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O630p nocesiuen docmudceHusim 0emckoi nyrvMorosozuu 3a nocieduwue 10 nem. Hpusodumcs: ungopmayus o Kiaccupurayuu
unmepcmuyuaivHbix 3abonesanuil reekux (M3JI) y demeil, o nooxodax k duaznocmuie, KIUHUYECKOT KAPMUHe U MAKMuKe jedetisl
HeKomopvix Ho3010zudeckux eounuy. Ocoboe eHUManUe YOeasemcs HOBbIM KIUHUYECKUM (DopMam, xapakmephvim 0is demell
maadwe deyx nem. Cmamosi cocmoum us mpéx uacmeti. B 1-1i ee vacmu daromesi kiaccuguxayuontvie no0xo0vl U ONUCHIBAIOMCsL
omoevHvie HO30J02udecKue eOuHuypl U3JI, komopuie scmpeuarmcs: npeumyuecmeeHHo y MAA0eHues; 2-s 4acmv nocesiuyeHa
3abonesanusim demeti cmapuiezo sozpacma (om 2-x do 18 nem), 6 KiuHuKe KOMOPHIX UMEEMCS XPOHUUECKULL JIe20UHOU
NAPEHXUMAMOZHBLIL NPOUECC; 8 3-1L UACMU NPUBOOUMCSL UHDOPMALUSL 0 MEMOOAX U NOOX00ax K OUAZHOCIUKE, 4 TNAKHCE CIMPAMEezUs.

JeHerHusl.

Kntoueswte crnosa: unmepcmuyuaivHole sabonesanus JEZKUX, 8emu, maccuqbwcauuﬂ, éuazuocmum, Jleuenue.

Bce uHTEpCTHIMANbHBIE 3a00meBanus jerkux (M3J1)
y JleTeil cTapiie ABYX JIeT MOKHO Pa3IesuThb Ha TPU
6OJTBIITE TPYTIDI [5].

B 2008 roay paGoueii rpymnmoit ERS 06bu1 nposexen
anasus (7] 131 cayuas V3JI feteit Bcex BO3PACTHBIX KaTero-
puii. IIpu AMarHOCTHKE UCKIOYUTENbHO HAa OUOICUIO He
noJtaraiuck. 3 aToiit KoropTsl ObLIN HCKIIOYEHBl KIMMYHOJIE-
urrer. Manonatudyeckass MHTEPCTUIUATBHAS THEBMOHMS
(MIUII) 6buta auarnoctupoBana B 46 (35%) ciydasx, Xpo-
nuueckas nndexnust — B 19 (14,5%) u 3J1 usBecTHOiT 9THO-
gorun — B 51 (39%), cpeant KOTOPBIX Haubosee 4acTo BCTpe-
YAJIUCh TUTIEPCEHCETUBHBIN MTHEBMOHUT ¥ ACIHUPAIMOHHBII
cunzipoM. B 2007 roay G.H. Deutsch et al. [9] B CIIIA omy6-
sukoBaiu pesynsrarbl 101 6Guoncuu jerkux gereir ¢ M3JI
B Bospacte 2—18 jiet. Cpearmuii ypoBeHb HMMYHHTETa HAOJIIO-
nasicst y 34%; undexi 1 mocTuH(EKIIMOHHbIE COCTOSIHIE
ObLK uarHoctupoBanbl y 16% u Tosibko y 8% Oblin 06HApY-

JKEHbI MJTajieHdeckre (hopMbl 3a00J1€BaHNIT, BKIIIOYAsT TIO3/[HO
MTPOSIBJISTIONIMECS HAPYIIIEHHST CUCTEMbI CypdhaKTanTa.

Kak BugHo u3 Tabauin 1, 60JbII0€ KOJUYECTBO TIATO-
JIOTUYECKUX TIPUYMH MOKET MPUBECTH K MPOrpeccupyroiie-
My TapeHXMMAaTO3HOMY HOBpexaeHuI0 Jerkux. Crenosa-
TEJIbHO, JUArHOCTUYECKUI MOUCK [OJIKEH OBbITh IPOBEIEH
COIJIACHO YACTOTE BCTPEYAEMOCTH HTUX 3ab0seBaHuii,
T.e. 1) HYKHO HCKJIOUMTH BO3JIEHCTBUS BHEINTHEH CPeJIbl,
npusoggmue k M3J (uHbeknunonHble, TOKCHYCCKUE,
aJuIepruyeckKue, JeKapecTBeHHO UHIYIIUPOBAHHbIE W pajua-
[MOHHbBIE HAPYLICHUs1); 2) UCKIIOUUTh CUCTEMHbIE 3a00J1e-
BaHus, acconmuponanueie ¢ 113J1; 3) paccMoTpeTs BO3MOK-
HOCTb NMEPBUYHBIX HAPYIICHUN aJIbBCOJISPHON CTPYKTYPBHI,
acconuupoBanubix ¢ U3JI; 4) yuects Bozmosxknocts M3JI,
KOTOPBle MOTYT MMeTb IIPOJIOHIMPOBAHHOE TeueHue
(ot Teproa MiTajieHYecTBa 1 10 GoJiee CTapIiero BO3pacra,
BKJTIOUAsT TIOJIPOCTKOBBII ).

Tabnuya 1

Fpynnbl U3J1, BcTpeyalowmecs y aetei craplie AByx net

KaTteropusa
chiLD

Mpumep

chiILD unaBecTHOM

- PagnaumoHHble HapyLleHus
3Tnosiormn AviaLy Py

- FeHeTUYeckne HapyLLeHus
- JereHepaTuBHble 3aboneBaHus

- VIH®beKUMOHHbIE NN NOCTUHPEKLMOHHBIE HapyLLEeHUS
- ToKcuyeckie Unu anmnepruyeckme NHransuan
- JlekapCTBEHHO MHAYLMPOBaHHbIE HapyLLeHUs

- OHkonoruyeckue n nuMmdonponudepaTmBHble 3abonesaHns

- AndpdpysHble 3aboneBaHUs coeAUHUTENBHOW TKaHM
- BocnanutenbHble 3aboneBaHnsa KULLEYHWKa, @y TOMMMYHHbI renaTuT

- MuetrouuTos
chlLD, cBsizaHHble - OpraHHasi HeJOCTaTOYHOCTb (MoYeyHas, cepaeyHas)
C Apyrumu - Capkongos
COCTOSIHUAMU - BonesHb « TpaHcnnaHTaT NPOTUB XO3ANHa»
- BeHookkntosneHasa 6oresHb nerkmx
- BpoxaeHHHble olunbkn MeTabonunama,3aboneBaHne HakonneHUa NUNUAoB
- IMMyHogepuumnThI
- [leckBaMoTVBHasA UHTepcTULManbHasa NHeBMOHUA
- NnmdboumTapHan MHTepcTULManbHas NHEBMOHUS
MepBUYHbIE - Hecneuuduyeckas nHtepctuumansHas nHeBMOHUSA
neroyHble - O6nuTepupyoLMIn BPOHXMONUT C OpraHW3ytoLLel NHeBMOoHMe
HapyLueHus - AnbBeONSApPHLI reMopparnvyecknini CUHAPOM
Hen3BeCTHOW - NerouHon anbBeONAPHbIN MPOTENHO3
aTuomnorum - NeroyHble MHUNLTPaTLI ¢ 903MHODUNNEN

- Jlero4yHoit M1KkponuT1as

- rlyJ'IbMOHOJ'IOFI/ILIecKI/Ie J'II/IM(baTVNecKVIe HapyLleHnAa
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Aunamues

Her undopmarumn o Bamssmm

EcTb undopyauns o
OKpYKatomeii cpe/bt

BITHSHHH OKPYKAIOMICH CPEIbI

l IKCTPAMY TbMOHATBHBIC CHMITOMBI

- VIMMy HOJIOTHS, QY TOAHTHTEA
- BHOIICHS BOBJICUCHHBIX
opraHos

! !

- UMIT
- Magenyeckue fopmer 37T

Baxtepuoorus
MOKpoThI, BAJT

Her

AHTHTEIA K A]ICPICHAM

Wnpexupn

- THnepCCHCUTHBHBIIT ATbBCOTHT Cuctemubic 3a00/1CBaHM:
- TOKCHYCCKHIT 7bBCOJTHT - IBCT

(MexapcTBa, paaHaLHs H ap.) - BACKY THTBI

- IPaHy IeMaTO3bI

- THCTHOLHTO3

- MeTaboyeCKue

HApPy LICHMUSL.
MvmyHozehuunTst

- Buoncus nerkux
- Tenernyeckue TecTbl

Cxema 1. lowaroBblii NOAXO0[ K ONPeAeSieHN0 KNUHUYECKOA (DOpMbI
AN y3HOro NapeHxnMaTo3Horo 3abosieBanHuns nerkux y aeten [7]

[TommraroBselit  [UAaTHOCTUYECKUN  TOAXON TIPUBENEH
Ha cxeme 1. [Tocse Toro, xak muarnos M3JI ycranoBien na
OCHOBAHWM KJIMHUYECKUX, PAAMOTIOTMYECKUX U (DYHKINO-
HAJIBHBIX TECTOB, HEOOXOAUMO MPOAHAIU3UPOBAThH AHAMHES3
C Y4YeTOM BO3MOKHOTO BJIMSHUSA (DAKTOPOB OKpYsKalOMIei
CPEJIbI C TIEJIbI0 UCKIIIOUEHUST aJIJIEPTHUECKUX U TOKCHUECKUX
AJbBEOJIUTOB, XpoHMYecknX uHbeknuit. Ciepyromuii mar
(okycupyercst Ha MOUCKe CUCTEMHOTO 3ab0JIeBaHUSI, B KJIU-
Huke Kotoporo mmeercss M3JI, opuentupysach Ha Hajgmdue
KJIMHUKO-UHCTPYMEHTATBHBIX HKCTPAMYJIbMOHATIBHBIX TPO-
sIBJIeHNH. B Takux cUTyalusx J0IOJHUTeIbHbIe UCCe[0Ba-
HUS JIOJDKHBI BKJTIOYATD OIpe/iesieHe KOHKPETHBIX ChbIBOPO-
TOYHBIX aHTUTEN U, BO3MOYKHO, IPOBe/IeHNe OUOIICHI TKaHEl
JIPYTUX OPTaHOB, BOBJEUYEHHBIX B I1aTOJOIMUYECKHIT MTPOIEeCC.
Ha sToM 3Talle UCKIIUYAIT BPOKIEHHBIE 1 IIPUOOPETEHHbIE
nmmyHoedunuTsl. Hakownert, mocse MCKII0YeHns: 3TUX JIBYX
IPYIIT IPUYKH, B CJIyYae OrpaHUdYeHrst 3a00JIeBaHusl TOJIbKO
[ATOJIOTHElT JIErKUX, MOKHO 00CYKIaTh IPOBe/ieHIe GUOIICHE
JIETKUX MJIM TEHETUYECKOTO TECTUPOBAHMUSL.

Hupysnovie napenxumamosnvie 3a601€6aHUs e2KUX,
ces13aHHbIe C 8030elicmBueM OKpyxHcalouell cpedvl

BaskHO OTMETUTD, UTO 3a00JIEBaHNUSI, CBSI3AHHbIE C DKCIIO-
3uiein (akTopoB BHENIHEH CPe/bl, HEJ00IEHUBAIOTCS
B jieTckoM Bo3pacte. OHON U3 NPUYMH TMIIOJUATHOCTUKU
sBJIsieTcst Gosiee HU3KUH YPOBEHDL 3HAHUIT M OTIBITA BbIsSIBJIC-
HUSI ATON TATOJIOTUU Y TIeHATPOB.

1. Tunepcencurusubiii nneemonut (HP) [5,7,9]

TunepceHCUTUBHBII MHEBMOHUT SBJSETCI UMMYHHOK
peaknueil KJAeTOK K MHTAJIAIMOHHBIM aHTureHam (ajepre-
HaM) y BocpuuMYmUBbIX Jnil. ¥ neteit HP wacto cBasan
€ BO3/ICIICTBUEM JIOMAIITHUX aHTUTEHOB, & TAKXKe C HEKOTOPbI-
mu x060u. HaubGosee yacto HP Berpeuaercst cpeu Jiobute-
JIell TITULL, Y JIOJICH, KUBYIIMX B CBIPLIX MOMEIICHUAX WJIN
MOBEPTAONIUXCsI BAUSHUAIO XUMUYECKUX HCHapeHuii. 3a60-
JIEBAHUS JIETKUX 3aBO/IYIKOB MITHIL BBI3BIBAIOTCS BO3/IEHCTBY-
€M TJIMKOTIPOTEMHOB, HAXOAAIINXCS B ITHYbUX 9KCKPEMEHTaX
U Ha Tepbsix. 3a00JIeBaHusI JIETKUX, CBSI3aHHbIE C MOBBIIIEH-
HOIT BJIQKHOCTBIO (2CCOIMUPOBAHHBIE ¢ PaBOTON KOHUIIHO-
Hepa, (GOHTAHA, B YCJIOBUSX IOJBATBHBIX MOMENEHUIT),
BBI3BAHDI, [JIABHBIM 00Pa30M, CBOOOIHO KUBYIUMU aMebaMu
U HEMATOoJIaMU, a Takke GakTepusiMu U rpubkamu. Xumude-
CKMe MHTJISIMKA MOTYT BO3HUKATh B PE3yJbTaTe NCHapeHus
KpPacoK M IUIacTUKOB. BermiecTBa ¢ HM3KOH MoOJeKyJIApHOI
MAccoil BCTYMAIOT B PEAKIUIO0 € OeJKAMU B JbIXaTeJIbHbIX
1y Tax, GOPMUPYS NOJHBIE AHTUTCHBDI.
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Ecnu umeercs mosoXUTENbHBI aHaMHE3 3KCIO3UITNH,
HEOOXOMMO MTPOBECTH TECTHI, MO3BOJISIIONINE M3MEPUTD YPO-
BEHb 3aTPsI3HEHNT OKPY KaIoIIei cpeibl 1 MHTePIPEeTHPOBATh
Pe3yJIbTaThl IKCIIEPTAME HKOJIOTUYECKOI METUITITHBI.

Tak xkaxk HP cunTaercss 6oJe3HbIO B3POCIBIX, TO Y JeTeil
9TO COCTOSTHVE YACTO JMATHOCTUPYETCS MO3/[THO — HA XPOHMU-
YecKOW cTaann 3ab0JieBaHUsT B pe3yJbraTe AJTUTETHHON
IKCIIO3UITMKY HU3KUX YPOBHEH WHTAISIIMOHHBIX AHTUTEHOB.
VY neteii MOTyT Pa3BUBATHCS CKPBIThIE BOCIIAIUTEIbHBIE PEaK-
MM B MHTEPCTUIMU JIETKUX 6€3 3aMeTHbIX CHUMITOMOB
B TeueHre HECKOJbKIX MeCSIEB.

KimHnueckast KapTuHa B KJlacCM4ecKoit (hopme mpejicras-
JieHa HeTPOLyKTUBHBIM KalllJIeM, OJIbIIITKON, HeJIOMOTAHUEM,
acrenuei, mHorza uano3oM. Hapymrenust GyHKimm gerkux
He SIBJSIOTCS crenUIecKUMA W MPeCTaBIeHbl PECTPUK-
TUBHBIMM HAPYIICHUSIMU, XapaKTEPHBIMU IS BCE TPYIIIIBI
M3JI. KTBP-uipusHaky BapbUpYIOT OT KapTHHBI «MaTOBOTO
CTeKJIay, MPEUMYIECTBEHHO B CPEIHUX U BEPXHUX JOJIIX,
0 TIOMYTHEHUH C TPU3HAKAMH <BO3/YIIHBIX JIOBYIIEK».
JlabopaTopHble TECTBI JOJKHBI OBITH COCPEAOTOYCHBI, TIaB-
HBIM 00Pa30M, Ha TIOUCKE CHIBOPOTOUHBIX IMPEIUITUTUPYIO-
mux IgG-anTuTtes TPOTUB TOBPEXKIAIONIETO AHTHUTEHA.
OnHako 2TWM aHTUTeNA He CYUTAIOTCS 3HAYUMBIMU JIJIsT
JMATHOCTUKY, TaK KakK OHM HalJogarTces Toibko B 50%
00pasIoB CHIBOPOTKU KPOBH Y OECCUMIITOMHBIX MAIIUEHTOB,
Mo/IBePKEHHBIX Bo3elicTBUIo hakTopa. MccnenoBanue kie-
Tounoro coctaBa BAJI mokaserBaeT yBenmuenue auM@oIu-
TOB, Yacto Gosee 50%, ¢ yMeHbIIEHHEM COOTHOLIEHUS
CD4/CDS8, Ho y neteii, B OTJIMYME OT B3POCJIBIX, 3TO COOTHO-
IIeHre MOKeT OBITh B TpejesaXx HOPMbIL [HcTojorndeckas
OTI€HKA JIETOYHOW TKaHM, Kak MPAaBUJIO, He SBJSETCS He0OXO0-
Mo 11 quarHoctukun HP.

B Hacrosiee BpemMsi HeT IMarHOCTHYECKOTO TeCTa, KOTOPbIii
sBysieTcs maTorHoMonnyHbM A HP. Hauwbosee smaunm
B IMaTHOCTHKE TIOAPOOHDII aHaMHE3 BOSMOKHOTO BO3IEHCTBIS
OKpyKaforieil cpembl. /[pyrnMu ANarHOCTUYIECKUMU KpHTe-
PUSAMHU  ABJSIOTCS: TOJOKHUTEIbHBIE TTPEIUINUTUPYIONNE
anturtena K npuunnnomy anrtureny (IgG); moBropublie amu-
30/IbI CUMIITOMOB, BO3HUKaiolue udepe3 4—8 yacoB Tocie
BO3/IEHCTBUS aHTHUTEHA; TIOsBIeHNe Mn(dy3HBIX MHOUIBT-
patoB B mapenxume Jjierkux 1o jganasiv KTBP; 8 BAJI —
KJIeTOUHasl KapTUHa JUM@OIUTAPHOTO AJIbBEOJIUTA U YBEJIH-
yerne CD8+ T-kierox.

2. BoaaeiicTBud iekapCTBEHHBIX CPe/ICTB U U3Iyuenus [7]

[TperapaTsl, UCIOIb3yeMble MPU BOCIAIUTEIbHBIX WJIN
OHKOJIOTMYECKUX 3a00JIeBaHUAX Y JeTel, MOTYT IIPUBECTH
k M3JI. Onu BKIOYAIOT B ceOsl NPOTUBOBOCIIANUTENbHBIE
cpeacTBa  (mampumep, acnupun, Etanercept), nmmy-
HOCYIIPECCUBHBIE U XUMUOTEPANIEBTUYCCKUE aTeHTHI
(Hampumep, a3aTHONPUH, METOTpeKcat, Iukiaodochamun),
aHTUOUOTHKM, CEPAEYHO-COCYAUCTBIE CPeiAcTBa U s
MOJIPOCTKOB — HAPKOTHKU. HeT 4eTKUX KIAMHUIECKUX, PEHT-
TEHOJIOTMYECKUX MJIN TTATOJIOTMYECKUX XaPAKTEPUCTHK 9THX
BO3/IEICTBUIA, U [MATHO3, KaK IPABUJIO, YCTAHABJIUBAETCS
Ha OCHOBAHWY WHOOPMAINU O TPUEMe MMaIMeHTOM KOHKPeT-
HOTO JIEKapCTBEHHOTO CPE/ICTBA, MO BPEMEHHW IKCIIO3UINN
COOTBETCTBYIOIIEl BO3MOKHOCTU Pa3BUTHS  OOJIE3HU
n uckaouenuio apyrux npuunt W3J1. Jleuenne ocHoBbIBA-
eTCcs Ha OTMEHE 9TOTO JIEKAPCTBEHHOTO CPE/ICTBA U HAa3HAUe-
HUW KOPTUKOCTEPOUIOB.

Panuonorudyeckrie MeTOZbI JIeYeHUS B JICTCKOH OHKOJIO-
ruu Takke MoryT npuBoauTh K VI3JI. [TanmenTsr, noaseprato-
[yecsl Tepaluy B TeUeHWe IIeCTH MecsIeB, KaK IPaBUJIO,
WMEIOT peHTreHorpaduiyeckiie HApYIIeHNs B BUIEe «MaTOBOTO
CTEKJIa» KaK PaJUaIl[IOHHO-00/YYeHHBIX, TaK U He 00JIydYeH-
HBIX TKAHE.
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KnuHuyeckune u ceponornyeckune oco6eHHoCcTU oTaenbHbix 3CT

Tabnuya 2

KnuHuyeckas ¢popma 3CT

KnuHuyeckue npusHaku

Ceponoruqecxue NMPU3HaKN

HLA-npuHaanexHocTb

3. Cssb Mesxay ynorpeduaennem tabaka 1 1U3J1 mwioxo
u3yuyeHa y jieTeil, Kak 1 MacCUBHOE KypeHue, B OTJHYHe OT
XPOHUYECKON 06cTpyKTUBHON Gosestu erkux (XOBJI).

Cucremnble 3a6oneBannus, cesasannsie ¢ U3JI [5,6,7,14]

3abonepanua coegunurenbroi tkanun (3CT) mpen-
CTaBJISIIOT COOOIl TETEPOreHHYIO TPYIILY MMMYHOJIOTUYECKH
OIOCPEIOBAHHBIX BOCHAIUTENBHBIX 3aboseBannii. VX 1po-
UCXOK/IeHe MHOTO(AKTOPHOE ¢ TEHETUYECKUMH, KOHCTUTY-
IIMOHHBIMH U 9KOJIOTUYECKUMHU AJIEMEHTAMHU.

CoenuuuTesnbHas TKaHb COCTOUT U3 JBYX OCHOBHBIX
CTPYKTYPHBIX OEJIKOB — 3JTACTHHA 1 KoJuTarena. JIjst kaxmo-
TO BUJIa TKAHEH XapaKTePHbI Pa3JINIHbIE TUITB OETKOB KOJLIa-
reda. Muorue 3CT gBisiioTcs cJieCTBUEM H3BPANIEHHON
NeSITeTbHOCTH UIMMYHHOIT cicTeMbl. JIerounbie moBpexIeHust
mpu 3CT moryT BKIOYaTh B cebst KaK COCYAMCTHIH, Tak U
WHTEPCTUIMAJIBHBII KOMITOHEHTBI. BakHO OTMETUTH, YTO
N3JI moxer Obith 1epBbiM tiposisierueMm 3CT, uHorna B
TeyeHnne MHOTHX MECSIIEB UJIH JIET.

HauGosee wacTbiMu 3a60J1€BAHUSAMU JIETCKOTO BO3pacTa
n3 rpynnbl 3CT gaBisiorcs: peBMaTOMIHBIN apTPUT, CUCTEM-
HBII CKJIEPO3 U CUCTeMHast KpacHast Bosuanka. Cpeau npounx
dopm Berpeuaiorest: curapom Ilerpena, mepMatoMuo3uT U
MOJIMMUO3UT, AHKUJIO3UPYIOMNN CHOHIMJIUT, CMENIaHHOe
3abosieBaHue coeMHUTEbHOI TKaru. Tabauma 2 coxeput
nHMOPMAIHIO O KIMHUYECKUX U CEPOJOTHIECKNX 0COOEHHO-
ctsix oraesabHbx hopm 3CT.

Ilynvmornonozuueckue nposigienus: 0emcKux peemamonozi-
UECKUX 3a001e6aAHUIL

CKB — zabosieBanust mieBpbl, auddysHOE albBeOJSIPHOE
MTOBPEXKIEHNE.

JlepMaTtoMuo3uT — 06JIUTEPUPYIONIUET ATbBEOJIHT, JIET0U-
Holt pubGpo3s, muadparmasibHast c1aboCTh.

CkiiepoiepMus — JierouHoit (pubpos, TUINYHBII TTATTEePH
HecrenuduIecKol UHTEPCTUINATLHON MTHEBMOHUY, JIEr0Y-
Hasl TUTIEPTEH3Us], BHEJIETOUHAST PECTPHUKITMS M3-32 yTOJIIIe-
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PeBmaTougHbI apTpuT ApTpanrun RF IgM, IgA HLA-DK SE
ApTpuTbI Anti-CCP, anti-keratin
CuUCTeMHbIVi CKepo3 Cknepogepmus ANA-SSc, SCL-70 HLA-DK3
Anti-centromere HLA-DPB1
Anti-topoisomerase 1
Anti-RNA polymerase
CKB KoXHble cbinun ANA, SSA, SSB,
ApTpuT Anti-native DNA
MmomepynoHedput Anti-nucleosome
Anti-Sm, anti-RNP
Anti-ribosome, CIC
LLlerpeH-cuHapOM KcepocTomus ANA, SSA, SSB, RF
Kcepodptansmus Anti-RNP
[epmaTomMnosnT MbiweyHas cnabocTb ANA, Anti-Jo-1
KoXHble BbiCbiNaHns Anti-MI-2, anti-SRP
C-ADM-140
AHKMNO3UPYHOLLMIA CIOHAUANT KoCTHble aHK1Mosbl HLA-B27
CwmeluanHoe 3CT Anti-U1-RNP
CucrteMHble BaCKynuTbl
['paHynemaTo3 BereHepa CuHycut c-ANCA PR3
MomepynoHedput
Yappxa—CTpocca cUHAPOM AcTMa p-ANCA
Mwkpockonuyeckui momepynoHedput p-ANCA
nonmaHrumT CuHycut
KoxHble nposiBneHns
CuHgpom N'ygnacyepa momepynoHedput Anti-GMB HLA-DRB1*1501
CuHgpom LLleHneH-eHoxa MmomepynoHedput IgA deposition HLA-DRB1
Mypnypa
Kprorno6ynuH-sackynut KoxHble npossneHns cryoglobulin
lematut
momepynoHedput

HUS TPYHON KJIETKHU, aCIUPAIs U3-32 HAPYIICHUS MOTOPH-
KU [TUIIEBO/IA.

IOXA — muddysnbie erounbie TOBPeXKAeHNs, TETOTHON
bubpos.

Jlezounvie sackyaumot

Jlerounble BaCKYJIUTBI ABJISAIOTCS BACKYJIONATUAMM [TPEU-
MYIIECTBEHHO MEJIKUX COCY/Z0B (@pTepHOJIbl, BEHYJbI U
Kamuisipbl). Backysonmatuy GOJIBIINX U CPEHUX COCYIIbI
(Harpumep, Gosesnb KaBacaku, y3eIKOBbII MOJIUAPTEPUNT)
JIANIb u3penka (GOpMUPYIOT HATOJIOTHIO JIETKUX.

Ipanynemaros Berenepa (I'B) sBisercs penknm 3abogie-
BaHNEM HEeM3BEeCTHOH aTHOIOTHN. BerpevaeTces yatie y B3po-
CJIBIX C PACTIPOCTPAHEHHOCTHIO OKOJIO 2,75 CIIyIaeB,/MJITH,/TOI.
Kak nerckas marosiorust BcTpeyaercsi, B OCHOBHOM, Y TIOJI-
POCTKOB co cpeaHuM Bo3pactoM 14,2 roma (4—17 mer). 3a60-
JIleBaH1e XapaKTepru3yeTcsl BOCTIATIEHNEM B Pa3INYHbIX TKAHAX
3a cYeT BaCKyJINTa MEJKHUX COCYNOB. ¥ JieTell MPOsIBJISIeTCS
KoMOuHanmeii riomepyonedpuTta 1 3ab0IeBaHNEM BEPXHUX
W HIUKHMX JIBIXQTeJIbHBIX IIyTell. BoJbIMHCTBO IMalneHToB
nmeior cANCA antutesa n noseimieane COI. Hapymenus
BEPXHUX JIbIXaTEJIbHBIX MyTeil (CHHYCUTBI 1 HOCOBbIE KPOBO-
TeyeHus ) HabII0al0TCs y TPETH TTAlMEHTOB 1 ObLIN Hanboiee
YacTbIM NPE3EHTUPYIONMM CHMITOMOM. bBosiee 1mos0BUHbBI
Jieteil UMeJn JIerkue MPOsIBJICHUS, U TOJBKO HEKOTOPbIE HyXK-
JIAJINCh B BEHTUJISIIMOHHON TOJJIEPIKKE € TMOJIOKUTETHHBIM
JlaBJieHUeM Ha Bjloxe. /lmarHos OCHOBaH Ha COYETAHUM CUM-
[ITOMOB ¥ OMOIICUY TTIOPAKEHHOI TKAHU, JIJIsI KOTOPOil Xapak-
TepHbl HEKPOTUYECKUI IPaHyIeMaTO3HbII BACKYJIUT U OTCYT-
CTBUE TIPU3HAKOB MHGPEKINOHHON aTnosornn. /lnarnos moz-
TBepskaaercs BbisiBienneM antutes ANCA, PR3.

Cunzpom Yapaxa—Crpocca sBisieTcsl TpaHyJeMaros-
HBIM QJIJIEPTUYECKUM BAaCKYJINTOM MEJIKUX cocyzioB. IIpnunna
9TOro 3a00JIeBaHIs HEU3BECTHA, HO Ay TOUMMYHHAsT PeaKIust
O4YeBUJIHA, TaK KaK /IS 9TOTO COCTOSHUS XapaKTepHa rumep-
raMMarjgio0yJIMuHeMusl, — HOBBIIEHHBIA  ypoBenb  IgE
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u p-ANCA. /luarnos 6asupyercst Ha JI0Ka3aTeIbCTBAX BACKY-
JIVITA [0 IAHHBIM GUOTICHH JIETKUX (9KCTPABACKYJISIPHAS 903U~
HOMUIHS) ¥ CJIEAYIONINX KPUTEPUEB: OT YMEPEHHOI 10 TsiKe-
JIoM acT™bl, d03uHOMG NN KpoBU (He Mernee 10%) 1 geTyunx
serounbix uuduasrpatoB Ha KT. B mureparype omnucano
29 neMaTpPUYECKIX CITyYaeB C BOBJIEYEHUEM JIETKUX B 72%.

Cungpom Iyanacuepa upexacrtaBisier co0OH peaxuii
BACKYJIUT HEU3BECTHOW 3TUOJIOTHUU, KOTOPBLIH OTHOCHUTCS
K TpyIilie HEeKPOTU3UPYIOUINX TpaHysieMaro3oB. [list mero
XapakTePHbI OBICTPO TIPOTPECCUPYIOIIAs] TOYEYHAsT HEAOCTa-
TOYHOCTb 34 CUET OTJIOKEHUS] AHTUTIIOMEPYJ/ISPHBIX aHTUTEJ
(ATA) na 6asajibHbIX MeMOpaHAX U XPOHMYECKUU JIETOUHOU
reMopparndeckuii cuHapoM. B kiauHuke Habiiomaercst aHe-
MUsI, KDOBOXapKaHbe, TJIOMePYIOHePUT ¢ HeDPUTHUECKUM
cungipoMoM. CyIIecTBYIOT J0Ka3aTeJbCTBA, YTO TE€HETHKA
Urpaet B 3TOH IATOJOTMHM BaKHYIO POJIb. Y IIAIIMEHTOB
¢ 6osesnbio Tyanacuepa vaiile, 4eM B OCTAILHOI HOILYJISIIH,
Bcrpeuaetcst HLA-DRB1 npunaziexnocts.

Ipanynemamosnote 6onesnu [7]

Tpanysematosnble  paccTpoCTBAa  XapaKTEPU3YIOTCS
HaJIMYMeM TpaHyjieM, B KOTOPbIX MPe06JIafaloT MOHO-
HyKJleapHble KJIeTKH. [panyieMbl GOPMHUPYIOTCST B pe3yJibra-
Te TMOBPEXKJIEHUS] TKaHEH HIMPOKUM CIHEKTPOM BEIIECTB,
BKJIIOYAS MUKPOOPTAaHU3MBI, AHTUTEHbI, XUMUYECKUE U
JIEKAPCTBEHHDBIX CPENCTBA. B IPYruX CHUTyaIusixX, BKIIOYAsT
CapKOMIO3, THOJIOTHYeCKHEe (DAKTOPbI OCTAIOTCSI HE BBISIC-
HEHHBIMIL.

Caprxoudo3 tpeacraBusger coO0H XPOHMYECKOE BOCIIA-
JuTebHOE 3abosieBaHue, MPU KOTOPOM TI'PaHyJIEMATO3HOE
BOCIHAJIEHWE MOKET Pa3BUBATHCS BO MHOTHX OpraHax, IJiaB-
HBbIM 00pa3oM B Jierkux. Ero mpudmna ocraercst HesICHOH H,
CKOpeE BCEro, BKIIUAET B ceOst 9KOJOTUUECKUE U HAOTCHHBIE
(axropsl opranmsma marenTa. Hacrosiias nmaroreHeTnye-
CKasl KOHIIENIINS 3aKJII04aeTcss B TOM, YTO JIO0 CHX IOp He
M3BECTHbIE CTUMYJBl AKTUBUPYIOT HAXOJSIINECS] B IIOKOE
T-ksneTkn m makpodarw, 4to NPUBOJAUT K PEKPYTHHTY WU
AKTUBAIIUYM MOHOHYKJIEAPHBIX KJIETOK U, KaK CJeJICTBUE,
obpasoBaHuio rpanysieM B TKausax TB/ v eroynoii mapeHxu-
MBI (JIbBEOJINTY, @ B HEKOTOPBIX CAYYasIX — MHTEPCTUINAIb-
HoMy Gubposy Jjerkux). CapKoug03 CPAaBHUTEJIBHO PELKO
BCTpeuaeTcs: y fieTeil. Ero qiuarnos3 ocHoBbIBaeTcsl Ha coueTa-
HUM KJIMHUYECKUX M PEHTTEHOJIOTMYECKUX OCOOEHHOCTEH ¢
THCTOJIOTHYECKUMI HaXO/KaMH HEKa3eO3HBIX TPAHyJIeM Ipu
OTCYTCTBUU JIPYTUX U3BECTHBIX IIPUYUH UX (HOPMUPOBAHMS.

3a60/1eBaeMOCTh ¥ PACIPOCTPAHEHHOCTb CAPKOUI03a
3aBUCHUT OT BO3PACTA, PACHI U TeOTPADUIECKOTO JIOKATHIAINH.
XoTst UMEJUCh PeIKUe COOOTIEHNS O MaJICHBKUX TIAIHEHTAX,
Cpe/ii KOTOPBIX ObLIN 1 MJIAJICHIIBL, BCE 5Ke GOJIBLIIMHCTBO CJIy-
YaeB — JTO JIETU MPEATOAPOCTKOBOTO 1 TTOIPOCTKOBOTO BO3-
pacra. /lannuble wHamuonanpHoro peectpa [lanwum [11]
3a meprox 1979-1994 rr. cBuzmerenbeTByioT 0 81 marmenTe
¢ capkonzo3oM B Bospacte <16 ser. Pacuernas saGoseBae-
mocTh coctauia 0,29 wa 100.000 B rox. ¥V nereit <4 jet 3a60-
sieBaeMocTh coctasiiszia 0,06 ¥ MOCTENeHHO yBeTMIMBAETCS
o 1,02 cpexn meteit B Bozpacte 14—15 met. B smreparype
COOOIIAETCST O BBIPAKEHHOM PACOBOM PasJjiunu B 3a00jieBae-
MOCTU ¥ PACIIPOCTPAHEHHOCTH CAPKOU/I032, B YACTHOCTHU 3TA
naroJsiorust 6oJiee pacrpocTpanena cpeay ahpoaMepruKaHiies.
Takske 4nCII0 BOBJIEYEHHBIX B TTATOJIOTHYECKHUIT TTPOTIECC OpTa-
HOB ObLIIO BbIllle Y a)pOaAMEPUKAHIIEB, HEKEIH Y eTeill besio-
KO>Keil pachl.

Knmnndeckas kKapTHHA 3aBUCUT OT KOJIMYECTBA BOBJIE-
YEHHBIX B MATOJOTHYECKUIT TIPOIECC OPTaHOB U CUCTEM, He-
crenuduUHa ¥ 4acTO MeHee OYEBM/IHA, YeM Yy B3POCJIbIX.
B noxmnazne ydyenpix u3 Jlanun caMbIMU PacIpOCTPAHEHHBIMU
CUMIITOMAMU Ha3BaHbI aCTEHUs, TTOTePsT Beca M JIMXOPAIKA.
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Cpenn  KJIMHUYECKUX CHUMIITOMOB [PEUMYIIECTBEHHO
BCTPEYAJIUCH: [IbIXaTeIbHASl HEJIOCTATOYHOCTh, YBEJINYEHIe
JMMMATHIECKUX Y3JI0B, KOKHbIE IPOSIBJIEHUS, O(DTATBMO-
JIOTUYECKUE CUMIITOMbI U HAPYIIEHUS 1eHTPAJIbHOI HEPBHOI
cucrembl. [IporHo3 Takxke orsmyascs: on ObLI MeHee Oiiaro-
NPUSTHBIM. Y MJIJIIUX JleTeil Haboganoch 6oee Tskeaoe
TeueHue u GoJiee PaclpoCTPaHeHHbIE MOJUOPraHHbIE HAPY-
HIEHUSI.

B 10% ciayuae penrrenorpammbl OTK Obuin HOpMmasib-
M, B 71% wabiropanach OuatepaibHasi BHYTPUIPYIHAST
smmbagenonatust, 8% jeTeil IMeN MapeHXuMaToO3HbIe Mopa-
JKeHne W ToJbKo ofnH manuent umedn 111 cragmio 3aboseBa-
nust. Heobparumoro ¢hubposa JIerkix B 310l cepuu Uccyieno-
Bauuil He 6b110. Hapymrenust byHKIMN JIETKUX TIPOMCXONIIO
10 PECTPUKTUBHOMY THUITY U COINPOBOKAAJIOCH CHIKEHHEM
nuddysuonHoit  cnocobroctu. BAJI  poxymeHTUPOBA
JUMMOIUTAPHBIN ATHBEOJIUT C YBETUYEHHBIM OTHONIEHUEM
CD4/CDS8, B kpoBu (PUKCUPOBATHU MOBBINIEHUE YPOBHS
AQHTHOTEH3NH-TIPEBPAITIAIONIEro (hepMeHTa.

Jpyeue epanynemamosnvie 6one3nu y demeii [7]

Peruausupyionie 6akTepraabHbie 1 IPUOKOBbIC MHDEK-
U SIBJISIOTCSI OCHOBHBIMHU TIPOSIBJICHUSIMU XPOHHYECKOH
rpanyJjoMaro3noii 6oaesnu (XI'B), KoTopasi oTHocUTCS
K TPYIIe HEKa3e03HbIX IPAHY/ICMATO30B U CBSI3aHA C HapyIie-
nuem GyHkiuu Heilirpoduios. Haubosee yacrbiMu npudn-
HAMU JIOKAJTbHBIX THOWHO-BOCITATIUTEIbHBIX IIPOIECCOB OBLIN:
MaTOreHHbII 30J0TUCTBII cTapI0KOKK, Aspergillus, Burkhol-
deria cepacia n KullleuHble TPAMOTPUIIATEIbHbIE OAKTEPHU.
Jlerounble TOpaXkeHUs BKJIOUYAOT OOMIMPHYIO WHOUIBTPA-
IIUIO JIETOYHOI TTapeHXUMbI M IPYAHYIO JUMbaJIEeHOATHIO.
HeobxomnMo mpoBoanTh aAuddepeHnnanbubiii  Anarios
€ CAPKOM/IO30M U TyOEPKYJIE30M, TaK KaK B HEKOTOPBIX CUTYa-
IUSAX PABHOMEPHOE pacipeiesieHne TPaHyIeMaTO3HbIX TTopa-
JKEHWI JIETKUX HAa PEHTTeHOIPAMMAX MOJKET ObITh CXOKUM
C TIPOSIBJIEHISIMU MUJIHAPHOTO TYOEepKyJIe3a.

Tucruounuro3 Jlanrepranca. Kierxku Jlanrepranca
ABJSTIOTCST T PEPEeHITIPOBAHHBIMU  KJI€TKAMU MOHOTIH-
TapHO-MakpodarajibHOil JUHUN, KOTOpble (DYHKIIMOHUPYIOT
KaKk  aHTUTEH-TPe3eHTHpyolne  KJIeTKU.  [IpuyuHbl
9KCIIAHCUU TIOMYJIsIIell KieTok JlaHrepranca HeM3BECTHBI;
Y B3POCJIbIX €€ CBS3bIBAIOT C KypeHHeM curaper. B 6osibiimH-
cTBEe cJy4aeB ructuoiuTo3 JlaHrepranca HabiopaeTcst
y zeteii B Bo3pacre 1 u 15 jiet, 00bIYHO ¢ MOPaKEHUEM T1JI0-
cknx kocreil (80%), Britouass yeper. VHGUIBTpAIUs T10-
CKHX KOCTEH MPOM3BOAUT «CUHAPOM TIPOOOWHNKA» HA PEHT-
reH-MCCIeIOBAHNM, YTO MOXKET TPUBECTH K PA3PYIIEHHIO
ux 6e3 BUANMBIX MPUYKMH TpaBMaTuaMa. [Ipu ructuormrose
Jlanrepranca B 1aTOJIOTHYECKHUI MTPOIECC BOBJIEKAIOTCS Pas-
JINYHbIE OPraHbl — KOCTHBII MO3T, IICYCHb, CeIe3eHKa, TMMda-
TUYeCcKue y3Jbl, TUMyc, Koxka, koctu, JKKT u serkue. Tem ne
MeHee, 3a00JieBaHie JIETKUX MOKET ObITb W30JUPOBAHHON
po6JeMoil. ITO HAOMIOAAECTCSL, TJIABHBIM 00Pa3oM, Y MaJleHb-
kux nanueHToB. OHO MOXKeT ObITh HPUYMHOU CIIOHTAHHOTO
ITHEBMOTOPAKCA.

JleT ¢ JIETOUHBIMU TIPOSIBJICHUSIMU THCTHOIIUTO3a OTJIH-
yaoTcs BapuabebHOCTBIO KIMHUYECKOH kapTubl. OHa
MOJKET OBbITh GECCUMIITOMHOI UJIU TIPOSIBJIATHCS Hectienuu-
YeCKUMHU CHMITOMAaMHU, TAaKUMHU KaK HeNPOIYKTUBHBIN
kamresns u onpiika. KTBP rpyanoit kietkn siBisiercs pocta-
TOYHO YYBCTBUTEJIbHBIM HHCTPYMEHTOM JUJIS TUATHOCTHKH.
Coueranne auddysHbIX HENPaBUIbHOH (HOPMbI KHCTO3HBIX
[IPOCTPAHCTB ¢ HEeGOJBIIUMU TIePUOPOHXUATBHBIME Y3EJIKO-
BBIMU 3aTEMHEHUSIMH, TIPEUMYIIECTBEHHO B CPEIHUX W BEPX-
HUX JIOJISIX, JIOJKHO HABOAUTD HA MBICJIb O JIEFOUHOM THCTHO-
nuroze Jlanrepranca. [Ipyrue HapylieHUsS TIPeICTaBJICHBI
MTOMYTHEHUSIME TI0 TUITY «MaTOBOTO cTeksa». Hammuune yse-
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Tabuya 3
Knaccuoukauma UM [13]

OCHOBHbIe Pepkne
Waunonatunyeckuin JIumchoumTapHas nHTepcTULmanbHas
NeroyHoi mbpo3 NMHEBMOHUS
Hecneuvndunyeckas neBponapeHxMMaTo3HbI

UHTEPCTULMANbHAsS MHEBMOHWS ubpoanacTo3

KpunToreHHas opraHvaytoLas

NHEBMOHUS
OcTpas nHTepcTMLmManbHas

NHEBMOHUS

PecnupatopHbiii 6GpOHXMONUT C

VHTEPCTULMANBHOM 60ME3HBIO Ierkmx
[eckBamaTtuBHas
UHTEPCTULMANbHAsS MHEBMOHWS

JmyeHHoro yuca kietok Jlanrepranca 8 BAJI (onpenessiior-
cs1 IIyTeM OKpalBanust ¢ antutesamu potus CD1a) Gosee
yeM 5% Takske yKas3bIBaeT Ha JIETOYHOI rucTuoimTos. [ucro-
JIOTHYECKAsl KAPTUHA COOTBETCTBYET KJIETOUHOMY TTOBPEK/IE-
HUIO TI0 TUITY Y3€JIKOB, KOTOPbIE MMEIOT CMEIIaHHbIH KJIeToY-
HBIII cocTaB ¢ mpeobaganeM KJIeTok JlaHrepraHca, cpeu
203UHO(UIOB, JAUM@PONUTOB, NJIA3ZMATHYECKUX KJETOK,
(bubpO6IACTOB U IUTMEHTHBIX AJIbBEOJISIPHBIX MaKPO(Daros.

Hupdpysnoe napenxumamosnoe nogpexncoenue meus-
secmnou amuonozuu [5,13]

B 2013 rony axcnepter ATS u ERS u3 uncsia myapmono-
JIOTOB, PAJIMOJIOTOB M MATOJOTOB chopmysrpoBaan Mexy-
Hapo/Hblii KoHCeHeyce, KOTOPBI yCTaHOBWII HOBbIE CTAH/AP-
T kaaccudukarmu UNIT y B3pocibix. dTa Kaaccudukaims
OCHOBaHA Ha T'MCTOJOIMYECKUX, KJIMHUKO-PAJNOJIOTMYECKIX
narrepHax (tabu. 3).

PectiupatopHblii GPOHXMOIUT OIKCAH Y KyPSIIUX B3PO-
CJIBIX, OCTQJIbHBIE MHTEPCTUIIMATIbHbIE TTHEBMOHUM BCTpeYa-
IOTCSI Uy JIeTel.

[TaTosoroanaTtoMuyecKrue JAMATHOCTUYECKUE KPUTEPUU
neckBamatuBHoit WII wn necneyuguueckou HII (HHUII)
SIBJISIIOTCSL OOLIUMMU [IJIs1 IeTell U B3POCJIbIX. DTH TUCTOJIOIU-
YecKIe HaXOJIKK Y JIeTell JOJKHBI TOOYK/AATh K TeHeTHYeCKO-
My MCCJIE[IOBaHUMIO Ha aHOMaJIbHble Oesiku cypdakranTa. He-
cuenuduueckast VT nanbosree 4acTo BCTPEYALTCA CPEU BCEX
KkaMHnYeckux cayvaes M3JI ¢ pasnmunbiMy (hakTopaMu BO3-
JeficTBUS, XOTS 3a4acTyIo MMeeT HEM3BECTHYIO 3THOJIOTUIO.
¥ B3pocasix HUII nmeet syummiii mporuos, wem octpast U1
Tucronornueckas xkapruna HUII npencrasisier coboii cmech
BocrasieHust 1 GubpPo3a, MOITOMY HOAPA3AEINSIETCS HA Kiie-
TOYHBIN 1 (GUOPOZUPYIOMINI BapUAHTEL. Y MAIlMEeHTOB, HMEIO-
MW KJIETOYHBIH T'MCTOJIOIMYECKUil IaTTepH, OTBET Ha CTe-
POUIHYIO TEPAIUIO JIydllle, U OHA Pa3peniaeTcs MOJTHOCTDIO,
B OTJIMYUE OT T€X, KOTOPble UMEIT (GubPO3, IPOrpeccupyo-
IIUIT 10 KOHEYHOI cTajui 6OJIe3HU.

Kpunmozennas opzanusyiowas nneemonus (IepBUYHO Ha3-
BaHHas O0JUTEPUPYIONMI GPOHXMOJIUT C OPrAHU3YIOLIEl TTHE-
BMOHMeIT) Oblia OlKcaHa y feTell Kak M30JUPOBaHHbINA (heHO-
MeH WM B CBSI3W C acTMOH, WH(MEeKIMel Mau peakiueil Ha
JIEKapCTBO, XUMHUOTEPAIINIO, TPAHCIITTAHTAIMIO KOCTHOTO MO3Ta,
C ayTOMMMYHHBIMHU HapyNIEHUSIMU U Ja)Ke TP MYKOBHCIH-
noze. IIporuos o6pruno xoporunii Ha houne ['KC-reparmm.

Ocmpas: unmepcmuyuanvias nHesmonus — pejikast Gopma
y nereil. Hekoropble ciiydyan B HOCTIEACTBAN OKA3aJINCh MyTa-
USAMHU TeHOB cyp(aKTaHTHBIX TPOTenHOB. COBpeMeHHOe
[aToJI0r0aHaTOMUYeCKoe nccaenopanme 25 caydaes chILD
B KoposeBckom rocrmrase Jlongona He OOHApPYKUIO HU
OJIHOTO cJlydas ¢ rucrojormyeckumu npusnakamu OWIL
IIporuos y Ba3pocabix ¢ OUII 1m10x0ii, 1 GOJMBUIMHCTBO Mallu-
€HTOB He TepeKuan 5-meTHuil mepuoj. [letn vaie KUByT
3HAYUTEJIbHO JIOJIBIIE ¥ MMEIOT Helporpeccupyiolee Teye-
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HUe, MOITOMY Iipejrosiaraercs, yto oun ue umesnn OUIL
ITH HAXO/KM CTaBAT 1oJ comMHenue cymecrsopanne OUII
y neTeit.

[Tosoxkenne meskayHapoaHoro koncencyca (2013 roga)
yTBepskaaet, uto oObrunas VT Gblia XapakTepHO Uit maiu-
€HTOB C KJIMHUYECKUM [MarHo3oM «Houonamuueckuii nezou-
1ot pubpos» (NJID), nosromy Gblia yopaHa us kaaccuduka-
nuu. B smreparype ectb cBesenus o cBbinie 100 ciaydaen
sierouroro ¢Gubposa y nereil, ogHako oyaru hpubpodracToB
B GUoOIITaTaX JErkux He ObLIN OGHAPYKEHBI.

Jecxeamamuenas u numpouyumapnas N1y nereii Bctpe-
YAIOTCST, XOTSI OHU OCTAIOTCS IOCTATOUHO PEAKUME (hopmMamu.
B otimmune ot B3pocabix, JAUIL u JIUII y neteit He cBsA3aHBI
¢ kypennem. JIVII vaie nabirogaercst y geTeil ¢ MMMYHHBIMU
nedexkramn (BUY-undurnuposannbie) W HapyHIeHUSIMU
COEITMHUTETBHON TKAHU.

Cneuuguuecxue cocmosnus [7]

Jlezounoii anveeonsipHblil MUKPOIUMUAS — TO COCTOSTHUE C
AyTOCOMHO-PEIECCHBHBIM THUIIOM HACJIEIOBAHI U XapaKTe-
pusyercss MeJJIeHHbIM (OPMHUPOBAHUEM MUKPOJUTOB
B UHTPAAJIbBEOJISIPHOM TIpocTpaHcTBe. OCOOEHHO Y4acTO OHO
BCTpPeYaeTCst Cpein TYPKOB. XOTsI 3TA TATOJIOTHS XapaKTepHa
IJIST B3POCJIBIX, HO ONUCAHBI CJyJan 1 y feteil. Knnnmaeckoe
TeueHre MOKET ObITh OYeHb BSJIBIM. BO3MOKHON PUYNHOIL
3aboJieBaHust MOKeT ObITh MyTarust B rene SLC34A2. Jleue-
HUe HeU3BeCTHO. [WApOKCHANIATUT, KOTOPBI UHTHOUpYET
obpasoBamie 9KTOMMYHBIX KaIbIN(hUKATOB, HeabheKTUBEH.
Opun ciyyaii seyenus gasaxeMm TB/L 6osbimnMu o6beMamu
He uMeJl ycriexa. XOTs HeJaBHHUE I'eHeTUYeCKHe HUCCIel0Ba-
HUSI TI0Ka3bIBAIOT, 4TO usydeHue docharHoro MerabosmsMa
MOZKET OBbITh H0JIee MHTEPECHBIM 1 TIOJIE3HBIM.

Jezounoii zemoppazunecxuii cunopom [5]

[Tpuunnbl anuddy3HOrO JErOYHOTO TEMOPPArHYEcKOTO
CUH/IPOMA C ATTbBEOJISIPHBIM KAIUJLISIPUTOM:

— rpanysiomarto3 Berenepa;

— CHCTEMHBIH HEKPOTWYECKNI BACKyJIUT (MUKPOCKOIIH-
YecKUH BaCKYyJIHT);

— cMelIanHoe 3a00JIeBaHIe COEMHUTENbHO TKAH;

— cunzipom Bexuera (MOkeT ObITh 1 HOJIBIIIOE COCY/INCTOE
KPOBOTEUYEHNE);

— nypuypa [lonneit—Ilenoxa;

— cunzpom lyanacuepa;

— "edput ¢/6e3 UMMYHOKOMILIEKCHOI GOJIE3HI.

OHM MOTYT IIPOTEKAaTh OCTPO, YIOAOOJASICH OCTPOMY
JIUCTPECC-CUHPOMY € TSIKEJION MMIOKCeMUeil u 0OUIMpPHBIM
AJTbBEOJISIPHBIM 3ATOJIHEHNEM WM XPOHUYECKUM reMOopTH-
30M U aHeMUeil. Y MaJeHbKUX JleTeil NInonaTnieckoe Jeroy-
HOE KPOBOTEUEHHE MOKET HAYMHATBHCS Kese30/1e(hUuinTHON
aHeMHell cKopee, 4eM reMo(TU30M, U aHEMUS MOXKET OTBe-
YaTh HA TEPATUIO JKEJTE30M.

Ilpu  nposedenuu Oup@epenyuarvioi OuazHOCMUKU
HE06X00UMO UCKIIOUUMD:

— BTOPUYHBINM TeMOPPAarudecKuil CUHAPOM (JIETOUHYIO
BEHO3HYIO TUIIEPTEH3UIO );

— JIOKAJIbHbIe aHATOMIYECKIE aHOMAINHU (OPOHX0IKTa3bl
WJIV JIETOYHbIE aPTEPUOBEHO3HBIE MATb(OPMAITIH );

— JIETOYHON KalWJJISPUT, KOTOPBIH acCOIMMNPOBAH
C CHCTEMHBIMUE 3200JI€BAHUSIMY;

— JIpyTHE TeMOPParndecKue CHHAPOMbI O€3 KaIMJLISIPHTA.

R. Ferlinz (1974) onpenensier auddepeHmuanbablii psiz
3a00JIeBaHUH, /11 KOTOPBIX XapakTepeH reMopTus, TaKuM
00pa3oM: XPOHUYECKUiT TPaxeoOPOHXUT, TYOepKyJie3, pak
JIETKOTO, aJleHOMbI GpoHxa, OPOHX09KTa3bl, JTOOAPHBIE THEB-
MOHUH, WH(MAPKT JIeTKoro, Bce (GOPMBI TeMOPPArHIeCcKOTO
JMaTe3a, AacleprujiJIOMbl, 3aCTOWHOE JierKoe, CHUHJPOM
Iynnacuepa, cunpom Berenepa, y3eiaKoBblil TIepUapTepUNT,
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[THEBMOKOHHO3bI, JIETOYHBII 3HIOMETPUO3, KUCTbBI JIEIKOro,
«COTOBOE» JIETKOE, MINOTIATHYECKUI JIETOYHBII FeMOCH/IEPO3.

OaHO#i U3 IPUYKH JIEFTOYHOTO KPOBOTEUEHUSI MOTYT ObITh
Gosresnn opraoB KpopooOpamienus. OOUIbHOE KPOBOTEUE-
HUe DU MUTPAJIBHBIX CTEHO3aX 00YCJIOBJIEHO rUIlepTeH3Uel
MaJIOTO Kpyra KPOBOOOPAIIEHHSI U Pa3PbIBOM PACITHPEHHbIX
OpOHXMABHBIX BEH; [IPU aHEBPU3MaX aopThl — nepdoparueii
B Tpaxel U TJlaBHble OPOHXWU, yalle JieBbiid. PeluauBupyo-
1€ JIeTOYHbIe KPOBOTEUEHMS MTPUCYIIN BPOKIECHHBIM T10PO-
KaM cepzna ¢ JedeKToM Ieperopojiki, KOMILIEKCY Ji3eH-
MeHTepa.

Korza atu Ho30/10rn4YecKre eJIMHUIbI UCKIIIOUEHbI, [Uar-
HO30M MCKJIIOYEHUS SIBJLETCS MUONATHYECKOE JIETOYHOe
kpoBoteuyenne (IPH). Heonaranpuble sierounble KpoBoTeUe-
HUg He sBstioTcs nposiienneM chILD. Panee cumranocs,
YTO 9TO CBA3aHO C aHTUMOJIOUHBIMU aHTUTesaMu Kiacca IgD
U 4TO MCKJIIOYEHHE MOJIOKA M3 JUeThl pebGeHKa MPUHOCUIIO
moJsib3y. B Hacrosiiee BpeMs CuMTAeTCs, YTO YPOBEHb ITUX
AHTUTEJ HEBBICOK, U HCKJIIOUEHUE MOJIOKA U3 JIHEeThI
He MPUHOCHUT OILYTUMOH TT0JIb3bI.

NucddysHble JerouHble reMopparuu MOryT ObITh 3a110/10-
spennl Ha KTBP u nogrsep:kaenst BAJI v/wim GHOTICHITHBI-
Mu  Haxojikamu cugpepodaros. Crenyer MOIYEPKHYTh,
4yTO cujiepodarn He SBJSIOTCS CHEU(BUYHBIM TPUZHAKOM
g IPH. B HecloKHBIX cirydasgx Xupypruyeckasd JerouHast
6uoricust MOKeT ObITh HeoOsI3aTEIBHOM, HO €CJIN M0/103peBa-
€TCs KalWJIAPUT MM MMEET MECTO IIJIOXOH OTBeT Ha Jieye-
HUE, TO IIPOBE/ICHNUE OUOTICUU SIBJISIETCS AKTYAJIbHBIM.

Jleuenue IPH He umeer pokasaresbHoii 6asbl. [Ipoposska-
10T UCHOJIL30BATH IIYJIbC-TEPAINIO METHUJIPEIHU30JI0HOM
B 03¢ 500 MT/M* B TeUeHHUEe TPEX AHEH eKEMECTIHO B TEUCHIE
HIECTH MECAIEB ¢ MAJIbHEHINM IIPUEeMOM BHYTPb KOPTHUKO-
CTEpPOUJIOB MJIM TUAPOXJOpoknHa. Ecim aTtor mnoaxon

JUTEPATYPA

He umeet ahdexTa, To paccMaTPUBAECTCS Ha3HAYEHUE ITUTOTOK-
CUYECKOI Teparu.

[IporHo3 f0JKeH GbITh OCTOPOKHBIM, HO OITMCAHBI CJYYal
JUTUTeNbHON pemuccun. JleueHue ciemyeT MeJIEHHO OTMe-
HATb, €CJIM HET SBHOTO KPOBOTEUEHUM B TeYeHUE JBYX-TpPeX
JieT u HeT cunepodaros B BAJL.

Peaxmuenvie aumdpoudnote napywenus neeKux, noxo-
srcue na chILD [5]

ITo Hesblii crekTp 3aboJeBaHuil, KOTOPBIH BKJIIOYAET,
C OJIHOI CTOPOHBI, JUMMOINTAPHYIO HUHTEPCTUIHATIHHYIO
naesMmonnio (JIWII), ¢ nmpyroii — zerounyio anmdbomy.
D oKy JISPHBI OPOHXUOIUT XapaKTEPU3YETCs HAJTUMIUEM
OPOHXOIEHTPUYECKUX JUMPOUAHBIX hosmkyi, a JINIT —
6osee puddysnoe cocrostnne. DoMKYIAPHBIT OPOHXHO-
JIUT MOsKeT ObITh 3aroo3pet 110 KT-nipusHakam u GbITh Kiiac-
cuuIMpPOBaH KaK OCTPbIH, TIOOCTPbIN WU B TIEPUO/IE Pa3pe-
merust. oMKy JIAPHBIT OPOHXUOIUT WK, ocoberno, JINTI
MOTYT OBITh CBSI3aHHBI € UMMYHOAEDUIUTAME, OITOMY
9TH IETH TOJKHBI OBITH OCMOTPEHBI IMMYHOJIOTOM.

AyTouMMYyHHbIE 3a00JIeBaHUs SIBJSIIOTCS JAPYTOIl IPUYK-
HOI1 3TUX COCTOSAHUN. B-KkieTounas nHGUIBTPAIS SBJISETCS
0COBEHHOCTHIO HTOTO TPOIECCA, HO MEXAHU3M €€ OCTAeTCsl He
710 KOHI[A N3yUYEeHHBIM.

[IporHos 3aBucut OT 3a60JIEBaHUS, JIEKAIIETO B OCHOBE.
Wpuonarnueckue ciaydau GhOJUIUKYJISIPHOrO OPOHXUOJUTA
UMEIOT XOpOIINH TIPOTHO3 (BO3MOKHO HECKOJBKO XYJKe
y ZIeTeil, 4eM y B3POCJIbIX) M, KaK IIPABUJIO, pa3pelaioTcs
CO BpPEMEHEM.

JInmdonurapayo MHTEPCTUIIMAIBHYIO THEBMOHUIO, 0CO-
6EHHO HAXOIIIYIOCS B KPAEBOIl 30He JIETKUX, HEOOXOANMO
mudbepeHnpoBaTh ¢ TNMQPOMOT, NCXOAAIIENH 13 TUMMONI-
HOI TKaHU CJIM3UCTBIX 000JIOYEK, HO 3TO COCTOSIHUE OYEHb
Pe/lKo BCcTpevaeTcs y JieTeil.
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IHTepcTULiiHi 3aXBOPIOBAHHS JIEreHb y Aiteil (ornag iHo3eMHoI nitepatypu). YactuHa 2. IHTepcTuuiiHi

3axBOPIOBaHHS JIereHb y AiTei, cTaplmx ABOX POKiB, Ta ix AndepeHuianbHa giarHocTuka

O0.M. OxotHikoBa, T.M. Tka4oBa, 0.. lop6atiox

HaujoHanbHa akagemisa nicnaauniaomHoi oceity im. IMN.J1. Wynuka, m. Kuig, Ykpaina

B ornagi BUCBITAIOIOTLCA JOCATHEHHS AMTAYOI NyNbMOHOMOrT 3a octaHHi 10 pokiB. HaBoguTtbCs iHpOpMaLia L0A0 Knacudikauii iHTepcTULinHuX
3axBoptoBaHb neredb (13/1) y gitei, nigxofiB A0 4iarHOCTUKM, KNiHIYHOI KAPTUHW i TaKTUKM NiKyBaHHS [esKWX HO30M0riYHMX 0AuHuMLpe. Ocobnusa yBara
NPUAINAETLCA HOBUM KAiHIYHAM (hopmam y [iTel MOOALLE ABOX POKiB. CTaTTa NMOAineHa Ha TPy YacTUHK. Y 1-i 4aCTWHI HA[AeTbCA MaTepian, NPUCBAYEHNIA
KnacudikaitHumM nigxofam Ta OKPEMUMM HO30M0rYHUM 0guHNLAM I3]1, fKi 3yCTpi4aloTbCst NePeBaXKHO Y HEMOBNAT; 2-ra YacTHA BUCBIT/IHOE 3aXBOPIOBAHHSA
LiTen 6iNbLL CTapLUOro Biky (2—18 pOKiB), y KMiHIYHIA KAPTUHI AKUX € XPOHIYHWIA NIEreHEBII NapeHXiMaTo3HNIA NPOLEC; Y 3-i YaCTUHI HABOAUTLCA iHdopMaLlis
L1040 MeTOAiB Ta MiaXoAiB A0 AiarHOCTUKM, @ TAKOXK CTpaTeris NikyBaHHS.

KntouoBi €noBa: iHTepPCTULLiiHI 3aXBOPIOBAHHS NereHb, AiTh, Knacudikalis, AiarHoCTUKa, NiKyBaHHS.

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

Part 2. ILD disease entities, which are found mainly

in infants (2—18 years)

O.M. Okhotnikova, T.N. 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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