MaX a0pThl — repdopaiiueii
B Tpaxelo U TJaBHbIe OPOHXM, yallle JieBblid. PelruauBupyio-
IIMe JIETOYHbIe KPOBOTEUEHUS MPUCYIIN BPOXKICHHBIM 110PO-
KaM cepama ¢ eeKToOM Meperopoaky, KOMILIEKCY JH3eH-
MeHrepa.

Korza atn Ho30710rM4YecKue eAMHNIbI UCKIIIOYEHDI, THar-
HO30M HCKJIIOYEHUS SBJSETCS WMIMONATHYECKOE JIETOUHOe
kpoBotedenne (IPH). Heonatanpuble serounbsie kpoBoTede-
Hug He gBisiores npossienuneM chILD. Panee cumrtanocs,
YTO 3TO CBA3AHO C AaHTUMOJIOYHBIMU aHTHTesIaMu Kiaacca IgD
U 9TO MCKJIIOYEHNE MOJIOKA U3 JUeThl pebGeHKa TPUHOCHIIO
moJib3y. B Hacrosiee BpeMsi CUMTAETCs, YTO YPOBEHb HTHX
AQHTUTEJ HEBBICOK, M HCKJIIOUYEHHUE MOJIOKA W3 JUETHI
HE IIPUHOCHUT OILYTHUMOH OJIb3bI.

Jluddystbie Jeroynbie reMopparii MOryT ObITh 3aI0/0-
spenbl Ha KTBP u noxreepskaetsr BAJT v/uau Guorncuiitbi-
My Haxojakamu cujepodaros. Cremyer TONYEPKHYTD,
4yTO cuziepodaru He SABJLIOTCS CIEU(MUYHBIM TPU3HAKOM
nnst IPH. B HecmoxHBIX cirydasx XUpyprudeckasi jJeroyHast
Guoricusi MokeT ObITh HeoOSA3aTeIbHOMN, HO eCJIM MO03pPeBa-
eTcs KalWJISPUT WJIN MMEET MEeCTO IIOXOH OTBET Ha Jieye-
HII€, TO TIPOBejIeHNE GUOTICUY SIBJISIETCS AKTYaJIbHBIM.

Jleuenne IPH ne umeer nokasaresbHoli 6asbl. [Ipomoka-
0T HUCIOJB30BATh IYJIbC-TEPAITUIO METHUJIPEIHUI0JTOHOM
B mo3e 500 Mr/M2 B TeueHue TpexX THEN eKeMecsuyHO B Tede-
HUE [IeCTH MECSIEB C JAJIbHEHIITIM ITPUEMOM BHYTPb KOPTH-
KOCTEPOMU/JIOB MJIN TUAPOXJOopokuHa. Ecam aTor moaxon

JIUTEPATYPA

ne umeet ahdexTa, To paccMaTpruBaeTCcs HazHaYeHUe IIUTOTOK-
CHUYECKON Teparnm.

IIporHos j10JKeH GbITh OCTOPOKHBIM, HO OIMCAHBI CJIyYau
JUTUTEIbHON pemuccun. Jleyenue cieyer MeIICeHHO OTMe-
HATD, €CJIM HET SIBHOTO KPOBOTEYCHUM B TEYEHUE JIBYX-TPeEX
Jiet n HeT cuzepodaros B BAJL.

Peaxmuenvie mum@oudnvie HapyueHus 1e2KuUx, nOXo-
srcue na chILD [5]

Irto Tenbiit crekTp 3aboJieBaHuil, KOTOPBIA BKJIOYAET,
C OJIHOW CTOPOHBI, JUMMOIUTAPHYIO MHTEPCTUIHATBHYIO
nuesmonuio (JIVII), ¢ apyroit — zerounyio jumdomy.
D oKy ISIPHBIET OPOHXMOIUT XaPAKTEPU3YETCS HATMYUEM
OGPOHXOIEHTPUYCCKIX JTUMMPONAHBIX hosmnkya, a JINIT —
6osee muddysHoe cocrosrue. DoSUKYISAPHBI GPOHXUO-
JIIT MOZKET ObITh 3ao103peH 110 KT-1pusnakam u ObITh Kiac-
cudUIMPOBaH KaK OCTPBIiA, TTOZ0CTPBII NI B IEPUOJIE pa3pe-
menus. QoJMKyJISpHbLi OPOHXKOMUT WK, ocoberno, JINII
MOTYT OBITh CBSI3aHHBI ¢ MMMYHOAE(MUIUTAMU, TTOITOMY
3TU JIeTH JIOJIKHBIL OBITH OCMOTPEHBI UMMYHOJIOTOM.

AyroummyHHbIe 3a60JIEBAHUST SIBJISIIOTCST JIPYTOil TIPIYM-
HOM 3TUX COCTOSHUN. B-KIeTounas nHPUIBTpAITHS SABISETCS
0COOGEHHOCTBIO ATOTO TIPOIECCa, HO MEXAHU3M €€ OCTAeTCs He
JI0 KOHIIA M3yYCHHBIM.

[IporHos 3aBucut oT 3ab0JIeBaHUSI, JIEXKAIIETO B OCHOBE.
Wanonatudeckue ciaydan (GOJITUKYISPHOTO GPOHXHOIUTA
UMEIOT XOPOUIUN TPOTHO3 (BO3MOMKHO HECKOJBKO XYiKe
y JleTeil, 4eM y B3POCJIbIX) M, KaK MPAaBUJIO, Pa3peraroTcs
CO BPEMEHEM.

JInmdonurapayio HHTEPCTUINATBHYIO THEBMOHUIO, 0CO-
GEHHO HAXOMAIIYIOCS B KPaeBOil 30He JIETKUX, HEOOXOAUMO
muddepennuposath ¢ auMGbOMOi, ucxousmieit ns aumbon/-
HOIl TKaHW CJM3HUCTHIX 0O0JIOYEK, HO 9TO COCTOSIHUE OYEHD
PelKo BeTpeyaeTcs y JeTel.
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IHTepcTULiliHi 3aXxBOPIOBaHHS NiIereHb y aitei (ornap iHo3eMHol nitepatypu). YactuHa 2. IHTepcTULiiHi

3axBOPIOBAHHS JIEreHb y AiTei, CTaplumx ABOX POKiB, Ta ix AndepeHuianbHa AiarHocTmka

O.M. OxotHixoBa, T.M. Tka4oBa, 0. [op6aTiok

HauioHanbHa akagemia nicnaanniaomMHoi ocsity im. M.J1. Wynuka, m. Kuis, YkpaiHa

B ornaai BMCBITNIOIOTLCA AOCATHEHHA AWUTAYOI NynbMOHOMOri 32 ocTaHHi 10 pokis. HaBoauTbCA iHopmauis LWo[o Knacudikauii iHTepCTULIRHNX
3axBOpIOBaHb Niereqb (I3J1) y Aitei, nifgXoAiB A0 AiarHOCTUKM, KNIHIYHOI KAPTUHW | TaKTUKW NiKyBaHHS [EAKUX HO30M0r4HMX oauHuLps. Ocobnusa ysara
NPUAINAETLCS HOBUM KNiHIYHAM (hopmam y fiTeit MONOALLE ABOX POKiB. CTaTTa NoAineHa Ha Tpu YacTuHU. Y 1-i 4acTUHI HAZAETbCA MaTepian, NpUCBAYeHN
KnacudikauiiiHnm nigxoaam Ta OKPEMUM HO30M0rYHIUM oguHuULAM 131, AKi 3yCTpiYatoTbCA NEPeBaXHO Y HEMOBNIAT; 2-ra YaCTMHA BUCBIT/IIOE 3aXBOPIOBAHHS
AiTei 6inbLL CTapLIOro Biky (2—18 poKiB), y KNiHI4HI KAPTUHI AKWX € XPOHIYHWIA NEreHeBuI NapeHXiMaTo3HUIA NPOLIEC; Y 3-/ YaCTUHI HABOAMTLCA iH(hopMaLlis
LL0J0 MEeTOZiB Ta NiAXOLIB 40 AiarHOCTUKM, @ TAKOX CTpaTerisi NikyBaHHs.

KntoyoBi cnoBa: iHTepCTULIiHI 3aXBOPIOBAHHSA NereHb, AiTh, Knacuikauis, fiarHOCTUKA, JiKyBaHHS.

Interstitial lung diseases in children (Review of Foreign Literature).

Part 2. ILD disease entities, which are found mainly

in infants (2—18 years)

0.M. Okhotnikova, TN. Tkacheva, 0. Gorbatyuk

The National Academy of Postgraduate Education, Kyiv, Ukraine

Interstitial lung disease (ILD) in infants and children comprises a large spectrum of rare respiratory disorders that are mostly chronic and associated with high
morbidity and mortality. These disorders are characterized by inflammatory and fibrotic changes that affect alveolar walls. Children with these conditions typ-
ically present with tachypnea, crackles, and hypoxemia. Recent advances have been made in the identification of different types of PILD that are unique to
infancy. More exciting has been the discovery of genetic abnormalities of surfactant function, now described in both children and adults. Several classifica-
tions for ILD have been proposed but none is entirely satisfactory especially in children. The following diagnostic grouping is used to discuss the various caus-
es of paediatric ILD: 1) exposure-related ILD; 2) systemic disease-associated ILD; 3) alveolar structure disorder-associated ILD; and 4) ILD specific to infan-
cy. The present article reviews different types of PILD, current diagnostic approaches, as well as therapeutic strategies. The article is divided into three parts.
The first part describes the ILD disease entities, which are found mainly in infants; Part 2 is devoted to the diseases in older children (2-18 years), in which
the clinic has a chronic pulmonary parenchymal process; in the third part provides information on the methods and approaches of diagnosis as well as treat-
ment strategies.

Key words: Interstitial lung disease, children, classifications, diagnostics, treatment.
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