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[puMeHeHne NpeBeHTUBHOrO
nnespopesa y naumeHTa

C F’MCTUOLMUTO3OM U3 KITETOK
JlaHrepraHca c nopaxeHueM nerkux

O.A. EBcees, .M. KanuHuha, H.I'. YckoBa, A.E. CamapuH, E.B. Paiikuna, T.10. CanumoBa,
0.0. banpunbanHa, 0.B. MNopoHkoBa, A.M. MutpodhaHoBa, M.A. MacuaH, A.A. MacuaH

®IBY «HaumoHanbHbIi MEANLUMHCKUI NCCIEN0BaTENIbCKMI LIeHTP AeTCKOM reMaTosiornm,
OHKOJI0rMn M UMMYyHosiorun uM. [Imutpus Porayesa» MuH3apasa Poccun, MockBa

TMCTMOLMTOS 13 KNETOK JlaHrepraHca — penkoe 3/10KayecTBeHHoe HoBoobpasosaHue (0kono 3 crydyaes
Ha 1 000 000 peteit exeroaHo), pa3svBaioLLeecs U3 MAENOMAHbIX MPEeALLIeCTBEHHUKOB. NopaxeHue fier-
KMX NPU TMCTUOLMTO3e Y fieTel BCTPeYaeTCsA PefKo, 0BbIYHO KaK YacTb MyNbTUCUCTEMHOMO NOPaKeHUS,
U MPOSIBASIETCS KIIMHUYECKM MPU3HAKaMM [bIXaTerbHON HELOCTaTOUYHOCTHM (0fbilLKa, Kallenb, M1MnoK-
CeMusi), @ PeHTITEHOMOMMUYECKM — HaNMUMEM Y3emKOB, MOCTENEHHO TPaHCHOPMUPYIOLLMXCS B TOSCTO- 1
TOHKOCTEHHble Bynnbl. Mpu NpopbiBe Takux Bynn pa3suBaeTca NHEBMOTOPaKC, TpebyoLumii ApeHpoBa-
HUS NNeBpasibHOM NONOCTH. B cTaTbe NpeacTaBneHo onmcaHne KIIMHUYECKOro Crlyyas rMCTONorniecku
BepUMLIMPOBAHHOMO MMCTMOLIMTO3a U3 KNeTOoK JlaHrepraHca ¢ nopaskeHveM Nerkux, B Tepanum KoTo-
poro 1CMosib30Banu NPEBEHTUBHbIA NEBPOAE3 C LieNbio NPEefOTBPATUTb KU3HEYrPOXKAIOLLIME OCIIONK-
HEHWS1 — MOBTOPHbIE CMOHTaHHbIE MHEBMOTOPAKChI, Pa3BUTME KOTOPbIX COMPSKEHO Kak C COBCTBEHHO
NOPaXXeHUEM NErkux, Tak U ¢ NOUXMMUoTEPanmen.

KnioueBble cnoBa: getu, rucTnounTos n3 KNeTok JlaHrepraHca, niesposes,

MPEeBEHTUBHbIV M1eBPOAE3, TMCTMOLMTO3 U3 KIEeTOK JlaHrepraHca ¢ nopaseHneM nerkux

Escees [1.A. n coasT. Bonpochl reMaToniorunm/oHKonorum n uMMyHonatonoruu B negmatpun, 2018; 17 (3): 74-80.
DOI: 10.24287/1726-1708-2018-17-3-74-80

The use of preventive pleurodesis in patient with Langerhans-cell
histiocytosis with lung involvement: the case report and the review

D.A. Evseeyv, LI. Kalinina, N.G. Uskova, A.E. Samarin, E.V. Raykin, T.Yu. Salimova, D.D. Baydildina,
0.V. Goronkova, A.M. Mitrofanova, M.A. Maschan, A.A. Maschan

Dmitriy Rogachev National Medical Research Center of Pediatric Hematology, Oncology,
Immunology Ministry of Healthcare of Russian Federation, Moscow

Langerhans-cell histiocytosis (LCH) is a rare myeloid neoplasia (about 3 cases per 1 000 000 children yearly). Lung involvement
is rare, usually as a part of multisystem disease. Clinically these lesions manifest with signs of respiratory insufficiency like
dyspnea, cough and desaturation. Imaging shows nodules that are gradually transforming into thick- or thin-walled cysts.
Rapture of these cysts leads to the pneumothorax which requires drainage. Our report shows clinical case of use of elective
pleurodesis to prevent life-threatening complications of histologically confirmed LCH with lung involvement, which can develop
either as a result of the disease or due to chemotherapy.

Key words: children, Langerhans-cell histiocytosis, pleurodesis, preventive pleurodesis,

pulmonary Langerhans-cell histiocytosis
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UCTMOLMTO3 U3 KNeToK JlavrepraHca (IKJ) —

penkoe HoBOODpa3oBaHWe, BO3HMWKaloLlee BCren-

CTBME KMOHanbHOW nponudiepauum 1 ouccemMmHa-
LMW KINETOK MUENIOUOHOrO MPOUCXOMAEHNS, (DeHOTUMN-
YECKM MOXOMMX Ha KNeTKM JlaHrepraHca, B pa3nunyHble
OpraHbl M TKaHW, M3BbITOUHOrO WX paspacTaHus, aHo-
MarnbHOW NOKanbHON 3KCMPEeCcCUM LIMTOKMHOB, MOBPEX-
OEeHUA CTPYKTYpbl M (DYHKUMM BOBMEYEHHbIX Opra-
HoB. 3abonesaemocTb KJ1 y meten coctaBnseT OKomo
3 Ha 1000 000 B rog, ay metet go 1 roga — okorno 9 Ha
1 000 000 B rop.

MNopaseHune nerkux npu KJT MOKET HOCUTb MOHO-
CUCTEMHbIV XapakTep unu bbiTb YacTblo MyNbTUCUCTEM-
HOrO MopaskeHusi. Y oeTei rMcTMoLUMTapHOe NOopaeHne
MErKMX, Kak MpaBWIio, pPa3BMBAETCH B paMKax MyfbTu-
CMCTEMHOr0 3ab0f1eBaHUsA U COMPSIKEHO C NMOPaXeHneM
APYrux opraHoB 1 cucTeM. M3onmpoBaHHOe nopaxeHue
Nerkux y peTei BCTpeyaeTCs KpavHe pefiko U cocTas-
naet MeHee 1% BCEX TUCTUOLMTAPHbLIX MOPAMEHWN.
B cTpyKkType MymnbTUCMCTEMHbIX FMCTMOLMTO30B nopa-
eHue nerkux Habniopaetcs npubnuantensHo y 25%
MaLyEeHTOB.
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TunnyHoe nospexaeHve nerkux npu K1 pebioTn-
pyeT HecneundUnyeckoh CUMMNTOMATUKON — Kallerb,
ofplllKka, bonu B rPyoHOM KMeTKe, a PeHTreHonornye-
CKM — y3erKaMu, pa3BrBalOLLIMMUCA B TOHKO- M TONCTO-
CTeHHble Oynnbl, MpW MPOpbIBE KOTOPbIX pa3BMBaeTCA
U3HEYrposKaloLLEee OCNOMKHEHWE — NMHeBMOTOpaKc. [Ans
neyenuns mynbtucucteMHoro KIT ¢ nopaskeHnem nerkux
MCMNOMb3YIOT XMMWUOTepanuio, a Npu pasBUTUM MHEBMOTO-
pakca — aKTWBHbIN NneBpanbHblii ApeHax. [pumeHeHne
MreBpofe3a OMUCaHO B EAMHWUYHBIX KITMHWYECKUX CIy-
yasx; OCHOBHOE MOKa3aHWe — peuuavBUPYIOLLME CMOH-
TaHHble MHEeBMOTOPAKChI, KOTOPble NPeACTaBsioT cobow
JKU3HEYrposKaloLLee 0CnoskHeHne. Kpome Toro, onuncatbl
CrnyYav pa3BuTHS MOBTOPHbIX MHEBMOTOPAKCOB Ha hoHe
NPOBOAMMON Tepanuu. B cBA3K ¢ TeM, UTO NOBTOPHbIE W
OBYCTOPOHHWE NMHEBMOTOPAKChI Y NMaLMEHTOB C KOMMPO-
METUPOBAHHOW MapeHXMMOM Nerkux MOryT YrpoxaTb
U3HW, BO3HWKNA TepaneBTUYecKas Woes BbIMOSHEHWS
MPEBEHTUBHOrO NfieBpofe3a C Lefbio NPOgOUIaKTUKK
MOBTOPHbIX 3MN30L0B MHEBMOTOPAKCA.

OnucaHme KNMHUYeCKoro cnyyas

MaumeHT B., 3 ropa, pycckui, Habnionaetca 8 HMULL
LETCKOW remaTomnorMu, OHKOMOTMM W MMMYHOMOTMK
uM. [IMnuTpua PoraueBa MwuHsgpasa Poccumn ¢ Hosbps
2014 ropa. [ebioT 3aboneBaHus B Bo3pacTe 2,5 Mec.
(MapT 2014 ropa): mosBEHME PO30BOK ManynesHon
CbIMW Ha BOSTIOCMCTOM YacTW FOMOBbI, LLEe, B eCTECTBEH-
HbIX CKflagkax. 3Tu NposiBneHus ObiMn pacLeHeHbl Kak
annepruyeckas peakumsi, OOHaKO Tepanusa aHTurucTa-
MWHHbIMK Mpenapatamun — Be3 adpdpekta. B BospacTe
6 MecC. yCTaHOBIEH AMArHO3 «KOHTarno3sHbI MOMIIOCK>;
MaslbuMK Monyyan Xxupypruyeckoe neuveHne 6e3 ag-
oekTa. B ceHtabpe 2014 ropa B CBSI3M C NUXOPALKOM
roCMMUTanIM3MpoBaH N0 MECTY KUTeNbCTBa, MAe YCTaHOB-
neH anarHos: «MMMyHoaeduuUmnT HeyTouHeHHbIN. Cencuc
(73BEHHbIA  SHTEPOKONWT, [BYCTOPOHHSAA MHEBMOHMS).
AHemus 3-11 cTeneHn. KOHTarnosHblin MOMNSIIOCK pacnpo-
CTpaHeHHblA. OCTpbIV FTHOWHBIA NEBOCTOPOHHUIA Nepdpo-
PaTVBHbIV CPEAHWIA OTUT, FPaHYNALMM CPeOHEro yxa».

Mpv obcrnenoBaHUM MO MECTY »KWUTEMbCTBa B remMo-
rpamMMe: NefikouuTbl BapbypoBanv B inanasoHe oT 7 Ao
14 x 10°/n; reMorno6uH — ot 88 po 118 r/n; Tpomboum-
Tbl — 0T 220 go 350 x 10°/51. B 6roxmMMnueckoM aHanmse
KPOBM OTMEYasim CHUXEHWE CbIBOPOTOYHOIO Kefesa Ao
1,8 MKMonb/N; ocTanbHble Nnokasatenu B HopMe. Koary-
norpamMma B HopMe. BbinosiHeHa koMnbloTepHas ToMorpa-
chousi (KT) nerkux: Briepeble BbisBMEHbI MHOMXECTBEHHbIE
Bynnbl BO BCEX CerMeHTax fnerkux guametpom 5—20 mM.
3aknoyeHune: bynnesHasa amMdmsema; BpoHXUT.

Broncusa nopaskeHHOro yyacTka Koxu: Mopdonoru-
YECKMX [LaHHbIX 38 MTMCTUMOLMTO3 HET, POCT reMaHr1oMbl
KanunnspHoro Tuna.

[MaumeHT nonyyan WHAY3MOHHYIO, aHTMbBakTepu-
anbHylo, CUMMTOMATUYECKYI0 Tepanuio, OfHOKPATHO —

Bonpockl reMaTonoryn/oHKONOr v 11 IMMYHONATONOr K B NeAVaTpum
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TpaHcdyanio apuTpoumTHOM Macchl. lNposeaeHa npoba
C NPenHW30oHOM Mo 3 Mr/Kr/cyT B TeueHue 3 OHel ¢
MOMOXKMTENbHBIM 3PHEKTOM B BUAE KYMUPOBAHWS IMXO-
pagKku, yMeHblueHua cbinn. OgHako yepes Hepenio Mo-
Ccrne Tepanuu ropMoHaMu pasBUIICHA CMOHTaHHbIN Hanps-
YKEHHbIN MHEBMOTOPAKC CrnpaBa, KOTOPbIM Obl1 YCRELLHO
APEHNPOBaH, APEeHax yaaneH.

C paHHbIM aHaMHe30M pebeHok B Bo3pacTe 11 mec.
MOCTYNWN B OTAeNeHWe NeTCKOW reMaTonorum/oHKomo-
run HMWL| neTckov reMaTonorum, OHKO0rMmn v UMMYHO-
noruun um. Imutpus Porayesa Munsgpasa Poccuu.

lMpn noctynneHnn: adhebpuneH; KoXHble NOKPOBbI
BreaHo-po30Bble; Ha KOXKe KOHeYHOCTen, CTon, BOI0CK-
CTOM YacTu ronoBbl BOSbLIOE KOMMYECTBO cneundurye-
CKMX 31EMEHTOB (marnysnesHas CbiMb); AMCTPOUYECKme
u3MeHeHue HorTel (pucyHok 1). ManbnupyioTcs nog-
MbILLIEYHbIE W HVKHEYESTIOCTHbIE Mepudepuyeckmne M-
thaTnueckue yanbl. OpraHbl AbIxaHWsA: HOCOBOE [ibIXaHWe
cB0OOAHOE, AMCTAHLIMOHHBIE XPUMbl; B JIEFKUX LbIXaHKe
)KECTKOe, MPOBOAMTCA PaBHOMEPHO MO BCEM OTAenam,
YMEpPEeHHOe KOJIMYECTBO PACCEAHHBIX BIAMKHBIX U CYXMX
xpvnoB, Bonblue cnesa. YacToTa ObixaHus — 42 B MuH;
catypauusa — 90-94%. CeppeuHo-cocynucTasi cuctema
Be3 nmaTonoruu; 4yacToTa CEepheuYHbIX COKpaLleHun —
114 B MuH. MNeyeHb: + 1 cM; ceneseHka He nanbnupyeT-
cs. MoueBblgenuTenbHas, 3HAOKPUHHAA W HepBHasA Cu-
cTeMbl — 6e3 matonorum.

PucyHok 1
MN3MeHeHna HorTen y naumeHTa B.

lpn obcnenosaHum: B reMorpamMMme — NENKOLMTHI
7,9 x 10°/n; remornobux — 99 r/n; MCV — 60 fL; Tpom-
Boumtbl — 422 x 10°/n; rpaHynounTsl — 4,7 x 10%/n.
AHanua Moun no 3MMHMUKOMY — HopMma. B Buoxmumuue-
CKOM aHasim3e KpOBU — CHUXEHME CbIBOPOTOYHONO ¥Kefe-
3a. OcTanbHble NokasaTenu B HOpMe. [MCToMOrnYeckoe
nccnenoBaHue bronTaTa KoXU: B ANUOEPMUCE U NOBepX-
HOCTHbIX OTAefax AepMbl 04aroBble CKOMMEHWs BombLUIO-
r0 KONMMYeCTBa MOHOHYKMEapHbIX MMCTUOLMTONOA0BHBIX
KNeTok ¢ 6060BMOHBIMM SifpaMK C LIEHTPanbHOM Bbipe3-
KOW, MMeeTCs MpUMech HEBOMbLLOMO KOIMYEeCTBa 303UHO-
domnos.

VIMMyHOrucToxummyeckoe uccrieqoBaHme. onu-
CaHHble Bblle ruUcTUouMTbl 3kcnpeccupyloT CDla u
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PucyHok 2
BuonTaTt KoK ¢ MHMNBETPATOM, reMaTOKCUANH-303KH, X 100

PucyHok 3
3neMeHTbl MHMNbTPaTa akcnpeccupyoT Langerin, x 100

Langerin, S100, CD68. 3aknioueHne: Mopdhoniornyeckas
M MMMYHOrMCTOXMMWYECKAs KapTUHa XxapakTepHa nns
TKI (pucyHku 2, 3).

PeHTreHorpachusi kocteii ckernetra. B NepemHeM
OTHEene MpaBoOM BWCOYHOW KOCTW OMpenensieTca ouar
LECTPYKLUMM KOCTHOM TKaHU — HEMpaBWMbHOW OBasib-
HOM POPMbI, C YETKUM HapPYXHbIM KOHTYPOM, pa3MepoM
1,08 x 0,9 cM. B mpoekuMn KOCTHOMO3roBOro KaHana
BEPXHEN TpeTu amachmsa npaBomr NeYeBOn KOCTU onpe-
LeNAeTcs Y4yaCTOK pa3spesKeHUs KOCTHOWM CTPYKTYpb
0BasIbHOW (DOPMbI C HEYETKUMM HEPOBHbLIMU KOHTYpaMy

Tabnumua

PucyHok 4
KOMI‘IbIOTepHaﬂ TOMOFpadﬁ)Mﬂ opraHos I'py,llHOVl KNeTKn nauuneHta
npun noctynneHnn

pa3MepoM 9 X 4 MM. YYacTKM 0eCTPYKLMM B 3aTbINTOYHON
kocTu 1 C2 no3BoHKe.

KT nerkux: Ha ¢hoHe HEpaBHOMEPHO CHUWKEHHOM
MHeBMaTV3aLMM JIEFrOYHOM TKaHW MO TWMy <«MaTOBOrO
CTek/a» OMNpepensioTC MHOMKECTBEHHbIE pa3HOKasu-
BepHble KUCTbI HeNpaBWbHOM G)OPMbI, C TOHKUMU CTEH-
KaMu, ¢ OpMMPOBaHMEM MAacCUBHOW Bynnbl B BEPXHEN
anepType npaBoro remutopakca pasmepom 70 x 50 MM.
Kpome Toro, B 060Mx NErkux OoTMeYeHbl HEMHOTOYNUC-
NEHHble Mesnkue cybrnneBpasibHble ovarv AMamMeTpoMm
1,5-5 MM. B KopHsAx 060UX NErKMX HEMHOMOUYUCIIEHHbIE
YBENMUYEHHblE NUMdIaTUUECKUE Y3Mbl pa3MepoM OT 9
no 12 mMm. B cpepocTeHun onpenensioTcs MHOKECTBEH-
Hble yBEeNTMYeHHble NMMdaTUYeckne yanbl pasmMepoM Ao
12 MM. BunoukoBas skenesa TUMMYHO PacrofioXkeHa;
HEO[JHOPOLHas 3a CYET MHOMKECTBEHHbIX KanbLMHATOB
M TUNOJEHCMBHBIX yyacTkoB. OTMeyaeTcs eOuHUYHBIN,
yBenmueHHbin o 10 MM HagkniounyHbii numdiatnye-
CKuin y3en cnesa. B noaMbiweuHbix obnactax Busya-
M3MPYIOTCA MHOMOYMCIIEHHbIE NMMPATUYECKME Y3Mbl
pa3mepoM oT 6 0o 17 MM. CTpyKTypa NOgHUKHEYENIOCT-
HbIX CITIOHHBIX ¥Kene3 HeOQHOPOAHa, C HEPAaBHOMEPHbIM
HaKoMeHMeM KOHTPAcCTHOro rnpenapaTa. YBenuyeHue
pa3Mepa LLMTOBUOHON Kenesbl 3a cyeT obenx ponewn, c
Andpdpy3HbIM M3MEHEHUEM ee CTPYKTYPbI (pHCyHOK 4).

CpaBHEeHMEe TUMOB NOpaKeHUs JIerkux Npu rucTUOLMTO3€ U3 KNeTok JlaHreprauca [2, 4, 7]

N3onupoBaHHbIN

lMopaxeHune nerknx

IMErEEETTEAL: neroyHsiv KN npu MmynbTucuctemMHom KJl
BospacT Bapocrbie (20-40 ne) letv (1-3 ropa)
Mon HeT ueTko TeHpeHUMM YaLe Manbumkn

CBsi3b C KypeHuem

CunbHas (> 90% cryuaes)

HeT cBssun

KnoHanbHoCTb

Peske (mOMMHMpYeT BoCManUTebHbI KOMMOHEHT)

Bcerpa

Mopcbonorus, IMMyHOCDEHOTUN, YNbTPacTPyKTypa

MneHTnYHble
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3aksioyeHne. KACTO3Has TpaHcdopmaums neroy-
HOW MapeHxMMbl C 0Bpa30BaHMEM KpYMHbIX BynesHbix
0bpa3oBaHuin, BEPOSITHO, KaK NPOSIBIEHWE FTMCTUOLMTO3a
C MopaskeHMeM MOJHWKHEUEIOCTHBIX CIIIOHHBIX XKeres,
LLIMTOBUOHOM sKenesbl, TUMyCca U MMMAaTUYEeCKMX Y30B.
HeMHorouncneHHble oyaru B erkux. [LoctoBepHo Heslb-
351 UCKIIOYNTD HannMune cBoBOAHOro0 BO3ayxa B BEPXyLU-
Ke nneBpasnbHOM NOMOCTH CnpaBa.

Y3U opraHos 6pioLLHOM MOI0CTH. B BOPOTax neve-
HW ¥ MO XOBY KPYMHbIX MarncTpanbHbIX COCYA0B onpeae-
NSAIOTCA MHOMKECTBEHHbIE NIMMAd)aTUUYECKMNE Y3MTbl, MaKCH-
MasbHbIV pasmep — 26 X 18 MM.

PebeHKy bbin yCTaHOBMEH AMArHO3. «rMCTUOLMTO3
n3 KneTok JlaHrepraHca, MynbTucucTeMHas dpopMa C
nopaskeHueM ckeneTa (npaBas nnedesas, npasas Bu-
couHast, C2 No3BOHOK, 3aTbIfIOUYHAs KOCTb), KOKM, NM-
chaThueckux y3noB (BHYTPUrPYAHbIX, BHYTPUOPIOLIHBIX,
MOAMBILLEYHbBIX, MOAHUKHEUEIOCTHbIX),  LUMTOBMAHOM
)enesbl, Nerkux, Tumyca. [1ByCTOPOHHWUI XPOHUYECKUIA
THOWHbIA cpenHuit oTuT (Pseudomonas aerugienosae),
nepdgopauua bapabaHHoi nepenoHkn. CroHTaHHbIN
MHEBMOTOPAKC cnpaBa».

YunTbIBas Hammuue CMOHTaHHOrO MHEBMOTOPaKca B
aHaMHe3e W BbICOKUIA PUCK Pa3BUTWSI NMOBTOPHOIO MHEB-
MOTOpaKca npv Hayane cneundurueckon Tepanuu, oo
PELUEeHO Ha NepBOM aTane NevyeHnsi MPOBECTU Pe3eKLMIo
Bynnbl BepxHeW LOMM NPaBOro Nerkoro ¢ OQHOBPEMEH-
HbIM MSIEBPOAE30M.

Onepauuio BbIMOMHANM nof  obLled KoMBUHMPO-
BAHHOM aHecTe3Wen C OOHOMErOYHOM BEHTURAUMEN.
B nnespanbHylo NonocTb Bbifiv yCTaHOBMEHb! TpU TPO-
akapa guameTpoM 6 MM. Kapbokcutopakc: faBneHve —
5MMpT. CT., 3aTeM 7 n/MuH. [lepBbisi aTan: ¢ NoMOLLbIo K-
nonsipHoro 3axuMa BiClamp npoBeneHo BCKpbITUE Hau-
Bonee KpynHbIx By, pacnosioxeHHbIX cybnneBpanbHO
B BEPXYLUKE NIErKoro, v ylimMBaHne AeDeKTOB NapeHxu-
Mbl nierkoro Hutkamu PDS 4-0. Broposi aTan. ¢ NoOMOLLbIO
3HAOCKOMNYECKOr0 OKOHYATOro 3axK1Ma NpoBefeHo Me-
XaHW4YecKoe yfaneHue napueTanbHOW MneBpbl B Nepen-
He3afHeM HamnpaBfeHWn — OT BHYTPEHHeW rpyaHon apTe-
pUM 00 CUMMATUYECKOro CTBOSIA; B KPaHWOKayOanbHOM
HanpaBfieHMn — OT YPOBHS 3afHero OTpes3Ka MNepBoro
pebpa npakTuyecku OO ypOBHA Amadhparmbl C OCTaB-
neHneM nuadpparManbHOM M MeanacTUHaNbHOW Mnesp.
Tpetwii 31an: ¢ uenblo obecneyeHns afeKkBaTHOro reMo-
CTasa v CTUMyNALMM afresnMBHOro npouecca NpoBefeHa
aproHomnnasMeHHas Koarynsums BHyTPEHHeR NOBEPXHO-
CTW. YeTBepTbifi 3TaMN: Yepes HUKHWIA TOPaKOMOPT K Bep-
XYLLKe J1Ierkoro noABefeH niespasibHbli ApeHa, Hana-
)KEHa naccuBHas acnvpauums.

10 maHHbIM FMCTOMOrMYECKOr0 UCCEeR0BaHNA yaa-
NEHHON nneBpbl, 0BbHapy»keH cybnnespanbHbiin ovar MKJ
(pucyHku 5, 6). B uccrneposaHHoM cyBcTpaTe METOLOM
npsIMOro cekBeHvpoBaHust no CaHrepy obHapyxeHa
myTauma V60OE B 15 ak3oHe reHa BRAF.
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PucyHok 5

MHcbunbTpaums nneepbl MOHOHYKMEapHbIMU MUCTUOLIMTONOA06HbIMM

KneTkamu ¢ 6060BMAHBIMKU SAPaMK C LieHTPanbHow Bbipeskoit, x 200
T :

PucyHok 6
KneTkun nHdunbTpaTa nnespbl akcnpeccupyioT langerin, x 200

C 10.12.2014 HauaTa Tepanus N0 MexLyHapOLHO-
My npotokosny LCH-IV (kypc IC-l B cocTase: npeaHn3o-
noH — 1,3 Mr/Kr/cyT B TeueHne 6 Hefesb; BUHBMNACTMH —
0,2 mr/kr, 1 pas B Hefernio, BCEro 6 BBeAeHuin) Ha hoHe
CTaHOApTHOW COMPOBOAMTENIbHON Tepanuu. [lo3bl nepe-
CUMTBbIBANM C y4eTOM MaccChl Tena naumeHTa.

Mocne 6 Hepenb Tepanuu OTBET pacLEHUIN Kak
ynyudwenue; nposeneH Kypc IC-Il cormacHo npoTtokony
B COCTaBe: NpeaHu3osioH — 0,2 Mr/Kkr, 3 oHs B Heaenio;
BuHBNacTuH — 1,3 Mr/kr/cyT, 1 pas B Hefenio B TeueHue
6 Hepenb.

Mocne pByx OfOKOB XWMMOTepanuu MpoBefeHa
OLieHKa, COrflacHO KOTOPOW OTBET PACLEHUN KaK Yryy-
LweHne. PebeHok 6bln paHOOMM3MPOBaH Ha npoBepe-
HWe nopmepskvBaiowleit Tepanun (Havata 20.03.2015),
pykas B: suHBnactud — 1,3 mr/kr/cyTt, 1 pa3 B 3 He-
nenw; npenHnsonod — 0,2 Mr/kr, 5 oHel ¢ MHTepBasioM
B 3 Hegenw; 6-MepkanTonypuH — 40 Mr/M?/cyT, NocTosiH-
HO B TeueHne 12 Mec. oT Havana Tepanuu. Moaaepxuea-
loLlas Tepanusa 3aeepluera 12.12.2015.

YuutbiBas COXpaHeHve KpymnHow Bynnbl 1 yBenuue-
HWe ee pasMepoB B AWMHAMUKE B NIEBOM NErkoM, a Tak-
)Ke YCWIeHue NpOSIBNEHUN AbIXaTeslbHOM HepocTaTou-
HocTu (ofbllKa, cHikenne Sa0, B nokoe fo 88-95%),
27.03.2015 npoBefneHbl peseKkumns By neBoro Nerkoro
1 MexaHWU4eCcKuit nnespoaes crnesa (pucyHok 7).




KITIMHUWYECKWUE HABNIOAEHUA

PucyHok 7
KoMnbloTepHas ToMorpadpus opraHoB rpyfHOW KMeTKU nauueHTa
A0 Hayana nonnepmmealou.leﬁ Tepanuu

Mocne OKOHYaHWS MOLLOEPKMBAIOLLEN Tepanuu B
pekabpe 2015 ropa 3aperucTpyMpoBaH peLvanB OCHOB-
Horo 3aboneBaHWsl C MOPa)KEHMEM KOXMU U NUMAOY3-
noB wenHon rpynnbl. Co CTOPOHbI NErkux nporpeccuu
'KIT He oTMeueHo. lMpoBeaeHa Tepanus KnagpvbuHoM —
6 Mr/M? x 5 iHelt, Bcero 6 KypcoB; OTBET pacCLEHeH Kak
NAD (non-active disease) no npotokony LCH-IV.

B HacTosiLLEee BpeMsA pebeHOK Hax0AMTCS B PEMUCCUM
MO OCHOBHOMY 3aB0MEBaHMIO; KITMHUYECKUX NPOSIBIIEHUN
AblXaTesIbHOM HefOCTaTOYHOCTM HET; MO AaHHbLIM BU3ya-
NU3MPYIOLLMX UCCNefoBaHWUI, MOPaXXEHUS NErkux HeT.

OBCYXXOEHUE PE3YJIbTATOB UCCITENOBAHUA

['McTMoumnTOo3 M3 KNeToK JlaHrepraHca — 3abonesaHne
C BapMaTMBHOMN KITMHUYECKOW KaPTUHOW: OT KOXKHOM ChInu
WNW 04aroBOrO MOPAKEHUA OOHON KOCTW [0 SKU3HEYrpo-
MKAIOLLIMX MYTbTUCMCTEMHBIX (DOPM C BOBJIEYEHWEM Neve-
HW, Cene3eHKM M KOCTHOMO Mo3ra. TeM He MeHee WCTOY-
HWK OaHHbIX NaTONOMMIN OfMH — NaTONIOMMYECKUE KIETKM,
dheHoTUNMUeckn Brinskune K knetkam JlaHrepraxca.

BaxHO pa3pnenaTb HECKOMbKO TUMOB MOPaKeHWs
nerkux npu [KIT. ns B3pocnbix Havbonee xapakTepHo
M30MMPOBaHHOE MOPasKeHUe MErkux, Yalle HeKmoHarnb-
HOW npwupogdbl (MyTaHTHbIA annens BRAF V600E obHa-
PYMUBAIOT B TakWX Crydyasx peske, ueM o6bluno) [1].
[ebioT 3abonesaHus npuxoputca Ha nepwof ot 20 Ao
40 neT; NpaKTWYeCcKn BCerga TakoW MpoLecc CBA3aH C
KypeHveM [2]. [loBOSbHO CMOSKHO YCTaHOBUTb 3TO B 3KC-
MEpVMEeHTe, OfHAKO M3BECTHO, YTO YMCMO AEHAPWUTHBIX
KIETOK, PacnonoKeHHbIX NepUBPOHXManbHO, Y Kypub-
LLIMKOB MoBbiLLeHo v B HopMe [3]. KpoMe Toro, TabauHblit
ObIM SIBMIAETCA WMPPUTaAHTOM LANsi KNeTok JlaHrepraHca
W CTUMYNMpPyeT BblpaboTKy MMW rpaHynounMTapHo-
Makpod)aranbHOro KOMOHUeCTUMynupyoLllero dak-
Topa U pakTopa Hekposa onyxonu-anbda [4]. Cyuie-
CTBYeT MPEAnoSIOKEHNE O HeobXomMMOCTV Hannums
«BTOPOro dpakTopa» AN PasBUTUA W30SIMPOBAHHOMO
neroyHoro [KJ1: reHeTMUecKor NpeapacnosioKEHHOCTH,

BMPYCHOIO MOPAaXEHUS UM UHbIX COYETaHHbIX NaToso-
MM, OHAKO Ha JaHHbIA MOMEHT HU OOMH U3 HWUX He Ha-
LLen AOCTOBEPHOro noaTeepskaeHus [5].

M3onvpoBaHHoe nopaxeHWe Nerkvx y neten BcTpe-
yaeTcs KpaviHe pefnko — MeHee 1% Bcex ructuouuTap-
HbIX nopaxeHuin. OpHaKo B CTPYKTYpe MyfbTUCUCTEM-
HbIX TMCTUOLIMTO30B MOPaXEHWe JIerkux BCTpeyvaeTcs
pocTaTouHo Yacto (okorno 25% cryuaes) [6].

TeM He MeHee, HECMOTPSA Ha PasNnums, KIMHUYECKas
1 MopdhosiorMyeckas KapTMHa 3TUX MPOLECCOB CXOfHA.
Ha HauanbHbix 3Tanax 3aboneBaHue NPOSABNAETCSH He-
cneundomyeckrMm CUMNTOMaMU: Kallienb, OabLLKa, bonu
B FPYOHON KIETKe, NMXopagKka, HouHble noTbl. B 15% cny-
YaeB NepBbIN KITMHUYECKMA CUMMTOM — CMIOHTaHHbIN NMHEeB-
MoTopakc [8], a B uepefie CUMMTOMOB €ro YacToTa MOKeT
noxoouTb 1o 25%, NpUYeM He pedku crydyan Bunateparb-
HOrO ¥ PeLMaVBMPYIOLLIEro NMHEBMOTOPaKCoB [9].

PeHTreHonornyeckon Manudpectaumen 3abone-
BaHusA sBnAeTCs obHapyskeHne Hebonblumx (1-10 mm)
y3enkoB. Mx uMcno BapuaTMBHO, OHW WMMEIOT LIEHTPO-
LONEBOE PACMONOKEHNE, a OKPYMKaloLLas TKaHb, Kak
NPaBuUmo, UHTaKTHa. [JaHHbIV NPOLECC HOCUT ABYCTOPOH-
HWit xapakTep [9]. Mpu pansHelwweit nporpeccun 3abo-
NEeBaHMS y3eSIKM HauMHaloT NpeBpaLLaTbCA CHavana B
TOSICTOCTEHHbIE KUCTbI pa3MepoM okomo 1 cM, a 3aTeM
MPOAOSIKAIOT YBESIMUMBATLCA C MOCTEMEHHbIM YTOHYe-
HMEM CTEHOK. Takue KUCTbl MOryT AOCTUraTb pasmepa
2-3 cM n bonee.

HanbHeiilee pa3suTMe 3aboneBaHWsi MPUBOAWT K
MPOrPECcCHM KIMHUYECKUX CUMMNTOMOB (Kaluerb, ofbi-
Ka M WHble MNPOSBMIEHWS OblXaTeSIbHOWM HEeLOCTaTOYHO-
CTU) ¥ YacTbiM MHEBMOTOPAKCaM, KOTOpble, YYWTbIBas
OBYCTOPOHHEE TEYEHWe MPOLeCcca, YrpOXaloT KU3HM.
LnuTtenbHoe TeuyeHne 3aboneBaHus NPUMBOAMT K Heobpa-
TUMOW (pMBPO3HO-KMCTO3HON TpaHchopMaLmMn Nerkux,
hOPMMPOBAHUIO NEFOYHOW TUMNEPTEH3UN U TePMUHarb-
HOW AbIXaTenbHOM Hefo0CTaTOYHOCTU. [pK TaknX n3meHe-
HUSX eOMHCTBEHHO BO3MOXHAs TepaneBTMYecKas onums
— TpaHcnnaHTaums nerkvx nmbo Kommnnekca «cepaue—
nerkne», OfHaKO BaXHO ybeouTbCs, YTO MMCTUOLMTO3
M3MeYeH, Tak Kak BEepOATHbl PeuuavBbl C MOBTOPHbIM
nopasxexuem nerkux [10].

[ns yTouHeHus amarHosa KJ1 Heobxoouma ructo-
noruyeckas Bepudukaums. Knaccmueckum noaTBepsK-
[eHueM sBnseTca oOHapyweHue B Guontate CDla+/
CD207+ knetok [4]. OnucaHbl TEXHUKM HEUHBA3UBHOM
[MarHocTukm nerouHoro MKI (Hanpumep, nouck CDla+
KIeTOK B DPOHX0AfIbBEOSIAPHOM JlaBaske Mpv LMTOSO-
MMYECKOM UCCMEedoBaHMM), OOHAKO WX YyBCTBUTENb-
HOCTb M cneumndonMyHOCTb HepocTaTouHbl [11]. YunTbiBas
MYNbTUCUCTEMHOCTb nopaskeHust npu [KITy peten, ons
nposefeHust broncun ¢ mocnepyiower natomopdosno-
FMYECKON M MMMYHOTUCTOXMMUYECKON BepudivKaumen
06blyHO BblBupaloT Bonee ynobHble oyary nNopaxeHus
(Koxa, NMMMdraTyecKme yarnbl 1 T.4.).
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BasHbIl MOMEHT — BbiiBNeHMe MyTaumn BRAF
V600E B nopaskeHHbIX TkaHsx. Ecnv pona B3pocnbix C
M30MMPOBAHHBIM NTErOYHbIM MMCTUOLMTO30M HET AaHHbIX
0 BMUSHMM 3TOM MyTaLMW Ha MPOrHO3, TO Y AeTew [oKa-
3aHo boriee ueM OByKpaTHOe yBefIMUYeHUe pUCKa peuu-
omBa 3abonesaHusa npu Hanuuum mytaummn V60OE B rexe
BRAF [12].

Tepanus y B3pocnbix ¢ neroyHbiM [KJT Bcerna Haum-
HaeTca C OTKasa OT KypeHus. B BonblumHCTBe crnyyaes
3TOr0 JOCTaTOYHO AJIA MOJSIHOW OCTaHOBKM AasibHemLle-
ro pasBWTVA naTtonorudeckoro mpouecca [13]. B bonee
CINOKHbIX Cyyasix BO3MOMKHA CUMMMTOMAaTUYeCcKas WHra-
NAUMOHHAA Tepanua KOpTUKOCTepouaaMn U [B2-aroHu-
cTamu.

B cBA3M ¢ TeM, UTo y fieTeln nopaskeHne Nerkvx npu
IKIT — vyacTb obuiero 3aboneBaHusl, onst STOW rpynnbl
MauMeHTOB TOKasaHa CcucTeMHas Tepamus. Knaccu-
UECKUN BapWaHT — WCMOSb30BaHWe pexuMa <«BuHONa-
CTWH + npenHn3onoH» u3 npotokonos LCH-IV u LCH-III.
Y B3pOCrbiX 3pPEKTUBHOCTb Takow Tepaniu criopHa [14].

B kauecTBe Tepanuu BTOPOW NWHWM MPUMEHSIETCS
2’-xnopofe3oKcuaneHosunH (knagpubuH) — aHamor ny-
PUHOBbLIX HYKIE03MAoB, ObrapalLwmi NpAMbIM TOKCU-
YECKUM [eVCTBMEM Ha NMMMOUNTBI U MOHOUMTLI. [laH-
Has Tepanua XOpoLLO 3apekoMeHpoBana cebs Kak npu
neroyHoM KJ1 [15], Tak 1 npu mMynbTucucTemMHoM KT
y neteit [16], ogHako cnocobHa npoBouMpoBaThb ansa-
310 KPOBETBOPEHMS 3@ CYET TOKCMYECKOro AerCTBUS
Ha KOCTHbI/ MO3r, @ TaKKe MOBbLILLIAET PUCK Pa3BUTUS
MHEBMOHWW, BbI3BaHHOW Pneumocystis jirovecii, v apy-
FUX ONMOPTYHUCTUYECKUX TIEFOYHbIX MHADEKLIMIA, YTO MpK
HamMuMmM CNeumuyYeckoro NMOPaEHWsT NErkUX MOXET
cTaTb paTanbHbIM.

Hamvuve nHeBMOTOpakca cnocobHO — 3HauMMO
OCMOMHUTb TeueHne 3aboneBaHus. Y Takux NaumeHToB
CYLLECTBYeT pWUCK HeobXomMMOCTWM MOCTOSIHHOrO fpe-
HUPOBaHWSA NNEBPanbHOM NOMNOCTH, YTO ABNAETCA MOKa-
3aHMeM s NpoBefeHnsa nnespofesa. BaxHo NoMHWTB,
YTO NPOBENEHHbIV NNeBpoae3 cnocobeH 3aTpyaHUTL Mo-
criefyioLLyio TpaHcnnaHTaumio nerkux [17].

lneBpoges — onepauus No NCKYCCTBEHHOMY CO3fa-
HUIO MIEBPUTA C NMOMOLLbI0 XMMUYECKOr 0 UM MexXaHnye-
CKOr0 BO3LEMCTBUA C Lienbio obnmTepaumy nnespansHomn
nonocT1 AN NPeaoTBpaLLEHNs PELMANBOB BO3HUKHOBE-
HWS MHeBMOTOpaKca/ruapoTopakca. B 3aBucuMocTu oT
TNa BO30ENCTBUSA Ha MapueTanbHylo MNeBpy BblAENsioT
criefyiolmMe BapuaHTbl niespoaesa: 1) MexaHuueckuit
(pleural abrasion, nnespakToMus); 2) U3NYECKMiA
(aproHonnasmeHHas Koarynsuus nnespbl, bunonspHas
AMIEKTPOKOArymnauma nnespbl 1 ap.); 3) XMMUUECKWIA
(BBeneHve B nnespanbHyl0 NOMOCTb Tasbka, 6reomu-
uMHa, HuTpaTta cepebpa, WognosugoHa v ap.). Kpome
TOro, B 3aBWCUMMOCTM OT TUMa JOCTyMa B MreBparnbHyio
MoNocTb BbIGENAIOT TOPAKOCKOMWYECKMA NIIEBPOLEe3 M
NneBpoaes U3 «OTKPbITOr0» TOPAKOTOMHOMO LOCTYNa.

Bonpockl reMaTonoryn/oHKONOr v 11 IMMYHONATONOr K B NeAVaTpum
2018 | Tom 17 [ Ne 3 | 74-80

CornacHo pekoMeHaaumsM AMEpUKaHCKON Kon-
NerMv TopakasbHbIX XWPYProB, UMEIOTCS CcrepyioLve
noKasaHus K npoBegeHuio nnespopesa [18]: 1) mo-
BTOPHbIA OOHOCTOPOHHWIA MHEBMOTOPAKC; 2) MOBTOPHbIA
KOHTpanaTeparbHblii MHeBMOTOpaKe, 3) cbpoc Bosmyxa
no nneBpanbHOMY ApeHaxy B TeyeHue 6onee 4 gHew,
4) NOBTOPHbI ONHOCTOPOHHWI MHEBMOTOPAKC Mocne
NpeaLlecTBYIOLLEr0 BMELLATeIbCTBa MO NOBOAY NMHEBMO-
TOpakca.

Mocne npOBELEHUS] MeXaHW4YecKoro MnneBpofesa
YyacToTa peunamBOB NHeBMOTOpakca cocTasnseT 3—10%
[19, 20], nocne Topakockonuu — 3,5-9,4% [21], a nocne
TopakoToMumn — MeHee 3% [22].

YunTbiBas MMeloLLMECS JaHHble 0 YacToTe peuuan-
BOB MHEBMOTOPAKCOB Y MaLMEHTOB C MOPaXKEHWEM fer-
kux npu TKIT [23] 1 prcKU NOBTOPHBIX MHEBMOTOPAKCOB
Npv NPOBELEHWN Tepanuu, B JaHHOM KITMHUYECKOM CIy-
yae Mbl NPUHAIN peLLEHVE BbIMOSHUTL NPEBEHTUBHbIN
nne.Bpofes. CHavana BynnaKTOMMIO U aproHoMasMeH-
HbI NneBpoaes ¢ Bonee nopaskeHHoW CTOPOHbI (cripa-
Ba), a 3aTeM, yunTbiBasi yBenuueHue pasMepos Bynsibl
C KOHTpanaTepasibHOM CTOPOHbI Ha hOHE MPOBOLUMOWN
Tepanuu, — KOHTpanaTeparnbHylo BynnakTomMuio n Mexa-
HUYecKuit nnespopes (cnesa).
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