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AHHOMayun

Capkown/io3 y zieTell — Upe3BbIUaHO pefikoe 3abosieBaHue. B cTaThbe MPUBE/IEH CIydail KJIMHUYECKOTO HabuIoieHns pebeHKa ¢ reHepaiIn30BaH-
HBIM CapKOWJI030M B TEUEHHe 5 JieT. 3abosieBaHue /1e0I0THPOBAJIO € Y3JI0BATOH SpUTEMBI HIPKHUX KOHEYHOCTEH, cy1abocTu. Yepes 7 Mec MOSIBU-
JIOCH YBEJIMUEHNEe Ha/IKITIOUMYHBIX JINMQaTHYeCKUX y3JI0B. [Ipu IpoBe/ieHnN KOMIIBIOTEPHOU TOMOTrpady OPraHOB IPYIHOH KJIETKU BBISABIIEHBI
VBEeJIMUEHUE BHYTPUTPY/IHBIX iuMbaTuueckux y3108 (BIJIY), Meakooyaropas AMCCEMUHAIUS B JIETKUX, OY4arOBOE MIOPakeHue cesie3eHKu. [1po-
BowuIach auddepeHuanbHast TUarHOCTUKA MEX/LY TYOEPKyIe30M, JTuMGbOrpaHyIeMaTo30M U capKou030M. OKOHYATEbHBIN IMAarHO3 — cap-
KOW/T03 TeHEPAIM30BAHHBIH ¢ TopaskeHueM nepudepudeckux aumdoysnos, BIJIY, jerkux, ceie3eHKH, akTUBHAs (pa3a; y310BaTas 3puTeMa ro-
JieHel — ObLT yCTAHOBJIEH HAa OCHOBAHUU Pe3yJIbTaTOB KJIMHUKO-Tab0paTOPHOTO, HHCTPYMEHTATIBHOTO 0OC/IEZIOBAHIS C XapaKTEPHBIMU U3MEHE-
ausimu BIJIY u JIerkux Ha KOMITBIOTEPHOH ToMorpadbuu OpraHOB IPYIHOM KJIETKHU U HOATBEPIK/EH B pe3ysibTaTe OOHAPYKeHUs npu MopdoJIo-
TUYECKOM HCCIIeZI0BAHNY OUOIICUITHOTO MaTepuasia (HaKII0UYnYHble TuMGbOY3JIbl) TPAHYyJIEM, UMEIOIUX XapaKTePHBIE /71 CAPKON/I03a IIPU3HA-
K. B TeueHme 13 Mec IPOBOIAIIACH TEPATIHS METHINIPETHI30JI0OHOM C IIOCTENIEHHBIM CHUKEHUEM €T0 JI03bI JI0 ITOJIHOH OTMeHbI. Uepes 2 Mec OT
Hauasia JieueH!si OTMeUeHbl pa3pelleHue Y3JI0BATOU SPUTEMBI TOJIEHEH, T0JI0KUTEIbHASI PEHTTeHOJIOTUYeCcKas IMHaAMuKa. Yepes 12 Mec ucues-
JIO 0YaroBOe IOpa’KeHue ceyie3eHKU. Uepes 3 rojia ¢ MOMEHTA Havyaia KOPTUKOCTEPOUHON TEPAIIMH IMAaTHOCTUPOBAHA KIMHUKO-PEHTI€HOJIO-
rUYecKas PeMUCCHS, KOTOpas coxpaHsAeTcs OoJiee 4 JIET 1ocjie OTMEHBI JIeUeHN .

Knaroueswvle caoea: capkonsios, I€TH, IMarHOCTHKA, OUOTICHS, TJIIOKOKOPTUKOCTEPOH/IBI.

Jlasi yumupoeanus: Cumonosa A.10., Crennanss 11.9., Cenmmasanosa JI.P., Kycrosa O.B., [TossikoBa A.C., Abaiixanos P.11. Capkon/103 y etTei:
PenKo, Ho BO3MOKHO. KiIMHUUYeCKUl cirydall 5-JIETHETO HaOJIr0/IeHust pebeHKa ¢ TeHepan30BaHHBIM capKkou[030M. KimmHuyeckuit pazbop B 00-
el MeunuHe. 2022. 2: 49—57. DOIL: 10.47407/kr2022.3.2.00125

Sarcoidosis in children: rare but possible. A clinical case of 5 years
observation of a child having generalized sarcoidosis

Alexandra Yu. Simonova', Igor E. Stepanyan?, Liliia R. Selimzyanova3, Olga V. Kustova',
Anastasiia S. Polyakova’, Rasul I. Abaykhanov’

! National Medical Research Center of Children's Health, Moscow, Russia;

2 Central Research Institute of Tuberculosis, Moscow, Russia;

3 Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russia
stimonova_a@nczd.ru

Abstract

Sarcoidosis in children is an extremely rare disease. The article presents a clinical case of 5 years observation of a child with generalized sarcoido-
sis from 11 to 16 years old. The disease debuted with erythema nodosum of the legs, weakness. After 7 months the supraclavicular lymph nodes
increase was found. Computed tomography of the chest organs revealed increased intrathoracic lymph nodes, small focal dissemination in the
lungs, focal lesions of the spleen. Differential diagnosis between tuberculosis, lymphogranulomatosis, sarcoidosis was carried out. The final diag-
nosis is generalized sarcoidosis, active phase, involving the peripheral, intrathoracic lymph nodes, lungs, spleen and erythema nodosum of the
legs. The diagnosis was based on clinical, laboratory and instrumental examination (computer tomogram) results, which revealed characteristic
changes of intrathoracic lymph nodes and lungs. The morphological study of biopsy material (from supraclavicular lymph nodes) confirmed the
diagnosis by the detection of granulomas with distinctive signs of sarcoidosis. The therapy with gradual decrease of methylprednisolone dose until
the complete discontinuation of the drug was carried out within 13 months. In 2 months after the treatment initiation erythema nodosum of the
legs resolution and positive radiological dynamics were noted. In 12 months focal lesions of the spleen disappeared. 3 years after the start of cor-
ticosteroid therapy clinical and radiological remission was diagnosed, which persisted for more than 4 years after stopping treatment.
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C apKOHJI03 — MyJbTHCHCTEMHOe 3a00JieBaHUE He-
WU3BECTHOM 3THOJIOTHH, XapaKTepuaymwolieecs 06paso-
BaHUEM SIIUTETHUONHO-KJIETOYHBIX HeKa3enpUIUpyIo-
IUXCsA IPAHYJIEM ¢ HauboJjiee YacThIM BOBJIEYEHHEM B IIPO-
necc BHyTpurpyausix (BIJIY) u nepudepuueckux aumdba-
TUYECKUX Y3JIOB, JIETKUX, KOXKH, IJ1a3, IEYeHHU U CEeJIE3EHKH.
B siurepartype onucaHo NOpajkeHHE BCEX OPTaHOB U CHCTEM,
KpOMe HaJIMOYeYHUKOB. B 1999 r. BecemupHO# accorua-
[yel capKouzo3a U JIPYTHUX I'PaHyJIeMaTO3HbIX 3a60jeBa-
Huit (WAGOS), AMepHKaHCKUM TOPaKaJIBHBIM OOIECTBOM
(ATS), EBpomeiickum pecriupatopubiM obiiectBom (ERS)
MIPUHATO IIEPBOE MEXK/IyHAPOHOE COIJIALIEHHE 10 CAPKOU-
o3y (ATS/ERS/WAGOS Statement on sarcoidosis, 1999),
KOTOPOE COXPAaHsAeT aKTyaJbHOCTh U B HACTOAIIEE BPEMH.
CoBpeMeHHbIe IIPEZICTABJIEHNA O CAPKOUI03€ TAKXKe 0Tpa-
JKeHbI B MyOJIMKanusaxX POCCHIICKOTO pecrnupaTopHOro 06-
mectBa [1-5] u EBpormeiickoro pecriupaTopHOTo 00IIecTBa
[6-8].

PacupocrpaneHHOCTh 3a060JieBaHMA H3y4YeHA HeEJ0CTa-
TOYHO, ¥ IIPEXK/IEe BCEro 5TO 00YCIOBJIEHO TPYAHOCTAMHU B
Jnuarsocruke. Harpumep, 710 HeraBHero BpeMeHH O0JIbHbBIE
CapKOUI030M, OCOOEHHO ¢ BHYTPUTPYAHBIMU OpMaMU 3a-
GosieBaHUsI, HAOIIO/IATUCh (PTU3MATPAMH U YaCTh U3 HUX
rmojy4asga HpoOHOe IPOTHBOTYOEpKyJIe3HOE JIeYEeHHUE.
B GosIbIIMHCTBE CIIy4aeB CApKOUI03 HAOJII0IaeTCs y JII0/Iei
MOJIOJIOTO U cpejiHero Bospacrta. OTHocuTesnbHAA 3abo0Jie-
BaeMocTh B Poccnu, 1o uMeroniumes my06InKkanuaM, Haxo-
JIUTCA B IIpeJiesiax 2—7 Ha 100 ThIC. B3POCJIOTO HACEJIeHHUS.
VY mereli BcTpedaeTcsl YPE3BBIYANHO PEJIKO — IO €BpOIeEH-
CKUM JIaHHBIM, 3200JI€Ba€MOCTH COCTaBJIAE€T OT 0,29 Ha
100 TBIC. IeTel B BO3pacTe JI0 4 JIeT /10 1,02 Ha 100 TEIC.
MO/IPOCTKOB B BO3pacTe 14—15 JieT [9, 10].

JTnonoruns, natoreHes, na'romopd)onorvm

He cymiecTByeT 4eTKO 5THOJIOTHYECKOT0 haKkTopa pa3Bu-
TuA 3a60seBaHuA. Ha 3TOT cuer cyliecTByeT HECKOJIBKO I'-
ore3, Hanbosiee BEPOSATHOU U3 KOTOPBIX ABJIAETCS IIOJIH-
9THOJIOTHYECKAs, BKJIIOYAIOAA COUeTaHNe TeHeTHIECKUX,
9KOJIOTUYECKUX ¥ UMMYHOJIOTHYECKUX IIPUYHH.

l'eHeTHyecKue rccIeZ0BaHUA BbIABIJIN HACJIE/ICTBEHHbIE
(akTopsl, BAUAIOIINE HA BEPOATHOCTh PA3BUTHUA CAPKOU-
no3a. OnpesiesieHbl TeHbI-KaH/IUAThl OTHOHYKJIEOTHUHOTO
nosTuMop@u3Ma BOCIPUUMYNBOCTH K capkou103y. Tax, of1-
HOHYKJIEOTH/IHBIA nosinMopdusM B reHe NOD2 cpsasaH ¢
pa3BUTHEM CapKOW/03a B JIeTCKOM Bozpacre. KinmHnue-
CKUM IIpUMEpPOM fBJIseTCA CHHJApPOM biay (capkowuzos
C PaHHUM Ha4ayioM) — MOHOT€HHOE HaCJIeJICTBEHHOe 3a060-
JleBaHUe, KOTOPOe BO3HUKAET BCJIE/ICTBHE MyTallH B TeHe
narrepH-pacrnosHamomero penenropa NOD2/CARD15
C ayTOCOMHO-ZIOMUHAHTHBIM THUIIOM Hacye/joBaHusA. Berpe-
YaIoTCA KaK ceMelHble, TaK U cropazudeckue GOpMbl paH-
Hero capkowuiosa [7, 8, 10, 11].

OCHOBYy HMMyHOIIaTOTeHe3a CapKOW/103a JIETKHUX, BH-
JIIMO, COCTaBJISET PeaKIus rUIepUYyBCTBUTEIbHOCTH 3a-
Me/JIEHHOTO THIIA C IPaHyJIeMaTO3HbIM BOCIAQJIEHHUEM.
Ha ¢one reneTrnueckoil mpeaonpe e leHHOCTH aHTUT€HBI
BOCIIDUHUMAIOTCA U IepepabaThIBAIOTCA HpPE3EHTYIO-
MU UX Makpodaramu. ITo, B CBOIO O4Yepe/b, aKTUBH-

pyer HenuddepeHIHPOBAaHHBIE THCTHOIUTHI B MaKpO-
daru penoruna M2, pacmimperue u nosspusanuio CD4*
naumdorutoB B cropony Thi, Th17 u Th17.1 ¢ Hapyue-
uueM pyukiuu T-peryasaTopHsix kietok (Treg) u pa3Bu-
THEeM MOP(OJIOTHYECKOTO cyOcTpaTa capKoH103a — SIIH-
TEJINOUHO-KJIETOYHOH TIpaHyJIeMbI, KOTOpasd IO Cylie-
CTBY IIpe/icTaBJisieT co0OHM CKOIJIeHHWe MakpodaroB u
SIUTEJIMOUJHBIX KJIETOK, KaK IIPaBUJIO, C HAJTUIUEM I'H-
TFaHTCKUX MHOTOSIePHBIX K1eToK ITnporoBa—Jlanrxanca,
JUMQONHUTOB U TPaHYJIONUTOB. I'paHysemMa B Iporecce
TpaHchOpPMANK MPOXOAUT HECKOJIBKO CTafUuil pa3BH-
THs, KaK [IPaBUJIO, B OHONTaTE MOXKHO BH/IETH OJHOBpE-
MEHHO HECKOJIBKO IpaHyJIeM Ha Pa3HBIX cTafguAx. B mpo-
necce 0o0pa3oBaHHMA NPUHUMAET yYacTHE INHPOKUH
CIEKTP MeJUAaTOPOB BOCHAJIEHHUs, BKJIIOYASA IIUTOKHHBI,
XeMOKHUHBI, KHUCJIOPOJHbIE pajuKaibl, GakTOp HEKpo3a
omyxoJsu o 1 uHTepdEepoH-Y [4, 8, 10].

Hanuyre rpaHysieM OKa3bIBaeT BIMAHNE HA OOMEH BUTa-
muHa D, mox felictBueM mMakpodaroB o6pasyercsi aKTHB-
Has ero popma — BUTaMuH D, 9TO 3a4aCTyI0 COMPOBOXK/IA-
eTcs FHIepKaJIbIIIEMUEN U THIIepKIBIIUYPUEH, — a TaKXKe
PEHUH-aHTHOTEH3UH-IBJJOCTEPOHOBYIO CHCTEMY. ODIINTeE-
JIMOU/IHBIE KJIETKH IIPOBOIUPYIOT POCT YPOBHS aHTHOTEH-
suHIpespaiawiiero ¢pepmenrta (AIID). I[Tpouecc opraHu-
3aI[U rPAHyJIEM HAYNHAETCA ¢ epudepun. BoJbIIMHCTBO
M3 HUX IIOJIHOCTBIO PACCACHIBAETCS, B HEKOTOPBIX CIIyJasax
npoucxonuT GuOpPO3UPOBAHKUE WX THUAJIHMHU3ALMA.
B nieHTpe rpaHysieMbl MOTYT BO3HUKATh (DOKYCHI KOATyJIsA-
[IMOHHOTO HEKPO03a, CBUETEIBCTBYS O BBICOKOH CTEIeHU
aKTHUBHOCTH Makpodaros [3, 4, 8, 10].

KnuHunyeckune npoAaBneHnA

Tak Kak CapKOWJI03 SBJIAETCA IIOJMOPTaHHOH IIATOJIO-
rHel, KIMHUYECKUMU IIPOABJIEHUAMH MOTYT OBITh CaMble
pa3Hble U3BMEHEHUs: KOXKHbIe (y3/10BaTasi 3puTeMa, 03HOO-
JIEHHAs BOJTYAHKA), yBeJIMUeHUe repudepudeckux aumba-
TUYECKUX Y3JIOB, CJIIOHHBIX JKeJie3, IIOPA’KeHUeE NEeYeHU U
ceJIe3eHKY, HAPYIIEHHs 3PEHUsA, CEP/IeYHOT0 PUTMA, HEB-
poJioruyeckue xano0sl 1 np. I103ToMy 60JIbHBIE IEPBUYHO
MOTYT OOPaTUTHCSI MPAKTUYECKU K JIIOOOMY CIIEIHaIUCTY.
Eite GOJIBIIYI0 TPYJHOCTh B JIMATHOCTHKE 3ab0seBaHUS
CO3/1aeT YacToe HaJIW4We IMpH oOpalieHnu Hecrenuduae-
CKHX 3Kay100: ¢1aboCTh, HEIOMOTaHUe, YTOMJISIEMOCTD, Cy0-
(ebprinTeT, NOTIMBOCTD, CHUXKEHUE MACChI Teia. B To ke
BpeMsA IPH IIOPa)KEHHH OPraHOB JIBIXaHUA HOABJIAIOTCA
CHUMIITOMBI, XapaKTepHbIe U JJIi MHOTHUX JPYTHX COCTOS-
HUH: CyXOW Kamiesnb, 60sb U JAUCKOMGOPT B TPyAHOH
KJIETKE, OZIBIIIKA. A BBIPYKEHHOCTH IPOSBJIEHUI CapKOH-
Jl03a BapbUpyeT OT CIy4alHOH HaXOJKH Ha PEeHTIeHO-
rpaMMe JI0 XpPOHUYECKOH IIPOrpecCUpYoNiell IToJInopraH-
HoH iuchynknun. [ToaTomMy capkouni03, 0cOOEHHO Y JIeTeH,
KpaliHe TPyZeH I JIUATHOCTHKYU U JI0 CUX IIOP OCTaeTCsA
«IIaTHO30M MCKJIIOUEHHs» [1—4, 8].

Bosee Toro, B pa3Hble BO3PACTHBIE IEPHUO/IBI IIPOSABIIEHUSA
3a00JIeBaHUsA CYIIECTBEHHO OTJIMYAIOTCA. Y JIeTeld 10 5 JIeT
yalie BCTpedaeTcs TPHa/a CUMITOMOB — apTPUT, YBEUT U
BBICHIIIAHUSA HA KOKe 6e3 BHYTPUTPYZHOT'O IOPAKEHHU S, UTO
TpebyeT TmiaTespHOrO ANG(EepPeHIuPOBaHNUA C IOBEHUIIb-
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HBIM apTPUTOM. YUUTHIBasi 0OJiee HMIUPOKYIO €ro pacipo-
CTPAHEHHOCTb, CAPKOW/IO3 B TAKOU CHUTYaI[UU YacTO J[Aar-
HOCTUPYETCS C Oro3/[anreM. KJIrouom ke Jijis1 ero JUartHo-
CTHKH MOTYT OBITh TaKKe KJINHHYECKHE 0CODEHHOCTH, KaK
HaJIM4YMe 3aJIHEr0 YBEWUTa, OTCYTCTBHE B CYCTABHOM CHH-
JipoMe 00JiH, OTPAHWUYEHUH ABIKEHUA U JIECTPYKIUH, a
Tak)Ke pazHooOpa3ve KOXKHBIX IPOSBIEHUH, KOTOPbIe Ha-
Gsromarores y 77% nereit [9—11].

Cunzipom biay, kak pa3HOBUHOCTb CAPKOU/03a, OTHO-
cutes K penkuM (opdaHHBIM) 3a007€BAaHUAM U XapaKTe-
pusyercsa 1e60TOM B paHHEM Boapacre (0OBIYHO Ha 1-M
roJly KU3HU) ¢ 0COOEHHOM JIJIs IeTedl KINHUYECKON Kap-
TUHOWU (YBEUT, TPAHYJIEMAaTO3HBIN apTPUT, KOXKHbIE U3Me-
HeHus) [11].

B Bo3pacre crapiue 5 JieT (Kak U y B3pOCiIbIX) peobiia-
JIAI0T U3MEHEHUsI B JIETKUX U JUM(ATHYECKUX y3JIax.
Y 24-40% neteit MoryT HabJIOAThCsl KOKHBIE TIPOSIBIIE-
HUA, a B 6—8% ciiydaeB — [10Teps WJIH OTCYTCTBHE Habopa
MAacChl Tesia. ITU 0COOEHHOCTH SIBJISTFOTCS KJIFOUEBBIMH B
JIMATHOCTHKE CAPKOW/103a JIBYX BO3PACTHBIX rPyIIII [9, 10].

B meamaTpuuecKoll MPAKTHUKE TaKXKe OIHUCHIBAIOTCS
cugapoM Jledrpena (Jimxopazaka, IByCTOPOHHASA JTuMba-
JIGHOTIATHSI KOPHEHU JIETKUX, y3JI0BaTas HPUTEMA, IMOJIU-
apTpasrus), cuHapoMm Xeepdopara (Imxopazka, Iapo-
TUT, YBEUT, Iape3 JIUIEBOr0 HEPBA, TIOPAKEHNE JIETKUX U
BIJIY) [9, 10].

VMHAUCKIME CHEIUATACTaMU OBbLIIO IIPOAHATIU3UPOBAHO
18 ucropuii 601e3HU /ieTel (cpeHU BO3PACT 9 JIET) C U-
arHo30M «CapKOH03» 3a Iepuof 2006—2016 rr. Kinunu-
YeCKMMU MMPU3HAKAMHA HAa MOMEHT IOCTAHOBKH J[MAarHO3a
6buTu Tuxopazka (83%), yeeut (50%), 3aTpy/IHEHHOE JTbI-
xaHue (44%), renaToCIIEHOMEeTausl, TIOTEPS] MACChl TeJIa,
apTpuT u nepudepudeckas JuMdaieHonaTiA. Pe3yapTaTs!
WHCTPYMEHTAJILHOTO 00CIeIOBaHUS BHISIBUIIN BOBJIEUEHHE
BTJIY (94%), yBenudyeHue abIOMUHAIBHBIX JTUMQPOY3II0B
(50%) u nerounsie usmenenus (44%) [12].

VcnaHCKUMU aBTOPAMU OIIUCAH CIydail CapKOU/103a rop-
TaHu y pebeHka 2 ser [13].

AMepHUKaHCKOU acconuanueld YeTICTHO-JTUIEBON XH-
pypruu ony0JIMKOBaH CJIydail CapKOU/103a JIECHBI U TO/Iue-
JIIOCTHBIX JIUM(DOY3JIOB Y 14-JIeTHEN AeBOUKU. B manpHel-
meM ObLIO OTMEUYEHO TaK)Ke BOBJIEYEHHE HEPBHOU CH-
cTeMsbl [14].

Crnenmanuctsl CayZoBCKON ApaBUY OMTHUCAIIH CIIYyUIaH JKe-
JIyJIOYHO-KUIIIEYHOTO CAPKOU/[032 Y JIEBOUKH 8 JIeT U MaJTb-
yuka 9 Jiet. IIpu sHAOCKOMUU Y 000X MAIMEHTOB BbI-
SIBJIEHBI SPO3UBHO-Y3JIOBAThIe H3MEHEHUSA CIIU3UCTON 000-
JIOUKH KEJIY/IKa, a TIPU [IPOBEJIEHUN KOMITBIOTEPHOH TOMO-
rpadun (KT) opranos rpyauoit kierku (OT'K) — auccemu-
HUPOBAHHbIE OYarH B JIETKUX [15].

JInarHOCTHKA WMeET IeJIbI0 HE TOJbKO BepupUKAIUI0
JINaTHO3a, HO U OTIPe/ieIeHre aKTUBHOCTH IIPOIiecca.

BakHyI0 pOJib B BBISIBJIEHUM CAPKOW/103a, MOHUTOPUHTE
TeUYEeHUs JIETOYHBIX IPOSBIEHUN U OTBETA HAa TEPAITHUIO WT-
PalOT MeTO/IbI JIydeBOM BU3yaJln3alluu — PeHTreHorpadus
u KT OI'K. OcHOBY peHTTe€HOJIOTHYECKOI0 CUMITOMOKOM-
IJIeKCa TPHU CAPKOUI03€ OPTaHOB JIBIXAHUS COCTABJISIIOT
BHyTpUrpy/Has jumbaieHonaTus (Kak mpaBuiio, JABYCTO-

poHHsIs1), mepuwnMdaTHUecKas JUCCEMHUHAIUS, a TAKKe
WHTEPCTUIHAIbHbIE U3MeHeHusA. BHyTpurpyanas aumda-
JIEHOTIATHS MOKeT HabJII0/[aThCsl KaK N30JIMPOBAHHO, TaK U
B COUYETAHUH C /IUCCEMHUHAIMEN B JIETKUX. XapaKTePHBIM
JUISL CAPKOU/I03a SIBJISIETCS] HECOOTBETCTBUE 3HAYNMOU BBI-
Pa’KEHHOCTU PEHTTEHOJIOTUYECKON KaPTUHBI I MUHUMAJTb-
HBIX KJIMHUYECKUX MPOSIBJIEHUN WX JJaKe TIOJIHOTO OTCYT-
CTBUS KaJ100.

IIpu 1MOMO3pEHNH HA BHEJIETOUHBbIE MOPAXKEHUsT TAKIKE
MPOBO/IAT MArHUTHO-PE30HAHCHYIO TOMOTpaduio (HepB-
HOU CHCTEMBI, KOCTeH U KOCTHOTO MO3Ta, CEPAIA, OPTAHOB
OpPIOIIHOW TOJIOCTH), PAIUOHYKJIUHBIE METO/bI, MMO3HU-
TPOHHO-3MUCCUOHHYI0 TOMOTpaduIo, yIbTPa3ByKOBBIE HC-
cienoBanus (Y3UM) meuyeHHu, cele3eHKH, OKOJIOYIIHBIX
CJTIOHHBIX 2KeJie3, TUMOATUUEeCKUX Y3JI0B, 9XOKapuorpa-
duro (9x0KI'), anexrpokapauorpaduro (AKI) u np.

JlabopaTopHbIe UCCIIE0BAHNS, KAK [TPABUJIO, BISIBJISIOT
suMmbonenuto, nospsimeHne COD, C-peakTHBHOro Oeska
(CPB), axtuHOoctu AII® U ypoBHsS HMOHU3UPOBAHHOTO
KaJIbIUsl B KPOBU, ITOBBINIEHUE KAJIbI[Us B MOYe, TUMbOIU-
TO3 B OPOHXOAITHBEOJISIPHOM JIaBaXKe.

I[Ipu wuccrnepoBaHuu (PYHKIUM BHENIHETO AbIXaHUS
(®B/I) y uacTy naIE€HTOB OIPEEJISIIOTCS HAPYIIIEeHUS IPO-
XOZIMMOCTH OPOHXOB, peXXe — PeCTPUKTHUBHBIE U KOMOMHU-
poBaHHble uM3MeHeHus. Haunbosiee 3HAUMMBIM IOKa3are-
sem ®B/I mpu capkounziose siByseTcs onpezenerue qudaoy-
3MOHHOU CIIOCOOHOCTH JIETKUX, CHUKEHNE KOTOPOH MOKET
Ha0II0/IaThCA TIPU HOPMAJIBHBIX MMOKA3aTENSAX CIUPOMET-
puu. MccieoBanre ra3oB KPOBU IIPU HAJUYUU Hapylle-
Hun @B/l MokeT BBIABUTH THIIOKCEMUIO.

Mopdosoruyeckoe wuccieZioBaHue OuomTaTa M3 IOpa-
JKEHHOTO opraHa (Jierkue, JuM@aTUYecKue y3jbl, U3Me-
HEHHbIE YYaCTKU KOXKU, CeJIe3eHKa, IeYeHb U JIP.) C [EJIbI0
obHapy»KeHUs1 Heka3en(pUITUPOBAHHBIX SMUTEIUOUTHO-
KJIETOUHBIX TPAaHyJIEM UMeEET pellaioliee 3HaUeHue JJIs Be-
puduKamu [UarHo3a «CapKou03» Kak y B3pOCIIbIX, TaK U
y JIeTel.

NuddepeHiuanbHblii UarH03 HEOOXOANUMO MPOBOIUTH
mpexzie Bcero ¢ tybepkysiesom BIJIY, nuccemMmmHHUpOBaH-
HBIM TYyOEpKyJIe30M, a TaKKe OIIyXOJIEBHIMU 3aboJieBa-
HUSIMH, TTOPA’KEHMEM JIETKUX MPU CUCTEMHBIX 3abosieBa-
HUSIX COEJUHUTENIbHON TKAaHH, JAPYTUMU TPaHyJIeMaTo3-
HBIMH 3a00JI€EBAHUSIMU.

TeueHre U IPOTHO3 CAPKOUI03a TPY/IHO MPEICKA3yeMbl.
B 50% ciydaeB 3a nepBble IOJIT0/1a TPOUCXOAUT CIIOHTAH-
HBIN perpecc nopa)keHui. BoaMo:kHO Taxke XpOHHYECKoe
TeueHue 3a00JIeBaHUSI C IJTUTEILHBIM COXPAHEHUEM ero aK-
TUBHOCTH, KOTOPOE IMPOSBJISIETCS MOBTOPHBIMH PEIH/IU-
BaMU IPU MPEKIEBPEMEHHOM OTMeHE JIeYeHUsI.

[ToaTomy ¢ yueToM 0cOOEHHOCTEN TeUeHMUsI MOCJIe MOCTa-
HOBKH JIMarHO3a TpeOyeTcsl TIaTeIbHOe HabJII0/ieHre a-
nuenta [1-3, 5, 8, 10, 16, 17]. [0 eBpOIEHCKUM JAHHBIM,
y 65% neTedl B TeUeHHeE rojia IMocje MOCTAaHOBKY JUarHo3a
HACTyIlaeT IOJIHOe BBI3IOpPOBJeHUe, y 78% — IpH Hocie-
nytoteM Habsonenuu. [pu ne6oTe 3a60oeBaHus 710 5 JIeT
BO3MOKHBI pe3u/iyajibHble SIBJIEHUsI YBEUTAa U TIIOJIH-
aprputa. Ho mporaocrudeckue ¢GakTopsl y ZieTed ele He
yCTaHOBJIEHHI [10, 18].
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JleyeHne

JlucKyccrs 0 BpeMeHH Hadasa JiedeHusA U Beibope Ipe-
rmapara IpozoJpKaercsa. IIpu yCTaHOBJIEHHOM JHarHO3e
«CapKOUJ[03», OTCYTCTBUYU YTPOMKAIOIIETO KU3HU COCTOS-
HUS, CHIDKEHHUA (QYHKIMI OPraHOB U CHCTEM, OUEBHU/IHBIX
JIAHHBIX 0 OBICTPOM IIPOrPECCUPOBAHUY 3a00JIEBAHUS Te-
pamus, Kak IPaBUJIO, HE HA3HAYAeTCHA, a MalueHT aK-
THUBHO HabJiofaerca. Y feTeld BbDKHJATENbHAs TAKTHKA
HCIoJIb3yeTcss pexe [10, 18]. AGCOMIOTHBIMU TOKa3a-
HUAMH JUIA CTapTa Tepaluy ABJAITCA HOpa)keHue
cepAlia B CBA3U C PHCKOM BO3HHUKHOBEHHUS YIPOJKaeMbIX
JULA )KU3HU HAPYIIEHUH PUTMa, IOpa’KeHUe Ij1a3, Ipo3s-
IIee IoTepel 3peHus, IopakeHne [eHTPaJIbHOU HEPBHOHN
CHCTEMBI, S9HIOKPUHHBIX JKeJie3, BhIPAXKEHHbIE KOCMETH-
geckue Jie(DeKThl KOKU U BBICOKAA TUIEPKANbINYpUS [1—
3, 5, 6]. Jleuenue capkouz[03a y JieTel U MO/[POCTKOB PO-
BOAUTCA Ha OCHOBAaHUU OOIIMX IPHUHIIUIIOB TEPANUU C
yYeTOM BO3PACTHBIX OTPAHUYEHHI B 0COOEHHOCTEN 103U~
pPOBaHUsA JIEKAPCTBEHHBIX CPEJICTB.

IIpenapatamu BpIOOpa IpU CapKOH/03€ B JIIOOOM BO3-
pacre ABJIAIOTCSA OpajIbHbIe IIIOKOKopTHKOocTepouibl (I'KC)
B 7103 0,3—0,5 MI'/KI' B CyTKH IIO IIPEJTHU30JIOHY JI0 IIOJI-
HOTO pas3pelleHns U CYIIeCTBEHHOTO YIyYIlleHUs OpraH-
HBIX [TOPa)KEHUH € MOCIEeYIOIUM IIOCTEIIEHHBIM CHIKE-
HUEM /I03bI /IO II0JTHOH OTMeHBI. 110 TaHHBIM eBpOIelCKUX
aBTOPOB, B PAJIE CJIyYaeB B IETCKOU IPAKTHKE HA3HAYAIIUCH
60s1ee Boicokue 710361 [KC (1—2 mr/kr B cyTku). [Ipoossku-
TEJIBHOCTD JIEYEHH CapKOH/103a HE MeHee 6—12 MecC, IpH
XPOHHYECKOM TeUeHUH 3a00J1eBaHUA OHA MOXKET YBEJINIH-
BAaThCH JI0 HECKOJIBKUX JIeT.

B kxauecTBe ajpTepHATHBHBIX IIPENAPATOB IPHMEHSIOT
“MMyHocyTpeccopsl (ruknodocdamuy, asaTHONpHH, Me-
TOTPEKCAT), peke — TeHHO-WH)KEHEpHbIe OHOJIOTHYECKHEe
Iperaparsl — HHI'HOUTOPBI (pakTopa HEKpo3a OIyXoytu (MH-
dmkcnmab, amanumymab) 1 HHTHOUTOPBI HHTEPJIeHKIHA-1
(xaHakuHyMa0). AJIBTEPHATHBHAA Tepalus IIOKa3aHa IIpU
HeaddexTusHOCcTH ['KC, mpy HaTMIuy NPOTUBOIIOKA3aHUH
K MX Ha3HaueHWIO (s3BeHHas1 06OJIe3Hb, CaxapHbBIN AuaberT,
rUIepToHnYecKas 60J1e3Hb, OXKUPEHUE U OCTEOIIOPO3), IPH
Herneperocumoctu I'KC, Ts:xesnoM TedueHuu 3a060J1€BaHUA
[1-3, 5, 6, 10, 18].

JleTsiM ¢ mepBOHA4YaJIbHOM IOTEpPed Macchl Tejla YacTo
TpeOyIOTCS HYTPUTUBHAA IOJZIEPXKKA, KOTOPYI0 HEOOXo-
JIIMO aJIalITUPOBATh K PEXKUMY ITpHEMa YKa3aHHBIX IIpera-
patoB, HabJIIO/IeHHe JueTosora [10].

AddepenTHBIE MeTO/BI Tepanuu (11a3madepes, sKCTpa-
KOpIlopasibHas ¢hapMakosiorudeckass Mogu@uKanus JuM-
(o1uTOB KPOBHU) MIPUMEHSIOTCS Y B3POC/IBIX MAIIMEHTOB [1,
2,3, 5]

[TporHo3 capkouzo3a Kak y B3POCJIBIX, TAK U Y JIeTel B
GOJIPIINHCTBE CJIy4aeB OJarONpUATHBIN, HO Jla’ke He-
CMOTPs Ha HAYaJIbHOE aKTUBHOE JIeueHe TeueHre 3a00ie-
BAaHHS MOJXKET COIPOBOXKAATHCA penujauBamu [1-3, 5, 6,
10].

BazkHO¥ 11es1b10 OYLyIIIX HAYIHBIX H3bICKAHUH ABJIAETCS
IIOVICK HAJIEXKHBIX IPEJUKTOPOB IS YCTAHOBJIEHHA IIPO-
rHO3a ¥ Ha3HAYEHW: JIEYEHHSA HA HWHJIUBUIYaIBHOM
YPOBHE, UTO 0COOEHHO aKTyaJbHO B meAuaTpui [7, 8, 18].

KnuHnueckuin cnyvanm

Hauwmna K. HaGmronasics mysipbMoHoorom B KoHcysbra-
TUBHO-ZIMarHoctTudeckoM neHtpe ®I'AY « HMUII 310poBbs
nereii» Munanpasa Poccuu ¢ 11 10 16 JieT (aBrycr 2014 1. —
OKTAOPH 2019 T.) C /IUATHO30M «CAPKOU/I03 Te€HEPATH30-
BaHHBIN».

VI3 aHaMHe3a U3BECTHO, UTO PeOEHOK OT 1-d HOPMAaJIbHO
IIpOTeKaBIIell GepeMeHHOCTH, 1-X CPOYHBIX pojioB. Macca
TeJIa IPU POXKAEHUU 3900 T, pocT 53 cM. O1jeHKa 110 IIKaje
APGAR 8/9 6ayutoB. Ilepuos HOBOPOXKZEHHOCTH 6e3
ocsiokHeHuH. IIcnXoMOTOpHOe pa3BUTHE 110 BO3pacTy. AJl-
JleproaHaMHe3 He oTAroileH. IIpusut no Bospacty. Ceeje-
HUH 0 AUHAMUKe peaknuu MaHTy HeT. HaciencTBeHHOCTD
10 OpPOHXOJIETOYHBIM 3a00JIEBAaHUAM He OTATrOILIEHA.
B anamHue3se pezikue ocTpble pecliupaTopHble MHQMEKITUH.

C nexabpsi 2013 T. MOSBUJINCH 3KaI00bI Ha ¢1abOCTBh, BJ1e-
MEHTBHI y3JI0BaTON SPUTEMBI Ha HUKHUX KOHEYHOCTSIX.

B deBpasie 2014 r. IPOBOAUIOCH CTAI[IOHAPHOE 06CIIE/10-
BaHUe B JleTCKOl 00JIACTHOM KJIMHUYECKOU OOJILHUIIE T.
TBeps. 3axioueHue: y3ioBaTas spuTeMa Ha GOHE CTpeI-
TOKOKKOBOH nHpekuu. [Tosyyan bunmwume-5 1 pas B Me-
A1 ¢ ¢peBpasid 1o UIJIb 2014 T.

B umwone 2014 r. nosropHasa rocnutanuzanusa B JOKDB
r. TBeph. BriepBbie BHIABJIIEHO yBEIWYEHUE HAMKITIOUNY-
HBIX JTUM(ATHYECKUX Y3JI0B, HA HUKHUX KOHEYHOCTSX CO-
XPpaHAJIUCH Y3JI0Bble 00Pa30BAHUA THAMETPOM JI0 10 MM.
Knuanueckuil aHanmus kpoBu 6e3 martosioruu, CPB B
HOopMe (3,7 mr/i). Y3U nepudepryeckux aumdoysnioB —

Puc. 1. PeHTtreHorpadusa OTK ot 09.07.2014. Ha 0630pHOIi peHTreHo-
rpamMme opraHoB rpyAHOIA MONOCTN OTMEYAIOTCA PE3KO BblpaXKeHHoe
ycuneHuve n gepopmaunys 1eroyHoro pycyHka 3a cuet agudpdysHoro
YNAOTHEHUSA 1 MHGUNbTPALMUN MHTEPCTULMANIBHBIX CTPYKTYP, pacce-
SIHHbIX MeJIKUX 04aroBonoAo6HbIX TeHeln, anddy3HoI peakumn
nnespbl. OTMevaeTcA 3HauYnTeNIbHOE BYCTOPOHHEe yBenuyeHue BIY,
npenmMyLLecTBEHHO GPOHXOMNYNIbMOHANbHbIX FPyn.

Fig. 1. Chest X-ray, July 09, 2014. Plain chest radiography shows the
dramatically increased and distorted lung markings due to diffuse swelling
and interstitial infiltration, diffuse small focal shadows, diffuse pleural
thickening. There is a prominent bilateral elnlargement of the intrathoracic
lymph nodes, mostly the bronchopulmonary lymph nodes.
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Puc. 2. KT OFK ot 17.07.2014. Ha cepuu akcmasibHbIX TOMOTrpamMmm 1 BO GPOHTaNbHbIX PEKOHCTPYKLIMAX B JIESFOYHOM N MATKOTKaHHOM OKHe B 0601X
nerkux onpeaensaeTca ABYCTOPOHHAA CUMMETPUYHAA MenKooyaroBas nepunumdarunyeckas guccemmHauma. HepasHomepHoe (YeTKoobpasHoe)
yTOJLEeHNEe NeprOPOHXOBACKYNAPHOIrO MHTEPCTULIMA Y MEX/0/IbKOBbIX NeperopofoK. YTonueHre MexaoseBoi niespbl. KopHu nerkux pesko fe-
dopmupoBaHbIl 3a cYeT yBeNMUYEHNA GPOHXOMYNIbMOHaNbHbIX NMMMOY3N0B, TaKXKe BU3Yanu3npyoTCs MHOXKECTBEHHbIE YBEeJIMYEHHbIE Y3/ibl APYruX
rpynn cpefocTeHNA € TeHAEHLMEN K GOpMUPOBaHMNIO KOHITOMepaTHbIX o6pa3oBaHuii. JlumdaTuyeckne ysnbi OGHOPOAHON CTPYKTYPbI C YETKUMU
1 POBHbIMU KOHTYypamu. OTCYTCTBYIOT M3MEHEHUA NePUHOAYNAPHON KNeTYaTKN CPefoCTeHUA.

Fig. 2. Chest CT, July 17, 2014. In a series of axial slices and frontal CT reconstruction images showing the lung window and the soft tissue window in both lungs,
bilateral symmetrical small focal perilymphatic dissemination is seen. Irregular (beaded) thickening of the peribronchovascular interstitium and interlobular
septa. Interlobar pleural thickening. Sharp hilar distortion due to enlarged bronchopulmonary lymph nodes, multiple enlarged nodes of the other mediastinal
nodal groups are observed together with the trend towards formation of conglomerates. Lymph nodes with homogeneous pattern, sharp and even contour. No

abnormality in the perinodular tissue of mediastinum.

=

B HAJKJIIOYUYHOH 0O6JIACTH CIIpaBa BHU3YaIU3HPOBAJIUCH
YBEJIMYEeHHBIE JI0 15 MM JINMQOY3JIbI HEOTHOPOZHOH CTPYK-
TYPBI.

V31 opraHoB OpIOIIHOHM IIOJIOCTH — CTPYKTypa ceJie-
3€eHKH HEOJHOPOJHA 3a CYeT MHOKEeCTBEHHBIX yYaCTKOB
MTOHI>KEHHOHN HXOT€HHOCTU HEIPaBUJIBHOU (POPMBI.

Penrrenorpadusa OT'K or 09.07.2014 (puc. 1) — yBesiuye-
Hue BI'JIY, ouaroBas gucceMUHaIUs B JIETKUX.

Ha KT OTK 17.07.2014 (puc. 2) B 000UX JIETKHX BbI-
sIBJIEHBI MHOTOYHCJIEHHBIe O4Yaru IepuanMdaTudeckon
JIICCEMHUHAIUY Pa3MepoOM 1—2 MM, CKJIOHHBIE K CJIUSAHUIO.
BrIpakeHHOe yBesInueHre Bcex Py JIUMQOy3JI0B Cpesio-

CTeHHS CO CJIUSAHHEM B KOHIVIOMepAThl, HAaKAIUIMBAIOIINE
kxoHTpact. Korrsomepar sinMdoy310B 0JHOPOSHON CTPYK-
TYpHBI CIIPaBa B HAJKJIIOUWYHOHU obiactu. Pazmepsr BIJIY:
rapaaopTajbHbIE 14X20 MM, IIapaTpaxeayJbHble CIpaBa —
KOHIJIOMepaT pas3MepaMu 33x36 MM, OudypramuoHHbIE
crpaBa 18x28 MM, cjeBa 13x22 MM, OKOJIOIUIIEBOJHBIE
crpaBa 23x28 MM. B cesle3eHKke MHOKeCTBEHHBIE O4ard I10-
HIDKEHHOU IVIOTHOCTH. 3aK/I0YeHne: KapTHHA TUMQOIIPO-
sudepaTHBHOTO 3a00/1€eBaHNUs, JIETOYHOH /ICCEMUHAIIUY U
04YaroBOT0 IOPAXKEHUs CeIe3eHKU.

Peaknua va mpoby Manty ¢ 2 TE — namysa 10 My, peax-
1y Ha 1po0y ¢ JInacKUHTECTOM — OTpUIIATETbHA.
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Koncynpruposas ¢prusnatpom 18.07.2014. 3aKyI0ueHNe:
HECOOTBETCTBHE TSAKECTH COCTOAHUSA BHIPAXKEHHOCTH U3Me-
HeHndl Ha KT OI'K, ymepeHHO BbIpa)KeHHas peaknus Ha
npoOy MaHTy u oTpuLaTesbHasg — Ha npoOy ¢ JluackuHre-
CTOM, OTCYTCTBHE TyOepKyJIE3BHOTO KOHTAKTa II03BOJIAIOT
JlyMaTh O HeTyOepKyJIe3HOH 3ThoyIoruu 3abosieBanusd. Jliis
TOYHOH Bepu(]UKAIMU /MarHO3a PEKOMEH/I0BAaHO IIPOBe-
JileHue OMOIICHY HAJKJIIOYHYHBIX JIUMQOY3JI0B JIJIA TUCTO-
JIOTUYECKOTO HCCIIEIOBAHMS.

FocimTanu3upoBaH B XUPYPTHUYECKOE OTZAeJIeHUe
21.07.2014. Mopdosornyeckoe uccieoBaHue OuonTara
HAaJIKJIIOYMYHBIX JTUMQOY3JI0B OT 29.07.2014: TKaHb JIIM-
(doy3II0B 3aMelieHa OJJHOPOJHBIMU TPAHyJIEMaMHU U3 3IIH-
TEJIMOUHBIX, JTUMGOUTHBIX KJIETOK, I'MTAaHTCKUX MHOI'O-
AnepHbIX KieTok Iluporosa—JlaHrxaHca. 3akKJIlOUeHUe:
capKouz03 INMQaTHIECKUX Y3JI0B.

KoncynpTupoBad 04.08.2014 B YHUBEPCUTETCKOU KJIH-
HHUYecKod OospHHIE ¢TH3HOoIyIbMOoHOIorHH OTAOY BO
«IlepBerit MI'MY um. M1.M. CeueHoBa». JluarHos: capkou-
7103 BI'VIY u nerkux. PekoMen0oBaHa IIIIOKOKOPTUKOCTEPO-
W HAA Tepalus.

IIpu nepBoM obpareHuu K myabMoHosory B KL ®TAY
«HMMUII 310poBbsi JieTeii» 06.08.2014 cocTosiHue pebeHKa
VZIOBJIETBOPHUTEJIbHOE. PecrinpaTopHbIX jkanob He oTMeva-
Jtoch. COXpaHSIHNCH IPOSBJIEHUS y3JI0BATOW SPUTEMBI HA
rosieHsx (puc. 3). B jerkux jipixaHue mMpoBOJUIIOCH BO BCe
OT/IeJIb], XPUIIBI He BBICIYIIUBAJINCH. Pe3ysipraTsl 06ciieno-
BaHMWA: KJIMHUYECKUH aHanu3 Kposu 6e3 nmarosioruu; CPB —
2,3 MrI/JI, ypOBEHb HMOHU3UPOBAHHOIO KaJbIUA KPOBU
B HopMme (2,20 MMOJb/J), TUNEPKATbIUYPHUA 10
10,10 MMOJIb/J1 B cyTKH (1ipu HOpMe 710 6,2), ®B/I: popcu-
pOBaHHas JKU3HEHHAash eMKOCTh Jierkux — HopMma (84,5%),
06beM (HOPCUPOBAHHOIO BBIIOXA 32 1-10 CEKYH/Iy — HOpMa
(87,8%), mraoBeHHasi 0GbeMHasi CKOPOCTH IIOCJIE BBIZIOXA
25% (opcUpOBAaHHON JKM3HEHHOU €MKOCTH JIETKUX
(MOC25) - 109,6%, MOCs50 — 85,7%, MOC75 — 58,8% —
yMepeHHbIe HapyIIeHUsA [IPOXOJUMOCTH Ha YPOBHE II€pH-
(epruecknx 6poHXOB, Ipoba ¢ BEHTOJIMHOM OTPHIIATENIb-
Hag — npubaBka o6beMa GOPCUPOBAHHOTO BBIJIOXA 34 1-10
cexyH/ry 30 Mt (1%).

C 18.08.2014. HauaTa Tepanua MEeTUINPEAHU30JI0HOM U3
pacuera 0,5 Mr/Kr B cyTku (IIpu Macce Teja 44 Kr —
22 MI/CyT) C YZAOBJIETBOPUTEIHHON IIEPEHOCUMOCTHIO.

KoHcysnpTHpOBaH 04.09.2014 ¢Tusunarpom OI'BHY
ITHUUT. 3akimoueHue: capKonzi03 TeHepPaTn30BaHHBIA C
nopaskeHueM nepudepuyeckux aumMdoysnos, BIVIY, ier-
KHX, CeJIe3eHKH, akTUBHaA (asa; ysyoBaras sSpuTeMa roJje-
Hel. PeKOMEHI0BAaHO IIPOZOJIKUTD JIeUeHUEe MeTHJIIpe-
HU30JIOHOM, CHMIKATh /103y IO 2 MTI' KaXK/Jble 10 JHEH 10
16 Mmr/cyt; 3aTeM — IIO 2 MI' Yepe3 JIeHb KaXKAble 2 He
JI0 IIepexo/ia Ha IIPHeM 16 MT 4yepes JIeHb; 3aTeM — II0 2 MI'
B MecI] JI0 IIepexo/ia Ha IIPUEM 10 MT Yepe3 JIEHb.

B okTs6pe — HOAOpE 2014 T. IPOBEZEHO 00CIEIOBAHHE B
KALL ®T'AY « HMUII 310poBBA f1eTeti».

CocrosiHue pebGeHka yzosieTBopuTesnbHoe. JKanob He
NpeIbABJIA. Y3JI0BaTasg SpPUTEMa Ha TOJIEHAX HCYe3JIa.
B Jierkux Xpumsl He BBICIAYIIUBaINCh. KilmHMUecKuil aHa-
a3 kpoBu, CPB (1,6 mr/n) — 6Ge3 MaToJIOTUM, BHIPASKEH-

Puc. 3. I3MeHeHMA Ha KOXe rofieHn No TUMy y3noBaToi SpuTembl.
Fig. 3. Skin changes on the lower leg similar to erythema nodosum.

| —.

Puc. 4. PeHtreHorpa¢us OlK ot 27.10.2014 (B AuHaMuKe Ha poHe
neueHus). Ha 0630pHOIi peHTreHorpaMmme opraHoB rpyAHON NONOCTY
MIMeeTcA OTYeTNNBasA NONOXNUTENbHaA ANHaMUKa. MpaKTnyeckn non-
HOCTbIO BOCCTAaHOBMWJIaCb BO3AYLIHOCTb JIErO4HO TKaHU. CoxpaHseTcs
yMepeHHO BbipaXKeHHOe YCUeHNe COCYANCTO-NHTEPCTULIMANbHOTO pu-
CYHKa, NpenmyLIecTBEHHO B MPUKOPHEBbIX 30HaxX. KopHu nerkux pac-
LIMPEHDI 3a CYET yBeINYeHNA 6POHXONYNIbMOHaNbHBIX IMMdaTuye-
CKMX Y31O0B.

Fig. 4. Chest X-ray, October 27, 2014 (dynamic changes following treatment).
Plain chest radiography shows a clear positive trend. The airiness of lung
tissue has almost completely recovered. The moderately enhanced vascular
interstitial pattern persists, mostly in the hilar region. Hilar enlargement due
to enlarged bronchopulmonary lymph nodes.

HOCTh KIBLIMYPUU YMEHBIIWIACH JI0 7,3 MMOJb/CyT (1IpH
HOpME /10 6,2). MIMesio MecTo HeOOJIBIIOE TOBBIIIEHHE
ypoBH: uMMmyHoro0ynHa (Ig) G (18 r/n mpu HopMe 710 17)
u IgM (2,65 r/x npu HOpMe 710 1,88). ®B/T — HOpMa. PeHT-
resorpadus OTK ot 27.10.2014 (puc. 4) — JIerOYHBINA pUCYy-
HOK Z1e()OPMUPOBAH I10 CETYATOMY THILY, YCHUJIEH 32 CUET CO-
CYIUCTO-WHTEPCTUINATBHOTO KOMIIOHEHTA, YBEJIHYEHHE
BIJIY, umeercsi oTueryimBas IIOJIOKUTEIbHAA JIMHAMUKA.
Y3U opraHoB GPIOIIHOM OJIOCTH — 0YArOBOE ITOPAYKEHUE Ce-
sie3eHKU. KOHCY/IbTHPOBaH 0QTaIbMOJIOIOM — aHTHOIATUA
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Puc. 5. KT OFK o1 21.01.2017 B griHamunke Ha ¢poHe neuyeHus. BoipaxkeHHas nonouTenbHas AUHaAMMKA 3a CYET UCYE3HOBEHNA OYaroB nepuanmoa-
TUYECKOI AncceMMHaLMN. YMeHbLUMNAch BbipaXKeHHOCTb MHTEPCTULMaIbHOTO KOMMOHEHTA JIEro4yHOro natrepHa. CoXpaHATCA MHOXKeCTBEHHOCTb
1 He6onbluoe yBennueHme numooysnos 61dypKaLNOHHON rpynnbl.
Fig. 5. Chest CT, January 21, 2017, dynamic changes following treatment. A clear improvement due to vanishing foci of perilymphatic dissemination. Reduced
intensity of the interstitial component of lung pattern. There are still multiple slightly enlarged bifurcation lymph nodes.

CeTUYaTKW, TMOMYTHEHUE 3aJlHEW KAICy/JTbl XPYyCTAJIHMKa
06oux raz. KT, IxoKI' — 6e3 3HAUMMBIX U3MEHEeHUH. 3a-
KJIIOUeHHe KapAwuosora: (GyHKIMOHAJbHbIE M3MEHEHUA
CEP/IEYHO-COCYAUCTON CHCTEMEL.

Koutposnbasrii ocmotp B KA1 ®T'AY «k HMUII 3m10poBbs
JeTeli» B MapTe 2015 T. /{032 MeTHWINIPEIHU30I0HA 12 MT
yepes JIeHb, IPOOJIKEHA TIOCTETIEHHAA OTMEHA 110 2 MT B
Mecsr. [TossBUINCh K00l Ha TONIHOTY. 3aKJIIOYEHHE
TaCTPOIHTEPOJIOTA: XPOHUYECKUH TacTPOAYO/IEHUT, 00-
octpenne. HazHaueHo sieueHune. KimHnueckuil aHaimu3
KpPOBH, YPOBEHb HOHU3HPOBAHHOTO KaJBIUA B KPOBU
(2,30 MMoOJB/J1), CYyTOYHBIH KaJbuuii B moue (3,48
MMOJIb/cyT) — 6e3 marosioruu. Y3U opraHoB OPIOIIHOH I10-
JIOCTHU — COXPAHAJIOCh 0YaroBoe nopakenue cejaeseHku. KT
OTK orT 16.03.2015 — 3HAYUTETIHHOE YMEHbIIIEHUE OOIITUD-

HBIX 30H MeJIKOOYaroBol nepmwinMaTudecKou JucceMu-
Hanuu B oboux jerkux. Pazamepsr BIJIY cyiiecTBeHHO CO-
KpaTWINCh: IIapaaopTaIbHbIE C 14X20 70 5X12 MM, Iapa-
TpaxeaJbHbBIE CIIpaBa C 33x36 70 10x14 MM, O6udypka-
LIMOHHBIE ¢ 18%x28 MM clipaBa U 13x22 MM ¢JIeBa 10 8 MM C
00enx CTOPOH, OKOJIOIHUIIEBOJHBIE CIIpaBa C 23x28 110
10x12 mMm. CoxpaHsiach BRIPO)KEHHOCTh WHTEPCTUINAIID-
HOTO IIaTTE€PHA II0 XOAY IIEBPAIBHBIX JILCTKOB (IIpErMy-
IIECTBEHHO HA YPOBHE BEPXHUX JIOJIEN JIETKHX). 3aKI04e-
HHe: KapTHHA capKou/i03a ¢ nopaxenuem BIJIY u jerkux.
ITo cpaBHeHHIO C HCCIEZIOBAHHEM OT 17.07.2014 3HAYH-
TeJIbHAs TOJIOKUTEesIbHASA INHAMUKA.

B mae 2015 r. xoHCcynbTupoBaH (prH3narpom OI'BHY
I[THUUT. 3axaodueHne: capKOW/I03 TeHePaIN30BAHHBIN C
nopaxkeHueMm nepudepuueckux aumpoysnos, BIJIY,
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JIETKHX, cesle3eHKH, (aza perpecca. IIpososmkeHo mocre-
IIEHHOE CHIDKEeHHE /I03bI METHJINIPEHNU30JI0HA € 10 MT de-
pe3 JieHb o 2 MT/Mec.

Koutposibaoe o6cieioBanue B K/ ®TAY «HMUII 3110-
POBBA ieTeli» B aBrycre 2015 I. Jl03a METHIINIPEHNU30I0HA
cocraByseT 2 Mr uepe3 AeHb. JKano6 Her. KnmHmueckuit
ananu3 kposu, CPB (0,4 mMr/mii), CyTOUHBIN KaJbI[UU B
Moue (3,10 MMOJIb/CyT), YPOBEHb NOHU3UPOBAHHOTO KaJlb-
1Us B KpoBH (2,44 Mmmouib/i), ATI® (45,1 Ex), IgG (9,9 v/1)
u IgM (1,1 /i) — B HOpMe, @B/ — 6e3 orxioHeHui. [Ipu
Y3U opraHoB OPIONTHOH IIOJIOCTH BBISABJIEHA OJHOPOJIHASA
CTPYKTypa ceJie3eHKH (II0JTHOCTBIO MCUYE3/IH MHOXKECTBEH-
Hble OYaroBble 00Pa30BaHUsA).

[Tpuem MeTHIIPeIHU30I0HA 07.09.2015 IOJTHOCTHIO OT-
MeHEH II0cJIe 13 Mec IIpreMa | yZI0BJIeTBOPUTEJIbHOH Iepe-
HOCHMOCTH.

Ha ¢one oTMeHbI KOPTHKOCTEPOU/IHOHN Tepanuu B Tede-
HUeE 4 JeT (2015—2019 IT.) IPOBOJIUIIOCH €3KETOJTHOE KOHT-
POJIBHOE KJIMHUKO-1a00paTOPHOE U HHCTPYMEHTAJIbHOE
o0ce0BaHueE.

3a yKasaHHBIH IeproJ] COCTOSHME IalleHTa OCTaBaJIOCh
VZIOBJIETBOPHUTEIBHBIM, K100 He NperbaBuL. JJuHaMuye-
CKOe JTa00paTOPHO-UHCTPYMEHTAIbHOE 00ciIe/oBaHue (KJIH-
Hu4yecKkud aHanu3 kposu, CPB, yposens AII®, cyrouHoe co-
Jiep:kanue Kaibiysi B Mode, ®BJI, Y31 opraHoB OpIOITHOM
nosiocty U nepudepraeckux 1uMdoysnos, KT, 9xoKI) oT-
KJIOHEHHUH He BBIABJIAIO. B AHBape 2017 r. 0pTaIbMOIOTOM
BIIEPBBIE OIMCAH MYJIbTH(OKAIBHBIN XOPHOUANT B CTa/IUU
pemuccuu. ITpu ocMoTpax Kap/inosiora B IMHAMUKE IIATOJI0-
THA CO CTOPOHBI CEP/IIA He IMarHOCTUPOBAJIACH.

KT OT'K BBINOJIHATIOCH €XKerOHO — MapT 2016 T., AHBapb
2017 r. (puc. 5), IHBaph 2018 T., OKTAOPH 2019 T.; B IUHA-
MHKe OTMedeHbl yMeHblleHue pa3mepos BIJIY, mosHoe
paspelieHre o4aros nepmwinM@aTHIecKor ACCEMUHAIINHI
Y 3HAYNUTEJIbHOE yMEeHbIIIeHNe BBIPA’)KEHHOCTH MHTEPCTH-
I[MAJIPHBIX U3MEHEHUH B JIETKUX.

KoncynprupoBan ¢rusumarpom OI'BHY I[THUUT
25.07.2017, KOHCTaTHPOBaHA PeMHUCCHS 3a00IeBAHMUS.
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Takum o6pasom, pebeHKy 11 JIET Ha OCHOBAHUU KJIUHU-
YEeCKUX IAHHBIX (y3JI0BaTas SpuTeMa rojieHel, yBeJIndeHre
HAJKJIIOYMYHBIX JIUMQOY3JI0B), WHCTPYMEHTAIBHOIO 00-
cinenoBanus (yBenmdyenue BIJIY, menkoouaroBast mucce-
MUHAIWA B JIETKUX, 04aroBoe IMOPasKeHUe CeJIE3eHKH), I'H-
MePKIBIHNYPUN U MOP(OJIOTHYECKOTO HCCIeTOBAHUSI
ObuonTara HAJKJIIOYUYIHBIX JINMQATHUIECKUX Y3JI0B (BBI-
sIBJIeHUEe TDaHyJleM W3 3IUTEINOUJHBIX, JTUMQGOUTHBIX
KJIETOK, TUTaHTCKUX MHOTOS/IEPHBIX KJeToK IlmporoBa-—
JlaHTXaHCca) yCTaHOBJIEH JUArHO3: CAPKOW/I03 TeHepasin30-
BaHHBIM C IOpaKeHHeM Ieprudeprieckux JUMQOYy3JIoB,
BIJIY, nerkux, cejie3eHKH, akTUBHas ¢asa; ysjoBarasd
spuTeMa rojeHeil. B redenue 13 Mec IpoBoMIIACH KOPTH-
KOCTepOH/IHAA Tepalua: MeTUJIIIPETHU30JI0H U3 pacyeTa
0,5 MI/KTI B cyTKH (18 [HEH) ¢ JaJIbHEHIIINM [T0CTEIIEHHbIM
CHIDKEHNEM 7103bl. B nuHamuke Ha ¢oHe JiedyeHUs OT-
MeueHbI pa3pelleHne y3JI0BaTOH 3PUTEMBl U HOpMasIu3a-
U IoKa3aTesled CIIMPOMETPUU Yepe3 2 MeC M CyTOYHOHU
SKCKPeINH KaJIbI[Us ¢ MOYOH Yepe3 7 Mec, HCUe3HOBEHHE
04YaroBOro IOpakeHus cejle3eHKH depe3 12 Mec. Takke 3a-
perucTpupoBaHa IocTelleHHasA TOJI0KUTeTbHAA JMHAMUKA
o faebeIM peHTreHorpaduu u KT OIK. Yepes 3 roza c
MOMEHTa Havajaa KOPTHKOCTEPOWJIHOU Tepanuy JAHarHo-
CTHPOBAaHA KJINHUKO-PEHTIeHOJIOTHYecKas PeMHCCUs 3a-
6osieBaHMA, KOTOPAsA COXPAHAETCA U II0CJIe MPeKpaleHus
JIedeHus1.

B Hacrosmee BpeMs IarjueHTy 18 JieT, y4uTcs B yHUBED-
cutere, 3aHuUMaercs crnoproM. CocrosiHUe CTabUIIBHOE.
Kanob6 He mpexbapiAer. OCTPBIMY PECIIPATOPHBIMY HH-
dexnuavu Gosteer penko 6e3 ocsoxkHeHUU. CoxpaHeHHe
pemuccuu 6e3 jiedeHns Ha IPOTSKeHUH OoJiee 4 JieT 103-
BOJIIET CYUTATh FeHEPAIN30BAHHBIA CAPKOW/I03 U3JIeUeH-
HBIM, 4 €r0 PeNU/INB — MaJIOBEPOATHBIM. JaipHeHIIee pe-
ryJIApHOe HalJIlo/ieHue He Tpebyercs.
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