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060CcHOBaHHe. YCTaHOB/IEHME MPUYMH FreHepan30BaHHON umM@ageHonatum — CUMMITOMa MHOXKeCcTBa 3abo/ieBaHun —
OCTaeTcs C/I0XKHOM 3aga4ven. [pu oTcyTCTBUM MHPEKLUMOHHOM NPUYUHbBI HEOBXOAMMO MPOBEAEHME MOPOOIOrMYECKOro ncce-
A0BaHusi, B TOM YUC/€ M /11 UCK/IIOYEHUST CapKoMA03a — PEeAKOro y AeTel Maalero Bo3pacta UMMYyHOOMOCPEAO0BaHHOIoO
cUCTEMHOro 3abo/1ieBaHusl ¢ HeornpeaeeHHbIM NMPorHo3oM. OnucaHue KIMHUYeCcKoro cay4as. Y 1eBo4YKn B Bo3pacTe 4 et
BepUPULMPOBaAH CapKOMA03 C XapaKTEPHbLIM MOPaXKEHNEM BHYTPUIPYAHbLIX TMMPATUYECKMX Y3/10B U JIETKUX, @ TaKKe Npu-
3HaKamMu reHepan30BaHHOMN TumpageHonatun. MoneKynspHO-reHeTMYECKOe MCCIe40BaHNe BbIsIBUIO NaTOreHHbIN Bapu-
aHT reHa TNFRSF13B, paHee onucaHHbIN y B3POC/bIX NaUMeHToB C 06LMM BapuabesibHbIM UMMYHOAEPULMUTOM U CapKoU-
[030M nerkux. [lpegctaBieHbl JaHHbIE KaTaMHECTUYECKOIro Hab llogeHUs 3a NaLMeHTKoN B Te4eHne 3 neT. KoHctatupoBaHo
oTCyTCTBUE peunanBoB 3abosieBaHus 6€3 MCob30BaHNs MMMYHOCYNPEeCCUBHON Tepanuu. 3akatdeHune. OnvcaH ciyydyan
capKouao3a Kak npu4nHbl reHepaan30BaHHON AuMpaneHonatum y pebeHKa AOLWKO/IbHOro Bo3pacta. CiegoBaHue nporto-
Koniam ¢enepasibHbIX KITMHUYECKUX PEKOMEHAALMI MOMOIJIO YNOPSA0YNTb ANarHOCTUYECKYIO TaKTUKY, YCTaHOBUTb AMarHo3
M onpeaennTb Tepanumio.
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Clinical Case of Sarcoidosis as a Rare Cause
of Lymphadenopathy in Preschool Child

Background. Assignment of causes of generalized lymphadenopathy causes as a symptom of various diseases is still challenging.
In case of no infectious causes, the morphological study is necessary also to exclude sarcoidosis, rare for young children immune-
mediated systemic disease with intermediate prognosis. Clinical case description. 4 years girl was diagnosed sarcoidosis with typical
lesions of intrathoracic lymph nodes and lungs along with signs of generalized lymphadenopathy. Molecular genetic testing has revealed
pathogenic variant in the TNFRSF13B gene that was previously described in adult patients with general variable immunodeficiency
and pulmonary sarcoidosis. Catamnestic follow-up data on this patient are presented for 3 years. There were no relapses without
immunosuppressive therapy. Conclusion. Sarcoidosis was described as the cause of generalized lymphadenopathy in preschool child.
Following the federal guidelines has helped to adjust diagnosis tactics, to establish diagnosis, and to choose treatment.
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OBOCHOBAHME

NnmbageHonatus — yBenuMyeHune nuMmbaTuyecKmx y3nos,
conpoBoOXAaatollee MHorve 3abonieBaHus, MHOEKLMOHHbIE
N HEMHPEKLMOHHbIE, @ TaKXe NMpueM JIeKapCTBEHHbIX Mpe-
napaTtoB, UCMOMb3yeMbIX ANs Ux Tepanun. Hanbonee yacton
npuymMHon numbageHonatun (4o 50% cnyvyaeB NOKanbHOM
n 90% — reHepanM3oBaHHOM) ABMAIOTCA 3/10KaA4e€CTBEH-
Hble HoBOOGpas3oBaHua [1-3]. OgHOWM W3 NPUYUH Heony-
XONeBbIX HEeMHMEKLMOHHbIX NumdageHonatum BbicTynaet
CapKoMao3 — CUCTEMHOE BocnanuTenbHoe 3aboneBaHue
HEN3BECTHOW 3TMONOMMK, XapaKTePU3YIOLEECS MOPaXKEHNEM
pas3nn4yHbIX OpraHoB U CUCTEM, 06pa3oBaHMEM HeKaszendu-
LMpYIOLLMXCS FPaHyNeM C UMMYHHbIMM (MPY ydacTum T-KneTok
N MaKpodaroB) MexaHn3mMamu GOpPMUPOBAHMA rpaHynema-
TO3HOro Bocnasnenus [4]. [paHynembl Yalle Bcero o6pasyoTcs
B JIEFKUX U TUMPATUYECKMX Y3N1aX, HO MOTYT MopakaTb 0601
opraH v HapywaTb ero QyHKuuto. 10 HEKOTOPbLIM AaHHbIM
(daHuna, 1979-1994), 3a601eBaeMOCTb AETEN CAPKONL030M
coctaBnset 0,22-0,27 Ha 100 TbIC. AeTCKOM nonynsaumu [4].
Mo Hawum (Heony6IMKOBaHHbLIM) faHHbIM, B nepuoj ¢ 2015
no 2020 r. B TioMeHCKoM o6nacTu (6€3 aBTOHOMHbIX OKPYroB)
3adUKCUMpPOBaH €AMHCTBEHHbIN cllyd4an BepudULUMPOBaAHHOIO
capkounpao3sa y pebeHKka B Bo3pacTe 4 neT v ABa cnyyas cap-
KOMAo3a Yy MOAPOCTKOB; TaKMM 06pa3oM, 3ab60/seBaeMoCTb
3a 3TOT nepuoa B pasHble rogbl coctaBnsana 0,27-0,55 cny-
Yyas Ha 100 Tbic. AeTcKoro Hacenenuns. Ony6aMKoBaHbl eau-
HUYHblE OMUCaHMA capKkouao3a y aeter mnagwe 5 net [5].
Hu3Kkaa pacnpocTpaHeHHOCTb 3abofieBaHMA cpeau aOeTew
Mnagwen BO3PaCTHOM rpynnbl, MO HaWEeMy MHEHWIO, ABNS-
eTcs MPUYMHOW HM3KOM HACTOPOXKEHHOCTW CreuunannucToB
B OTHOLWIEHWW TaKMX clydyaeB GONE3HU, HE3HAHUS TaKTUKM
Tepanuu n HabnoaeHUsa 3a TaKUMKU NauMeHTaMu.

B cTtaTbe npeacTaBieHO ONUcaHMe KIMHUYECKOro cryyas
BEPMOUUMPOBAHHOIO CapKoMA03a JIErKMUX U TMMbaTUHECKUX
y3n0B y pebeHKa 4 neT, a TaKXe Hallero onbita Tepanuu
W OMHAMMWYECKOro HabloaeHUs 3a NayuMeHToM.

KNUHUYECKHUHA NPUMEP

O naumeHTe

[eBoyka H., Bo3pacTt — 4 rofa, foCTaBNeHa B Npuem-
HOe OTAe/NleHne CTauuoHapa TpeTbero ypoBHA OKa3aHus
MEANLIMHCKOM NMOMOLLM C }anobaMun Ha NOBbILIEHWE TemIe-
paTypbl 4o 39 °C B TeyeHne nocnegHmx 9 cyT, BbipaxeHHyo
cnabocCTb, YTOMISEMOCTb.

AHamHe3 3abosieBaHus. 3abonena octpo. OcmoTpeHa
negMaTpoM B MepBble CYTKM 3abosieBaHUs MO MNoBOAY
BblICOKOW TemnepaTypbl (10 39 °C) M CHUXEHUs anneTuTa.
YcTaHOBNEH AnarHo3 «ocTpas pecnupaTopHas BUpycHas
MHOEKLMS», Ha3HaYeHa cuMnTomaTuyeckas Tepanus. B Teve-
HMe 5 cyT ambynaTtopHOro ie4eHUs COXPaHSAINCb MHTEPMMUT-
TUpYIOLLAa NMXopajaKa C HEMPOAO/MKUTENbHbIM CHUXKEHUEM
TemnepaTtypbl Mocne MnpuMeMa aponoHUKAILWMX CPEeACTB,
OTKa3 OT efbl U BANOCTb, YTO SIBUNOCb MPUYMHOM rocnuTa-
NM3aumm B CTauMoHap no mecTy xutenbctea. [pu ocmoTpe
nanbnupoBanu numdaTtMyecKmMe y3nbl BEPXHEW MNONOBUHbI
TynoBuwa (3aTblIOYHbIE, COCLEBWUAHbIE, MOAYENIOCTHbIE,
nepeaHe- U 3afgHellerHble, NOAMbIWEYHbIE), @ TaKXKe Mnmoa-
TUYECKME Y3/Ibl HUKHEN MOMOBMHbI TYNOBMLLA (MaxoBble, Noj-
KONeHHble) — Bce pa3mepom Ao 0,5 cm. B obuiem aHanuse
KpoBU: neiKonernna — 2,4 X 109/1, CHUMKEHWE KOHLIEHTPa-
uMm remorno6uHa go 82 r/n; no AaHHbIM peHTreHorpadun
OpraHoB FPyAHON KNeTKWM — yBenndeHune numbatuyeckux
y3/10B KOpHS NeBoro ferkoro. lNpeaBapuTtenbHbiv AMarHo3:
«Jlnxopagka 6e3 o4yara MHdeKUnn». B Tepanuu: uedoTakcnm
B BO3pacTHOW [03MPOBKE, XaponoHWKatowune npenaparhbl
npu noBblleHWK Temnepatypbl Bbiwe 38,5 °C. Ha ¢oHe
Tepanuu MHTEPMUTTUPYIOLWAsA NMxopadKka coxpaHsanacb. Ha

9-e cyT OT Havyana 3abofnieBaHWs MauMeHTKa nepeBeaeHa
B 06/1aCTHYIO KIMHWYECKYIO GONbHULY AN YTOYHEeHUs auar-
HO3a W onpefeneHns TakTUKK Tepanuu.

AHaMmHe3 xu3Hn. Co cnoB maTtepu, pebeHoK oT 2-1 6epe-
MEHHOCTU, MpoTeKaBlWwen Ha ¢GoHe MHIEKUMM MOYEeBOWM
CUCTEMbI B paHHKUX CpoKax. Poabl BTOpble, CPOYHbIE, camo-
ctoqaTenbHble. Macca Tena npu poxaeHmn — 2930 L.
lpyaHoe BckapmnuBaHue o 12 mec. OcTpble pecnupaTop-
Hble 3aboneBaHns — 5—6 pas B rog A0 HacTosLWeEro 3abo-
nesaHus. BakuuHauusa no Bo3pacTy, 6e3 0COB6EHHOCTEMN.
AnneproaHamHe3 He oTdrouieH. Capkovaosa y Apyrux yne-
HOB CEMbM HE BbISIBIEHO.

dusuKkanbHaa AMarHocTMka

Mpu nocTynneHmn B 061aCTHYIO KIMHUYECKYD 60bHULY
COCTOSIHWE TsKenoe, TaxecTb 06ycnoBfieHa CMMMNTOMaMu
MHTOKCMKaumn. Co3HaHne sacHoe. Macca Tena — 19 Kr,
pocT — 106 cM, uHaekc maccol Tena (MMT) — 16,9 Kr/m2,
SDS UMT — 1,1, SDS pocta — 1,2. MeHWHreasnbHble CUMI-
TOMbI OTCYTCTBYIOT. KOXHble MOKpPOBbl 61aeAHble, MOBbIWEH-
HOM BNAXHOCTHU, BbICbiMaHUM HeT. [lepudepunyeckne orte-
KW OTCYTCTBYIOT. Buanmmble cnmaucTble 060N04YKM YUCTbIE.
ManbnupytoTca LWenHble, NOAYENtOCTHble, MOAMbILEYHbIE
M naxoBble numMdaTtnyeckmne yanbl ago 0,4 cMm, MSArKo-anac-
TUYHblE, HECMASHHbIE C OKPYXKaloWNMM TKaHAMKU, 6e3 MeCT-
HbIX MPU3HaAKOB BocnaneHus. KatapanbHblX SBAEHWIA HET.
HocoBoe abixaHne cBo6oaHoe. Oablwkn HeT, YA4 — 22 /MuH
SpO, — 97%. AyCKy/NbTaTUBHO B IEFKWUX AblXaHWe Ny3puibHOe,
NPOBOAMNTCS MO BCEM NOASAM, XPUNOB HET. [1ePKYyTOPHO ACHbIN
NIErOYHbIN 3BYK. TOHbI cepaua SCHble, PUTM MpaBUbHbLIN,
YCC — 128/MuUH. ApTepuanbHoe [JaBlieHne —
92/50 MM pT. CT. A3bIK BnaxkHbi. }XMBOT NpaBuibHOM dop-
Mbl, MArKUI, 6€360/1e3HEHHbIN BO Bcex oTaenax. [NeyeHb —
+3,5 c™M n3-noa Kpas pebepHow ayru, cene3eHka — +7 cM
n3-nog Kpas pebepHon ayrun (0 HanMyuu renaTocnieHomera-
MK B Npowsiom nHbopmaumm Het). lNepuTtoHeanbHble CUMI-
TOMbI OTCYTCTBYIOT. CTyn perynsipHbin, 6€3 naToiormyeckux
npumecen. MoyeuncnyckaHme csoboaHoe, 6e3601e3HEHHOE.
CycTaBbl NpaBuUIbHON GOPMbI, aKTUBHbIE M MACCUBHbIE ABW-
EeHUS B NOJIHOM 06beMe, 6€360/1e3HEHHbIE.

MpepBapUTenbHbIA AUArHo3
Jlnxopagka 6e3 o4vara WMHOEKLUMU, reHepanM3oBaHHas
numdageHonaTms.

AnddepeHumnanbHaa guarHocTuka

CrtpaTternsa anddepeHunanbHOM AMarHOCTUKKM numoa-
AeHonaTuu onpeaeneHa MNPOTOKONOM KIMHWYECKUX PEKO-
MeHgaumn «JiumbageHonatumn» (2018) [2]: npu o6Hapy*Ke-
HUM numdageHonaTum HeoBXOAMMO WCKAYUTb Hanuyue
MHODEKLMOHHbIX, @QyTOUMMYHHbIX U FreMaToNorMyeckux 3abo-
fieBaHun, OHKonaTonormm, UMmMyHogeduunuta. C aton uenbto
BbIMOMHEH psig NabopaTopHbIX MCCnefoBaHui, pesynbraThl
KOTOpbIX NpeacTaBieHbl B Tabnuue. [MokazaHo, 4To 60/b-
LIOW CneKTp nabopaTopHbIX UCCNefoBaHWM NaTONOrMYECKUX
OTK/IOHEHWW HE BbISBUI.

C uenbto UCKNYEHNS UHOEKLMOHHON NPUYNHDBI FeHepa-
NIM30BaHHOW NMuMdageHonatum MeToaoM MMMYHODEPMEHT-
HOMO aHanu3a Onpeaensinin Haauyme aHTUTeNn K BUpycam
MMMyHoaeduUuTa Yenoseka, renatmta C u B (HBs-aHTUreH),
METOAOM MOMMEPa3HOM LLEMHON peakumu — Hann4me Bupy-
ca npoctoro repneca 1, 2, 4 n 6-ro TMNoB, LUTOMEranoBmnpy-
ca, BMpyca dnwTtenHa — bapp, ¢ nomMoLWbio peakuuun Henps-
MOW remarroTuHauum — aHtTuTena K Yersinia enterocolitica
n Yersinia pseudotuberculosis. Pe3ynstaTbl BCeX TECTOB
oTpuuartenbHble. MMKpPOGMONOrnyecKkoe uccnegoBaHne mas-
Ka C/IM3UCTOM 060JI04KM MONOCTU HOCa, 3€Ba, MOYU, KPOBM:
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

Ta6nuua. Pesynbtathl UccnegoBaHuin Ans andodepeHumnanbHOM AMarHoCTUKKU NMXopaaKu 6e3 ovara MHOEKLMU U reHepann3oBaHHOM

numdageHonaTun

Table. Results of studies on differential diagnosis of fever without site of infection and generalized lymphadenopathy

lNokasarenb

Pe3ynbtat uccnepoBaHus

PedepeHcHble 3HaYeHus

KnunHu4ecKuii aHaim3 KpoBu

NenkoumTsl, X109/n 2,22 6,1-11,4
ApuTtpouuThl, X1012/n 3,83 3,5-5,0
femMorno6wuH, r/n 81 100-140
CpefiH1it 06beM 3PUTPOLMTOB, G 68,4 76-90
CpefHee cogepraHue rema B apuTpouunTe, nr 21,1 25,5-33,0
CpefHss KOHLeHTpauma rema B apuTpouunTe, r/n 309 324-368
Tpom60oumThl, X109/n 139 180-380
PeTukynouutbl, %o 14,8 5-20
CKOpOCTb 0CejaHUst 3pUTPOLIUTOB, MM/Y 6 5-12
HUckniodeHne 3a6oneBaHni KpOBU
Mwuenorpamma MaTonorunun He BbIABNEHO -
HUcKnoyeHne ayTouMMYHHOMH NaTosIorum
PeBmaTtonaHbI daktop, ME/Mn 7,3 0,0-14,0
AHTUSAepHble aHTuTena, ANA CKPUHUHT He o6HapyxeHo -
AHTUTENa K aBycnupanbHon AHK, ME/mn 8,28 0,0-25,0
C-peaKTUBHbIN 6ENoK, Mr/an 0,78 0,0-0,5
HUcknioyeHne nepBUYHbIX UMMYHOAEPULIUTOB
IgA, r/n 0,62 0,27-1,95
IgM, r/n 1,74 0,24-2,10
IgG, r/n 7,2 5,0-14,7
MHayumpoBaHHbivi HCT-TecT, % 30 75-95
KnetoyHas uMMyHOrpamma* Matonorunun He BbISBNEHO -
MapKepbl OHKOJIOTM4€CKHUX 3a60/1eBaHNI
Anbda-petonpotenH, ME/mn 0,85 0,0-11,3
PakoBbI aMOPUOHAbHbIN @HTUTEH, HI /M 1,1 0-5 (HeKkypsilwme)
[3-XOPMOHWYECKUI FTOHaLOTPOMKUH, MME/Mn <0,10 0,0-5,3

lpumedaHne. <*> — nokasaTenu KoanyecTBa KNETOK cneayouwmx deHotunos: CD3*8*, CD3*4+, CD3*16%56%, CD3+25*, CD3*HLA DR*,

CD3-19*.

Note. <*> — cell numbers for the following phenotypes: CD3*8*, CD3*4*, CD3*16*56*, CD3+25*, CD3*HLA DR*, CD3-19*.

pocta MUKpodnopbl He BbiSBAEHO. BaKrepunonormyeckoe
uccnefoBaHMe Kana: naTtoreHHble 6GaKTepun KUWeYHOWM
rpynnbl He BbifiBNEHbl. TeCT ¢ PEKOMOUHAHTHbIM TyGepKy-
NIe3HbIM aHTUIEHOM Yesl0BEYECKUM: pe3y/bTaT oTpuLaTenb-
HbI. dnooporpadua poautenen pebeHKa: naTonornm He
BbIsiB/IeHO. MpoBeAeHbl MHCTPYMEHTaNbHbIE MCCea0BaHuUS:
KomnbloTepHas Tomorpadus (KT) opraHoB GptolLHOW Mono-
cT1 1 KT opraHoB rpyaHOM KNETKM.

KT opraHoB 6ptOWIHOM MOSIOCTU C KOHTPACTHbIM Yycune-
HWEeM B apTepualibHylo, BEHO3HYIO U OTCPOYEHHYIO (6-9 MUH)
da3bl B BbICOKOpa3peLlaoLeM pexume ¢ TONLLMHON Cpe30B
64 X 0,5 MM C nocnegylouwunmMm MNOCTPOEHUEM Tpexmep-
Hblx MIP, MPR, 3D-peKoHCTpyKUMEN: pa3mMepbl nevyeHn —
16 X 8 X 14,5 cm, ceneseHkn — 10 X 5 X 17,2 cm, 6e3
0Y4aroBbIX M3MEHEHWUI NNIOTHOCTH; B 061aCTU HUKHErO Kpas
cene3eHKn BM3yanuaupyetcs fo6GaBOYHas [ONbKa pasme-
pamu 1o 24 MM; B MPOEKLIMM BOPOT CENE3EHKM BbIBNAIOTCS
nMmbaTnyeckune yanbl paamepamn 4o 16 MM; 0GHapyXeHbl
MHOX€ECTBEHHblE MapaaopTanbHble NTMMdOY3/bl pasmepamu
[0 11 MM, 6pbixeeyHble TMMdOy3/bl — 40 6 MM.

KT opraHoB rpyaHOW KNETKMU, BbiCOKOpaspellatowmm
pexum ¢ TonwuHon cpes3oB 64 X 0,5 MM c nocneayto-
LWMM MOCTPOEHMEM PEKOHCTPYKLMA C TOMWMHOM cpe3a 1
M 3 MM C nocneaylolmm NoCcTpoeHneMm TpexmepHbix MIP,
MPR-pedopmMaumm: no BCeM NEroYHbIM NoAsm, npenmylle-
CTBEHHO B 6a3afbHblX OTAENax HUXKHEW AOAW NEeBOro ner-
KOro, onpeaensTcs OKpyrible obpa3oBaHus (DOKyChbl
MHOUNBTPaUUKN?) padMepamu Ao 3—9 MM, BHYTPUIPYAHble
nMmbaTnyeckune yanbl — Ao 6—7 MM, NogMblLLeYHble nTnMda-
TUYECKHKE y3bl — A0 7 MM (puc. 1).

Mpun HeycTaHOBNEHWW B pe3ynbTaTe KIMHUYeCKoro, abo-
PaTOPHOrO M WMHCTPYMEHTANIbHOrO MCCnefoBaHW MPUYKUHBI
nmmdaaeHonaTun cnefyownn Tan AMarHOCTUKK [OMKEH
BKMOYaTb (cornacHo [3]) ructonorMyeckoe wuccneaoBaHue
yBEJIMYEHHOro MMdaTUyYecKoro y3na. B aTon cBA3un naumeHT-
Ke H. 6bina npoBeeHa MUHUTOPAKOTOMMS, BbINOJHEHbI MeaWa-
CTUHaNbHas NMMQPaneH3KTOMUSA, OGMOMCUSA NIEFOYHOM TKaHMWU.
[Ipn rMCTONOMMYECKOM UCCNefOBaHMU OBGHAPYKEHO MHOMXe-
CTBO rpaHynemM 6e3 Ka3eo3HOro HeKpo3a, Tak Ha3blBaeMbIX
rpaHynem capkouaHoro tvna. NpuvHMMas BO BHUMaHMWe, 4TO



Puc. 1. NaunenTka H., 4 roaa. KT opraHoB rpyaHON KNeTKu
(Npu rocnuTanMsaumm B 061aCTHYIO KIMHUYECKYIO 60NbHULLY)
Fig. 1. Ptient N., 4 years old. Chest CT (at admission to our
Regional Clinical Hospital)

lMpumeyvaHme. 1 — nonepyHbii cpes Yepel 6as3anbHble OTAENbI
NEerkux; 2 — nonepeyHbli cpes Yyepes rmaBHble 6POHXMU;

3 — nonepeyHbli cpes Yepes BepxHUe Jonu nerkunx. Ctpenkamu
OTMEYEeHbl: @ — OKpYrible 06pa3oBaHUs B NapeHXnume erkux

C YETKMMU rpaHuLamu, pasamepamu 4o 3—9 MM, 6e3 Npu3HaKkoB
HaKONJEHWA KOHTPaCTHOro BelecTBa; 6 — 3Ha4yuTeNbHoe
yBennyeHne 6poHXonybMOHanbHbIX TMMdaTUYECKUX Y3N0B.
Note. 1 — cross section through basal areas of lungs; 2 — cross
section through main bronchus; 3 — cross section through upper
lobes of the lung. Arrows show: a — round lesions in lungs'
parenchyma with clear boundaries up to 3-9 mm in size without
contrast uptake; 6 — significant increase of bronchopulmonary
lymph nodes.

paHee UHble rpaHynemaTo3Hble 3a6oneBaHns Gbln UCKIoYe-
Hbl, 3TOT pe3y/bTaT paccMaTpUBanu Kak MapKep capkongosa
(puc. 2). Tuctonormvyeckue npenapatbl Gblnv nepecMmoTpe-
Hbl B pedepeHcHon nabopatopun dunnana HaumoHanbHOro
MEeLULMHCKOrO UCCNeaoBaTeNbCKOro LieHTpa GTU3nMonynbmo-
HOMIOMMK U MHOEKLMOHHbIX 3aboneBaHui (r. EKatepuHOypr).
OnpepeneHbl HekazenbuLMpyoWMeCcs ANUTENUONLHOKIETON-
Hble rpaHynemMbl. OTMEYeHO, YTO NoAyYeHHble AaHHble 6onee
COOTBETCTBYIOT CApKOMAO3Y B rpaHy1eMaTo3HOM CTaauu.
CornacHo KIMHWYECKMM pekoMeHaauusam [4], BepuduKka-
LUMS capKoMAO3a NPOBOAMUTCSH Ha OCHOBAHWUM AaHHbIX GU3N-
KasbHOro OCMOTpa, N1abopaTopHbIX WM WMHCTPYMEHTaNbHbIX
ucecnefoBaHuMn. B 4acTHOCTM, AN capKouao3a XapaKTepHbl
cnepylowme U3MeHeHUa: Npu peHTreHorpaduyeckom uccne-
[OBaHUKU OpraHoB rpyaHon KieTkn unam KT opraHoB rpyaHowm
KNEeTKM MOTYT 6bITb OBHAPYXKEHbI YBENNYEHNe TMMbaTUYecKmnx
Y3/10B KOPHEN NEerkux u cpefocTeHus WU/wnun ABYCTOPOHHUE
04aroBO-UHTEPCTULMANbHbIE U3MEHEHUS B nerkux; npu KT
OpraHoB GPIOLLIHOM NONOCTU — renaTocnieHoOMeranus, a Tak-
K€ MHOXECTBEHHbIE MMNO3XOreHHble 06pa3oBaHKs B NeYeHn
W ceneseHke; BOAHOO6pa3Hoe naMeHeHne COJ; noBblleHue
AKTUMBHOCTM aHrMoTeH3nHNpeBpallatolero depmenta (AMP);
oTpuuaTenbHble TYGEePKyIMHOBbIE NPO6LI; HAMYNE IMUTENU-
OMJHOKIIETOYHbIX rpaHynem 6e3 BOCNajuTeNbHOM peakuuu,
6€e3 NpPU3HaKoB Ka3e03HOro HeKpo3a Mpu rMCTONOrMYECKOM
uccneaoBaHMn NMMbaTUYEeCKUX Yy3n0B M TKaHeW, B KOTO-
pbiX OblW BbISBAEHbI 04arn BOCMANUTENbHbIX W3MEHEHWHN.
[ononHUTENBHO NPOBEAEHO onpefeneHne akTuBHOCTU AMD,
coctaBuBlien 285 En (Hopma 29-112 Ep), y4to aBnseT-
€A K/IMHWMYECKU 3HaA4YMMbIM ypoBHeMm [4, 6]. Ha ocHOBaHuK
MONYYEHHbIX A@HHbIX Oblf YCTAHOBMEH KIMHUYECKUIA AMArHO3
«CapKono3 OpraHoB AblxaHWs C MopaxkeHuem AnMdoysnos
CcpefocTeHMS M 3a6PIOLIMHHOIO MPOCTPaHCTBA, Il cTagus».

Puc. 2. NaumneHTtka H., 4 roaa. [McTonornyeckas KapTuHa TKaHu
numdaTnyeckoro ysna (A), ysenudenvne X100, u neroyHomn

TKahu (Bb), ysennyerme X400. OKpacKa reMaToKCUIIMHOM

1 303UHOM

Fig. 2. Patient N., 4 years old. histology of lymph node tissue (A),
powered X100, and lungs’ tissue (b), powered X400. Hematoxylin
and eosin stain

MpumedaHue. <*> — cTpenKaMu OTMEeYeHbl rpaHynembl
«lwTaMnoBaHHOro» BUaa 6e3 Ka3e03HOro HeKPo3a B LieHTpe
(T.H. rpaHynemMbl CapKoMAHOro T1na).

Note. <*> — arrows show granulomas without caseous necrosis
in the middle (so called sarcoidosis granuloma).

Tepanus B cTauuoHape

AHTWGaKTepuanbHble npenapaTtbl, Ha3Ha4YeHHble B CTa-
LiMOHape Mo MEeCTY XKWUTeNbCTBa, GblIM OTMEHEHbI MPU FOCMu-
Tanu3auuyM B 06GNacCTHYO KIMHUYECKYI0 GONbHULY B CBSI3W
C OTCYTCTBMEM MOATBEPXKAEHWUS GaKTepuanbHoW NpUpoabl
BOCManuTenbHoro npotecca. lMauMeHTKe NpPOBOAUIN CUM-
NTOMATUYECKYIO XapOMOoHWXKaloWylo Tepanuio, Ae3WHTOK-
CUKaALMOHHYIO MHOY3UOHHYIO Tepanuio MoK030-CONEBbLIMU
pacTBopamu. B CBfI3U C OTCYTCTBMEM YIrpPOXKAIOWMX KUIHK
COCTOSIHWUM U HapylleHWN GYHKLMA OPraHoB M CUCTEM MpU-
HATO pelleHne 0TKasaTbCs OT MEAUMKAMEHTO3HON MMMYHOCY-
NpPeccUMBHON Tepanuu, BolbpaHa peKOMeHAOBaHHas TaKTUKa
aKTMBHOro HabnogeHus [4, 7]. Ha doHe cumnTomaTnyeckon
Tepanuu oTMeyYeHa HopManu3auus TeMnepaTypbl Tena, Kynu-
poBaHWe cMHAPOMa MHTOKCHMKauMK. Ha 14-e cyT naumeHTKa
BblNKcaHa Ha aMBynaTopHbIM 3Tan Ans HabNoAeHUS.

[AuHamuKa n ucxopabl

Mocne BbLINWUCKX M3 cTauMoHapa ¢ ceHTabpsa 2018 ao
Mas 2021 r. ambynaTopHOe KaTaMHecTuYeckoe HabntoaeHue
3a MaLMEHTKONM OCYLLECTBASIA MEXAMCLMMIMHApHAs KoMaHa
B CcOCTaBe neavarpa, dbtuamarpa-nynbMoHoiora 1 UMMyHoora-
annepronora. Yepes 10 Mec 0TMeYeHo KynupoBaHue (6e3 cne-
LManbHOM Tepanum) NPU3HaKOB aHEMUK TIETKOM CTEMNEHU (Konu-
YeCTBO 3PUTPOLIMTOB yBENMYMnoch ¢ 3,63 o 4,69 X 1012/p,
remornobuHa — ¢ 93 pgo 116 r/n) u nenkonenun (¢ 3,4 o
10,8 X 109/n). 3adUKCUPOBAHO MEPUOANYECKOE CHUMKEHUE
KonmyecTBa TpoM60LMTOB (A0 100 X 10°/1) 6€3 KIMHUYECKHX
NPOSIBNEHWUI reMopparMyeckoro CMHApoMa. YMepeHHbin aedu-
UMt BMTamMuHa D (36,9 Hmonb/n; Hopma 75-150 HMONb/N)
OblN1 CKOPPEKTUPOBaH A0 82 HMONb/N NepopasibHbIM MPUEMOM
xonekanbuudepona 3000 ME/cyT B TeueHue 45 cyT ¢ nepexo-
[I0M Ha npodunaktTnyeckyto nosy 1000 ME/cyT.

Mpu npoBeAeHWU KOHTPOSbHbIX MMMYHONOTMYECKUX
nccnegoBaHuin B aekabpe 2020 r. y nauMeHTKM OTMEYEHO
CHWXXeHWe nokasaTtenen (oM U KonnMyecTBa) LIMTOTOKCHUYe-
CcKkux numoountoB o 14,5% (299 Kn/MK), ecTeCTBEHHbIX
KunnepoB — A0 3,8% (78 KI/MKN) NpU 3HAYEHUU UMMY-
HOPEerynaTopHoro uHaekca (cooTHoweHuwe CD4+ n CD8*
T-numboumTtoB) 2,8 U HOPMaANbHOM KOHLEHTpaLMK OOLLMX
CbIBOPOTOYHbIX UMMYHOTNOGY/IMHOB.
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KnuHunyeckKoe Ha6noaeHue

B TeyeHue Bcero nepuoga HabntoAEHUS OTMEYEHbI NoJ-
HblM perpecc BHYTPUrpyaHOM numMdbageHonatuu, Kynupo-
BaHWe 04aroBbiX U (GOKYCHbIX 06pa30BaHWMW, AWMArHOCTU-
pOBaHHbIX NpKM MaHudecTaumn 3aboneBaHWs B JIErOYHOWM
napeHxMMe, U PeaKTMBHbIX U3MEHEHUI B 30HE MocTonepa-
LMOHHOrO pybua B npaBom nerkom. lMpun KoHTponbHon KT
OpraHoOB rpyaHON KETKM B TEYEHME NepBOro roga Habnoae-
HWS OTMEYEHO MOSIBNIEHME HOBbLIX O4YaroBbIXx 06pPa30BaHUNM,
PacnonoXeHHbIX MPEUMYLLECTBEHHO Cy6GnneBpanbHO, a Ha
BTOPOM rofy AMHaMWYECKOro HabntoAeHUs — U B BEPXHUX
oTaenax NeroYyHon napeHxXMmbl ¢ 06EMX CTOPOH, KOTOpble
B AMHAMWKe NoaBepranncb CroHTaHHOMY perpeccy (puc. 3).
B nepurog ¢ 2018 no 2021 r. pe3ynbraThl €XKerofHbiX TECTOB
C PEKOMOWHaHTHbIM TyOepKyne3HbIM annepreHom 4venose-

YECKUM Y NaLMeHTKM oTpuuLaTtenbHble, gnooporpaduyeckoe
nccneaoBaHne poauTenen 3a aToT e nepuoa — 6e3 OTKIO-
HEHWM OT HopMbl. BmecTe ¢ Tem Ha ¢oHe Hopmanusauuu
pa3MepoB AMMdaTUYECKUX Y3/10B U Pa3MePOB NeYeHn coxpa-
HANnacb crnaeHomeranus (+5 cm 1M3-noj Kpas pebepHon ayru).

Co4yeTaHue crneHomeraimm u U3MeHeHUWMn B UMMYHO-
rpamme Tpe6oBasu UCKIYEHUSA NEPBUYHOIO UMMyHoAEedU-
umTa. B aTon cBs3u B pepane 2021 r. 66110 NpoBEAEHO MOo-
HO3K30MHOe cekBeHnpoBaHue AHK naumeHTKn. O6Hapy»KeH
reTepo3nroTHbIM BapuaHT HYKIEOTUAHOW NocnefoBaTeNlbHO-
CTW B 9K30He 3 reHa TNFRSF13B, npuBOASLWMIA K aMUHOKKC-
NnoTHow 3ameHe p.Cys104Arg. TNFRSF13B — memM6paHHbin
6enoK U3 HaaceMencTBa peLenTopoB (GaKTopoB HeEKpo3a
OMyXO0J11, Y4acTBYIOLNK B perynsaunn UMMyHHoOro oteeta [8].

Puc. 3. MNauuneHTtka H., 4 roga. InHaMmunKa BocnanuTebHbIX UBMEHEHWI Nero4Hom TKaHW. KT opraHoB rpyaHon KNeTku
Fig. 3. Patient N., 4 years old. Dynamics of inflammatory changes in lungs' tissue. Chest CT

[leGloT 3a601€BaHUA Yepes 6 mec

Yepes 2 roga Yepes 2,5 roga

———

=

lNMpumeyaHune. 1 — nonepeyHblt cpes Yepes BepxHMe A0NU Nerkux; 2 — nonepeyHblit cpe3 Yepea rnaBHble 6POHXM; 3 — nonepeyHbli
cpes yepes 6as3anbHble oTaenbl nerkux. Ctpenkamum oTMeyeHbl: a — NosiBJAeHWe HOBbIX 04aroBbiXx 06pa3oBaHUiM U UX perpecc;

6 — MeanacTUHanbHas nuMdaaeHonaTns; B — MOJHbIN perpecc MeaMacTuHanbHon numdageHonaTuu; r — peakTUBHblIe UBMEHEHUS

B MnocneonepauMoHHOM pybLe; A — paccacbiBaHWe PeaKTUBHbIX UBMEHEHUI B NOcneonepaLnoHHoM pybue; e — nepBUYHbIE 04aroBble
M3MEHEHWS; K — paccacbiBaHWe 04aroBblx U GOKYCHbIX 06pa30BaHnin, AMarHoCTUPOBAHHbIX NPy MaHUdecTauum 3aboneBaHus

B IEFOYHOM NapeHxume.

Note. 1 — cross section through upper lobes of the lung; 2 — cross section through main bronchus; 3 — cross section through basal
areas of lungs. Arrows show: a — new round lesions in lung' and their regression; 6 — mediastinal lymphadenopathy; 8 — complete
regression of mediastinal lymphadenopathy; r — reactive changes in surgical scar; g — resorption of reactive changes in surgical scar;
e — primary focal changes; »x — resorption of reactive and focus lesions diagnosed at manifestation of the disease in lung parenchyma.



B pesynbraTte KaTaMHecTM4ecKoro HabnwgeHus 3a
NauMeHTKOM, Y4UTbIBAs OTCYTCTBME AAHHbIX O HapyLleHWW
AbIXaTeNlbHbIX GYHKUMIA NauueHTa ¢ CapKoMA030M NErKuMX,
B JanbHenwen ne4yebHOW TaKTUKe OT MeAMKaMEHTO3HOM
MMMYHOCYNPECCMBHOM Tepanuu peLleHo Bo3aepKaTbCs.

MporHos
lMporHo3s 3aboneBaHns He onpeaesneH.

BpemeHHas WwKana
XpoHonornsa teyeHus 3aboneBaHUsS U AMHAMUYECKOro
HabnaeHns 3a NaUMEHTKON NpeacTaBieHa Ha puc. 4.

OBCYXAEHUE

OOHOM M3 MPUYMH reHepann3oBaHHOW NnMMdageHonaTum
ABNSETCA CapKouao3. Y AeTen 3TO CapKoMAo3 C paHHUM
Hayanom (cuHapom bnay), MOHOreHHoe HacneacTBeHHoe
ayToBocnanutenbHoe 3abonesaHue [9], U capKkoMao3 geten
CTaplwero BO3pacTa M MOAPOCTKOB, MaTOreHe3 KOoToporo,
KaK W y B3POC/bIX, ONOCPEeAOBaH y4acTUEM CUCTEMbI aaan-
TUBHOro (NPMOBPETEHHOro) MMMyHMUTETa. BO3HWKHOBEHME
capKonao3a C paHHUM Ha4vanoM MOXKET SBASATbCS CMEeACTBU-
eM MyTaluu B reHe naTTepH-pacrno3Hatouero peuentopa
NOD2, akTnBaLMUsa KOTOPOro NPpUBOAUT K rMNepaKcnpeccum
aaepHoro daktopa TpaHckpunuuu NF-kB, ycunuBatolle-
ro NPOAYKUMIO NPOBOCHANMUTENbHBIX LIMTOKMHOB, TaKMX Kak
WMHTEpNenKuHbl IL-13, IL-6, IL-8, ¢paKTtop HeKpo3a onyxonu
anbda, v Apyrux ULUTOKMHOB, XEMOKMHOB M MOJIEKYN aaresuu
[4, 10, 11]. Ana capkorao3a B3POC/bIX XapaKTepHbl ycuie-
Hue akcnpeccun HLA knacca Il Ha makpodarax, runepak-
TMBaLUMA MUMMYHHOro oTteeTa Th,-TUna B 30Hax TKaHEBOro
nopakeHus, aktuauus B-niMMbOLMTOB U MNOBbILWEHWE KOH-
LLeHTpaLMK LUMPKYIUPYIOLWMX UMMYHHbIX KOMMieKcos [12].

3Tnonornyeckne @GakTopbl CapkoMao3a He YCTaHOBEHb,
OIHAKO pellatolyto poNib B Pa3BUTUU CapKoMgo3a OTBOAAT
BO3AENCTBUIO BHELUHUX TPUITEPOB Ha OPraHn3M C reHeTnye-
CKOW NpeapacnofioXXeHHOCTbIo [4].

Y nauueHTKM, OMMcaHHOM Hamu Bbile, NuMmdbageHonaTms
AMarHocTMpoBaHa B Bo3pacTe 4 feT B COYETaHUM C IMXOpaa-
KOW, MHTOKCHKaLUEN, UBMEHEHUSIMK B OOLLIEM aHaNU3e KPoBMU
B BWAE [ABYXPOCTKOBOM LMTONEHUU. B pesynbtate npoBeaeH-
HbIX UCCNeA0BaHUI yCTaHOBNEHO, 4TO IMMdageHonaTus nvena
reHepann3oBaHHbIM XapaKTtep. MCKMo4YeHbl MHOEKLMOHHbIE
NPUYUHBI IMMpageHonaTnm, onpeaeneHbl o4aroBble nopaxe-
HWUS NIErO4HOM TKaHW, OTCYTCTBUE U3MEHEHWIN B BUOXMMUYECKOM
aHann3e KpPoBM, OTpuLaTeNbHble 3HA4YeHUs OCTPOPa30BbIX
N OHKOMapKepoB. [MCcToNOrnyeckoe uccnegoBaHne numaoaTm-
YEeCKOro yana Onpeaenuno HanauMume HekasenbuLMpyoLwnxcs
rpaHyneM, YTo NMPU UCKNOYEHUM BblENepPeYnUCEHHbIX MPUYUH
nMmdageHonatMM B COBOKYMHOCTU C MOBbIWEHHLIM YPOBHEM
AlN® aBnsetca NpU3Hakom capkowuao3a. [poBeaeHHoe reHe-
TMYECKoe WCCnefoBaHUe y NauMeHTKU BbiBUIO AedeKT reHa
TNFRSF13B, 4yT0, N0 Aa@HHbIM IMTEPATYPbl, paHee BbiABASIOCH
y NaLMEHTOB C CapKoOMA030M Nerkux [13, 14].

OTeyecTBEHHbIM OMbIT NO Tepanuu capkougosa [4, 15]
conoctaBum c 3apyberHbiM [8, 7]. OCHOBHbIM Harnpasie-
HMEM fleYeHUs1 JeTel ¢ CapKoMgo30M SIBASETCHS MMMYHOCY-
npeccuBHas Tepanus [4, 16]. o gaHHbIM PETPOCMNEKTUBHOIO
nceneaoBaHmsa Tpex HaluMOoHabHbIX PErMCTPOB CapKomnaosa,
rMIOKOKOPTMKOCTEPOUAbLl KaK Tepanus NepBOM JIMHUK MNpu-
MEHSANCb B cpeaHeM y 76% fOeten (MakcumanbHo Yy 97%
B rpynne ¢paHLy3CKUX nauMeHToB). Pexxe ncnonb3oBanncb
MMMYHOCYMPECCHBHbIE NMpenapaTbl BTOPOW UHUKU Tepanuu:
MeToTpeKcaT B cpeaHeM y 19% Habnogaembix (y 85% B rpyn-
ne amepuKaHCKMX nauueHToB). [peacrtaBneHbl AaHHble
0 NPUMEHEHWM B €ANHMYHBIX Ciydyasx npenapatos 6MONomu-

Puc. 4. BpemeHHas WKana Te4eHns 3aboneBaHna U JMHaMM4YecKoro HabntoaeHns 3a naunMeHTKom H.

Fig. 4. Timeline of disease course and patient's dynamics, patient N.
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v MaHuuToneHums v VcknioyeHsl
v TenatocnneHomeranus, MH)EKLMOHHbIE
nuxopagKka npuynHbl JTAN Perpecc ouaro- Hosble oyarw | | Hoble oyaru
v KT OFK — ouaroBsble v OHKOMapKepbl — MuHUTOpaKO- BbIX H3MEHEHMiT cybnnes- B BEPXHMX
M3MEHeHWs B MapeHxu- oTpuLaTensHO TOMUSE: FUCTO- nerkax v AT pasbHO €O oTaenax co
Me 060MX Ierkux, pac- | | v AyTONMMyHHble noryecKoe CpenoCTeHMS CMOHTaHHBIM | | CNOHTaHHbLIM
v PIOMK — LIPEHWUE CPEAOCTEHNS MapKepbl — OTpU- uceneaoBaHue perpeccom perpeccom
yBenmyeHune 3a cyet JIAN uatenbHo N/y M nerkoro — v KTOrK
numooy3nos v KT OBl — yBenunyeHve v TecT ¢ annepreHom «ITAMMOBaHHble» L
cpenocTeHus MMdOoy3noB napaaop- NPOTMBOTYGEPKY- HeKazendULMpY- | | Myraums rexa
v CoxpaHeHwe TasbHbIX, GPbIKEEYHbIX Ne3HbIM — OTpH- foLMecs rpamy- TNFRSF13B
T39,5°C NIMXOpaaKu B BOPOTaXx Cene3eHKu uatensHo nembl | v CnneHomeranus
I I I I I I I I
MpeaBapuTenbHbIN .
lMpenBapuTENbHbINA AUarHo3: "
OPBU [MarHos: imxopajxa AnarHos: NETKUX U datu y3no0B
reHepanusosaHHas numdaaeHonatms
6e3 o4ara UHdeKLun
I I I I I I I I
¢ HMBC
« HMBC CUTYALIMOHHO ¢ HMBC cuTyauMoHHO * Xonekanbundepon 3000 ME/cyT B TeyeHne
* VHdy31OHHAA Ae3UHTOKCUKALIMOHHAs Tepanus MIoK030-CoNeBbIMU 45 aHelt ¢ NepexofoM Ha NPoGUIaKTUYeCcKyto
CUTYaLIOHHO * Liedoraicum pacTBopamu o3y 1000 ME/cyt
100 r/Kr/cyt

MpumevaHme. OPBUN — ocTtpas pecnupatopHo-BupycHas nHdekuus; LIPb — LeHTpanbHasa paroHHasa 6onbHuLa; OKB — o6nactHas
KNMHU4eckas 6onbHuULa; HNBC — HecTepouHble NpoTMBOBOCNanuTenbHble cpefctea; PIT OFK — peHTreHorpadusa opraHoB rpyaHowM
Kknetku; KT OF'K — KomnbloTepHasa Tomorpadua opraHoB rpygHon Knetku; KT OBl — KomnbioTepHas ToMorpadpus opraHos GpIOLLIHON
nonoctu; JIAM — numdaaeHonatus; n/y — numboysen.

Note. ARVI (OPBWN) — acute respiratory viral infection; CDH (LIPB) — Central District Hospital; RCH (OKB) — Regional Clinical Hospital;
NSAID (HNBC) — non-steroidal anti-inflammatory chest CT; KT OBl — abdominal organs CT scans; LAP (JTIAI) — lymphadenopathy;

LN (n/y) — lymph node.
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

YeCcKoM Tepanuu — MHIMBMTOPOB GaKTopa HEKPO3a OMyXosu
MHNInKcMmaba n ataHepuenTa. Bmecte ¢ Tem 13% nauuen-
TOB C MOJOMXUTENbHbLIM UCXO40M 3a60/eBaHNa He nonyvyanu
MMMYHOCYNpeccuBHOM Tepanun [8]. Bbi6op TaKTUKK NeYeHUs
3aBWUCUT OT HaNMUYUS OpPraHHbIX AMCOYHKLMWA, U MPU OTCYT-
CTBUM TaKOBbIX LeNecoobpasHO aKTMBHOE AMHaMUYeCKoe
HabnaeHne ¢ OLLEHKON GYHKLIMM NOParKEHHbIX OPraHoB.

Hawen nayneHTKe 6bla yCcTaHOBMAEH AnMarHo3 «Capkonaos
OpraHoB AblXaHusl ¢ NopaxKeHnem NMMOoy3noB cpeaocTeHNs
M 3a6pPIOWNMHHOrO NPOCTPaHCTBa, Il cTagnsa, 6e3 HapyLleHns
QYHKUMKM nerkmx». He onpeneneHo nokasaHwin ans npume-
HEHUS MeAMKaMEHTO3HOM WMMMYHOCYNPECCUBHOW Tepanuu.
MpogonkeHo agMHammyeckoe HabnaeHue.

3AK/TIOYEHUE

NTumbageHonaTtnsa y pebeHKa aBAseTcs 4acTon NpUYMHON
obpalleHnss 3a MeamuMHCKoW nomollblo. OgHako reHepa-
NM30BaHHas numdageHonaTns BCTPeYaeTcs 3Ha4vyuTeNbHO
pexe 1 ABNSEeTCS TPEBOXHbIM CUMATOMOM, TPEBYIOLMM yCTa-
HOBJ/IEHUSI AMArHo3a, KOTOPbIV ONPeAenuT NeYebHYI0 TaKTUKY.
OCO6EHHOCTbIO ONMUCAaHHOIO KIIMHUYECKOro Ciy4as aBaseTcs
KpalHe peaKas npuynHa numdageHonatum B AETCKOM BO3-
pacte — CapKoMAo3 OPraHoB [AbIXxaHUs U NAMMATUYECKMX
y3noB. OTcyTCcTBME HapyleHUs GYHKLUK IEFKUX U Nopaxe-
HWS APYrMX OpraHoB NO3BOJIMIO0 OTKa3aTbCs OT NPUMEHEHUS
MMMYHOCYNPECCUBHOMN Tepanuu. 3HaHMe paccmaTpMBaemMomn
naTtonorMn Mno3BOAUT Bpayam CBOEBPEMEHHO BblAENATb
noAo6HbIX NaLMEHTOB N3 YMucna Aeten ¢ niMmbageHonaTmen,
onpefenaTb ageKBaTHYO TaKTUKY AMHaMUYeCcKoro Habnoge-
HUS, a B page ciy4aeB — U CEMENHbIN NMPOrHos.

UWHO®OPMUPOBAHHOE COINIACUE
OT poautens nauneHTa noay4eHo NMcbMeHHoe MHDOPMU-
poBaHHOEe A06POBOJIbHOE cornacKe Ha NyeamMKauuio pesysb-

CMUCOK JIUTEPATYPbI / REFERENCES

1. Chung N-G. Lymphadenopathy. Korean J Pediatr. 2008;51(8):
797-803. doi: https://doi.org/10.3345/kjp.2008.51.8.797

2. HauuoHanbHble KIMHUYECKUE pEeKOMeHhauuu no auar-
HocTuke naumeageHonatnin. — 2018. — 30 c. [Natsional’nye
klinicheskie rekomendatsii po diagnostike limfadenopatii. 2018.
30 p. (In Russ).] AoctynHo no: https://npngo.ru/uploads/media_
document/281/1f167737-5f09-47d7-a25b-c43b0cfe916e.pdf.
Ccblflka akTvBHa Ha 21.12.2021.

3. Bowuexosckuit B.B. JlIumbageHonatum B KIMHUHECKON NpaKTuke //
AMYPCKUI MeaMUMHCKMI KypHan. — 2017. — N2 1. — C. 8-19. —
doi: https://doi.org/10.22448/amj.2017.17.8-19. [Voytsekhovsky VV.
Polycythemia in clinical practice. Amur Medical Journal. 2017;(1):
8-19. (In Russ). doi: https://doi.org/10.22448 /am;j.2017.17.8-19]
4. Capkoupo3: KIMHUYECKHe peKoMeHpauun. — MuH3gpas
Poccuu; 2019. — 49 c. [Sarkoidoz: Clinical guidelines. Ministry of
Health of Russian Federation; 2019. 49 p. (In Russ).] locTynHo no:
https://spulmo.ru/download/2020_klin_rek_sarkoidoz_final.pdf.
Ccblflka akTvBHa Ha 21.12.2021.

5. Bwusenb AA., lypbinesa M.3. Capkonpaos y fetew // lNegnatpus.
XypHan um H. CnepaHckoro. — 2004. — T. 83. — N? 2. —
C. 62-67. [Vizel AA, Guryileva ME. Sarkoidoz u detei. Pediatria.
Journal n.a. G.N. Speransky. 2004;83(2):62-67. (In Russ).]

6. Zamora-Chaveza A, Sadowinski-Pineb S, Serrano-Bellob C, et al.
Sarcoidosis en la infancia. Una rara enfermedad sistémica. Bol
Med Hosp Infant Mex. 2016;73(2):117-128. doi: https://doi.org/
10.1016/j.bmhimx.2016.02.003

7. Sarcoidosis treatment guidelines. Available online: https://
www.stopsarcoidosis.org/wp-content/uploads/FSR-Physicians-
Protocoll.pdf. Accessed on December 21, 2021.

8. Speletas M, Salzer U, Florou Z, et al. Heterozygous alterations of
TNFRSF13B/TACI in tonsillar hypertrophy and sarcoidosis. Clin Dev Immu-
nol. 2013;2013:532437. doi: https://doi.org/10.1155/2013 /532437

TaTtoB ero o6cnefoBaHUs M nevyeHus (gata noanuvcaHus
20.12.2021).

INFORMED CONSENT

Patient’s parent has signed written voluntary informed
consent on publication of diagnosis and treatment results
(signed on 20.12.2021).

UCTOYHUK ®PUHAHCUPOBAHUA
He ykasaH.

FINANCING SOURCE
Not specified.

PACKPbLITUE UHTEPECOB
ABTOpblI CTaTbM MNOATBEPAUSIN OTCYTCTBME KOHOMKTa
MHTEpPEecoB, 0 KOTOPOM HEOBXOAMMO COOBLLNTD.

DISCLOSURE OF INTERESTS
Not declared.

ORCID

E.10. XopoweBa
https://orcid.org/0000-0002-6940-1588
K.MM. KyabmuyeBa
https://orcid.org/0000-0003-2014-4709
E.b. XpamoBa
https://orcid.org/0000-0001-8968-3925
H.B. Kosnos
https://orcid.org/0000-0002-0420-2596
H.A. MawkuHa
https://orcid.org/0000-0002-7679-0307
H.E. lTopoxoBa
https://orcid.org/0000-0001-8955-2052

9. ®depopoB E.C., KameHeu, E.A., PageHcka-JlonoBok C.I. u ap.
CuHapom Bnay unu capkongos ¢ paHHUM Havanom // lNeguatpus.
)ypHan um T.H. CnepaHckoro. — 2016. — T. 95. — N2 3. —
C. 86-94. [Fedorov ES, Kamenets EA, Radenska-Lopovok SG, et al.
Blau syndrome or early onset sarcoidosis. Pediatria. Journal n.a.
G.N. Speransky. 2016;95(3):86-94. (In Russ).]

10. Al-Mayouf SM, Al-Sonbul A, Al Jumaah S, Al-Hemidan A. Sarcoidosis:
a delayed or missed diagnosis in children. Ann Saudi Med. 2006;
26(3):220-223. doi: https://doi.org/10.5144 /0256-4947.2006.220
11. Besnard V, Calender A, Bouvry D, et al. G908R NOD2 variant
in a family with sarcoidosis. Respir Res. 2018;19(1):44. doi:
https://doi.org/10.1186/s12931-018-0748-5

12. Shetty AK, Gedalia A. Childhood sarcoidosis: A rare but
fascinating disorder. Pediatr Rheumatol Online J. 2008;6:16. doi:
https://doi.org/10.1186/1546-0096-616

13. Pulvirenti F, Zuntini R, Milito C, et al. Clinical associations of biallelic
and monoallelic TNFRSF13B variants in Italian primary antibody
deficiency syndromes. J Immunol Res. 2016;2016:8390356. doi:
https://doi.org/10.1155/2016,/8390356

14. Martinez-Pomar N, Detkova D, Arostegui JI, et al. Role of
TNFRSF13B variants in patients with common variable
immunodeficiency. Blood. 2009;114(13):2846-2848. doi:
https://doi.org/10.1182/blood-2009-05-213025

15. Busenb A.A., Buzenb W.10. A3byka capkounao3sa. becena yetsep-
Tas. CapKouao3: YTO U KaK Mbl iednm // ATmocoepa. lMynbmMoHonorms
n annepronorns. — 2013. — N2 3. — C. 63-65. [Vizel’ AA, Vizel’ IYu.
Azbuka sarkoidoza. Beseda chetvertaya. Sarkoidoz: chto i kak my
lechim. Atmosphere. PuI’'monologiya i allergologiya. 2013;(3):63-65.
(In Russ).]

16. Nathan N, Sileo C, Calender A, et al. Paediatric sarcoidosis.
Paediatr Respir Rev. 2019;29:53-59. doi: https://doi.org/
10.1016/j.prrv.2018.05.003



