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OHKoOremarto

OBLUUE ACMNEKTbI

T'uctronuTo3 U3 kieTok JlaHrepraHca
(I'’KJT) — penkoe 3abo7eBaHMe, B OCHOBE KO-
TOPOTO JIEKUT KJIOHAIbHAs TIPpoJndeparust
MaToJIOrMYECKUX TUCTUOLUTOB, (PeHOTH-
MUYECKU CXOXKUX ¢ KiieTkamu JlaHrepraHca,
KOTOpbIe (POPMUPYIOT CrieliMUUECcKHe UH-
GuIbTPaThl B pa3IMUHbIX OpraHax U TKaHsIX.

CorlacHO COBPEMEHHBIM TOAX0IaM,
T'KJI — 3aboseBaHre UMMYHHOI CUCTEMBI
C MaTOJOTUYECKUM MMMYHHBIM OTBETOM,
MPUBOASILINAM K Mpojudepannn KIeToK
Jlanrepranca, 203MHOGWIBHON MHOWIb-
TpalMu, 00pa30BaHUIO rpaHyIeM, hudpo3sa,
OCTEOJIUTUYECKUX 04aroB U T.4. [1].

3a60J1eBaeMOCTb y JETeil COCTaBIsIeT
3—5 ciygaeB Ha | MJIH HaceJeHHsS B TOI,
Y B3pOCIIbIX — 1—2 cityyast Ha | MJTH KuTeseit.
My>XYMHBI GOJICIOT Yallle, YeM KEHIIUHBI.

Oruonorus u narorenes ['KJI ocratotest
HeusBecTHbIMU. KaHliepaccoummpoBaHHast
myrtanusi (BRAF V600E) onpenensiercs
B OoJjiee 4yeM IOJOBUHE MCCIeIOBaHHbBIX
00pas1ioB, TeueHue 3a00JeBaHUs UMEeT
XPOHUUYECKUIA XapaKTep ¢ YepeOBaHUSIMU
PELMINBOB U PEMUCCHIA.

T'KJI MmoxeTt mopaxaTb J1000i1 opraH
WY cucTeMy opraHoB. Hanbosee yacto mo-
PakeHUIO MOIUIEKAT KOCTH, KOXKa U THodu3,
pexke — TuMdaTrIecKye y3Jibl, lIeueHb, celle-
3eHKa, KAIIEYHWK, LIEHTPaIbHAast HepBHAs CH-
crema (LIHC), xpoBeTBOpHas cuctema. Jler-
KUi€ MOTYT BOBJICKAThCSI B IMATOJIOTMYECKUIA
TMPOLIECC OTHOBPEMEHHO C IPYTMMU OpraHaMu
WM TOC/IENOBATEIbHO, HO U30JIMPOBaHHBIN
sierounbiit ['KJT yacto BO3HMKAET y B3pOC/IbIX
1 MOKET 3aTeM TPaHC(HOPMUPOBATHCS B MYJTb-
TUCUCTEMHOE TTOpaskeHUe.

Jnarno3

Juarno3 I'KJI ocHoBaH Ha r'MCTOJIO-
TMYECKOM U UMMYHO(DEHOTUITUYECKOM
MCCIeI0BAHUM MTOPAXKEHHbBIX TKAHEH.

Knerku Jlanrepranca uMMemOT MJIOT-
HYI0 903MHOGMUIBHYIO IUTOIIA3MY, XOTSI
B OTIEJIbHBIX KJIETKaX IIUTOIIa3Ma MOXEeT
OBITb IEHUCTOM, BAKYOJIM3UPOBAHHOM, CO-
Jepkartb (GarolMTHPOBAHHbIE BKIIOYCHUST
M TeMOCHUIEPUH. flapa KJIeTOK KPYIHBbIE,
OJieIHbIE, C HEXXKHBIM XPOMAaTUHOM U MeJl-
KUMM SIAPBIITKAMU, KOHTYPBI UX U3pe3aH-
Hble, opma oBasibHasl, paclieraeHHast
uin 606oBUAHASI. YIBTPACTPYKTYPHO
B 9TUX KJIETKAX BBISIBJSIIOT rpaHyjibl bup-
0eka, KOTOpble HAalIOMUHAIOT 3aCTEXKY-
MOJIHUIO, UTO SIBJISIETCS CTHeIUDUUECKUM
npusHakoMm ['KJI (Tak HasbpIBaeMBblil 30-
JIOTO cTaHIapT). BuisBiasieMble KJIETKU
JlaHrepraHca sKcnpeccupyloT aHTUTEHBI
CD45+, S100+, CDla+, CD14— Ha mno-
BepxHOCTU MeMOpaH [2] (puc. 1, 2).

Kiunnyeckast kKapTuna

Haubonee pacripocTpaHeHHBIMU CUM-
nitoMamu ['KJT sijistioTCst OTbIIIKa, Kallleb,
60J1b B KOCTSIX, 00pa30BaHKUe MSITKOTKaH-
HBbIX KOMIIOHEHTOB, ChIIlb, 3y, Xaxaa
u mumdbaneHonatus |3]. [MauueHTh oT™Me-
YaloT yCTaIOCTh, OOIIYIO ¢J1a00CTh, YMEHb-
LLIEHWE MaCcChl TeJla, HOYHOE TIOBBIIIIEHHOE
MOTOOT/ACNICHUE, TOUIHOTY U JIUXOPAIKY.

Puc. 1. Tunn4yHbln rpaHyneMaTo3HbIn
y3€e Nnof MasiblM yBenmyeHmem (x40)
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Puc. 2. MNpn 60nbWIOM yBEINYEHUN
(x100) BMOHO, YTO TUMUYHBIA rPaHy-
NIeMaTo3HbI y3es COCTOUT U3 TMCTUO-
LMTOB, NMMPOLNTOB 1 303MHODUNOB.
FMcTuounTbl MMEIOT 3aKpyYeHHOoe
aapo (A) v 6neaHo-pPo30BY0 06UIb-
Hyto unTonnasmy (B), 3acTexky-mon-
Huio (C), rpanynbl Bupbeka (D)

Knaccuueckas rpuama 'KJI BkiaogaeT
neeKThI YePEIHbIX KOCTe, 9K30(TaibM,
HecaxapHbIil tuadet. HecaxapHblii nuader
pasBuBaetcs y 30% nauuenTtos ¢ I'KJT [1],
HO MoxXeT gocturath 1 40% y maiueH-
TOB ¢ MyJbTUcUCTeMHOU dopmoit I'KJT
wi 94% — B ciaydae runoduzapHoOi He-
JIOCTaTOYHOCTH [4, 5].

AUATHOCTUKA

Jlabopartopnast nuarHoctrka I'KJI momk-
Ha OBbITb MPOBeeHa BCEM 0e3 UCKIIOUEeHUS
MaluyeHTaM, BHe 3aBUCMMOCTU OT KOJInYe-
CTBa MOPAXXEHHBIX OPraHOB UJIM CUCTEM Op-
raHoB (Ta0. 1). Pekomenmyemoe o6cienoBa-
HMe JUIS1 YCTAHOBJICHMSI IMAarHO3a U OLIEHKU
pacrpocTpaHeHHOCTH 3200JIeBaHUSI BKITIOYa-
eT: O0IIMiT aHAJIN3 KPOBU, OMOXUMUYECKUIT
aHaJu3 KPOBM, KOaryjJorpamMmy, o0
aHaJIM3 MOYH, YJIbTPA3ByKOBOE MCCIIENOBA-
Hue (Y3U) opraHoB OPIOIIHOM TOJOCTH,
onpeneaeHre ypoBHSI TUPEOTPOITHOTO TOp-
moHa (TTT') u cBobomHOTrO THpOKCHHA T4.

IlepBoOYEepEIHBIMU PEHTIEHOJIOTUYE-
CKUMU METOJaMM UCCIICOBAHUST TOJDKHBI
OBITH peHTreHorpadust OpraHoB rpyIHON
nojioctu (rpsiMasi 1 OOKOBasi TIPOEKIINHN),
a Takke KomIblotepHast tomorpacdus (KT)
KOCTel cKeJieTa v yeperna [6].

XapakTepHbIM CUMIITOMOKOMILIEKCOM
npu I'KJI aBasercst Tpuana Kpucuena:
nedeKThl pa3BUTHS Yeperna, 3K30(hTaabM
¥ HecaxapHbIil quaber [7].

Crparudmkanus

1. MynbtucucremHas popma I'KJI
(Multisystem Langerhans cell histiocytosis —
MS-LCH): c¢/6e3 BoBJIeUEHUSI «OPraHOB
puUcKa».

2. JlokanuzoBanHas hopma I'KJT (Single
system Langerhans cell histiocytosis — SS-
LCH): ouaroBoe uim MyJabTH(OKaIbHbIE
MOpaKeHUSI.

3. JlokanuzoBanHas (popma ['KJT (SS-
LCH): BoBlieueHue «OCOOBIX 30H».

OnpesieieHue BOBJI€YEHHBIX OPraHOB

Ilocne ycranoBnenust nuarHosa I'KJI
JIOJKHBI OBITh OLIEHEHBI U OMpeeeHbI
BOBJICUEHHBIC OPTaHbl B COOTBETCTBUU
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C KIIMHUYECKUMU, OMOJIOTMYECKUMU U pa-
JIMOJIOTUYECKUMU KPUTEPUSIMMU.

CyILIeCTBYIOT TaK Ha3bIBAEMbl€ OPTaHbl
pHUCKa — 3TO MeYeHb, CeIe3eHKa, KOCTHbII
moar, HHC. BoBieueHue «opraHoB pyCKa»
CBUJIETEILCTBYET O HEOJIArOMPUSITHOM MPO-
THO3€ TeYeHUs 3a00JIeBaHus.

Kpome «opraHoB pucka», BbIACJSIOT
«0COObIE 30HbI», KOTOPbIE MOTYT MTPUBECTU
K ObIcTpOoMY pa3BuTHio opaxkenust LIHC m3-
32 KPUTMYHOTO aHATOMUYECKOTO CTPOCHMSI.
BogneueHue KocTei ueperna Ha MpoTsKeHU U
JUTUTEJTBHOTO BPeMEeHM OOYCJIOBJIMBAET pa3-
BUTHME HecaxapHoro auabeta. B ucciaenoBa-
Husix DALHX 83 1 DALHX 90 y maueHTOB
¢ MyJabTucrcteMHoit opmoit 'KJI u BoBe-
YeHHeM JIMLIEBOTO Yepera, B YaCTHOCTH C TT0-
PpakeHUEM 3pUTETLHOTO U CITyXOBOTO artnapa-
Ta, POTOBO IMOJIOCTH, HA MOMEHT YCTAHOBJIE-
HMsI IMarHO3a TOBBIIAETCS] PUCK Pa3BUTHSI
HecaxapHoro auabera [8]. I1pu cpaBHeHUN
MS-LCH u SS-LCH aBTopbI BBISIBUJIM, YTO
TOPaXKEHMUSI CITyXOBOTO, 3pUTEJIBHOTO artapa-
Ta, POTOBOM MOJIOCTU YU KOMOMHUPOBAHHbIE
YeperHO-JIMLEBbIC TOBPEXICHUSI SIBIISTIOTCS
CTaTUCTUYECKU 3HAYMMBIMU, M PUCK TOpa-
xkenust LIHC noBbIiaetcs, ecim 3a00J1eBaHue
OCTAeTCsl aKTUBHBIM B TEUEHUE UTUTEJILHOTO
Tepro/Ia WU TIPOrPEeCCUpyer.

Crenyer OTMETUTh, YTO MOpaxXeHue
OIpeIe/IEHHOTO ovara, HaripuMmep MO3BOH-
KOB C BOBJICUCHMEM OKPYXXAIOIIMX MSITKUX
TKaHeH, BbIIEISIETCS KaK «0co0asi 30Ha», To-
CKOJIbKY TaKM€ OYaru MOryT MPUBECTH K He-
3aMeUTUTENIbHOM IIPOTPeCcCUm 3a00JIeBaHMUSI.

Bce «ocoObie 30HBI» MpeacTaBIEHbI
Huxe [9]:

® [opaxkeHue KOCTeii JIMIEBOro yepena

(opOuTanbHAsT, BUCOYHAST, KITMHOBUIHAS,

CKYJIOBasl WM peleryarasi KOCTh; BepX-

HSISI YEJTIOCTh, OKOJIOHOCOBBIE TMa3yXi)

WJIA YEPETTHOM SIMKU C BHYTPUUYEPEITHBIM

MSTKOTKAHHBIM KOMITOHEHTOM;

® BOBJICUEHUE 3PUTEJIHHOIO armapara
(330 TanbM WK TTOpaxXeHue opou-

OHKoremar

TaJIbHOM, CKYJIOBOI WY KJIMHOBUIHOM
KOCTH);
® BOBJICUEHMUE CITyXOBOTO arrmapata (1mpo-

SIBJISIETCS] HAPY>KHBIM OTUTOM, CPETHUM

OTUTOM, OTOpeEil WA MOBPEXACHUEM

B BUCOYHOUW KOCTH, COCLIEBUIHOM

OTPOCTKE BUCOYHOM KOCTU WJIM Kame-

HUCTOM 4acTH BUCOUYHOI KOCTH);

® BOBJICYCHUE POTOBOI TOJIOCTH (ITOpa-

JKEHHME CIIM3UCTON 000JT0YKH MOJIOCTH

pTa, neceH, HEOHBIX KOCTeil, BepXHel

W HIDKHEH YeJTIOCTH ).

CrenyeT MOMHHUTb, YTO MOpPaKeHUs
MO3BOHKOB 0€3 BOBJIEUEHUST OKPYXKAIOLINX
MSTKHX TKaHEel He BBIIEJISIETCS] KaK «0co0ast
30Ha». A ecJii pu oyaroBoii hopme 3a60-
JIEBaHUSI TOPaXKeHa OJTHA U3 «OCOOBIX 30H»,
3TO CBUJECTEILCTBYET O HEOOXOMMMOCTH
Ha3HAYEHUSI CUCTEMHOU Teparnuu.

Ounenka ¢akropoB pucka

IIpu BoBJeYEeHUHU B MpOLIECC KPOBe-
TBOPHOI CHUCTEMBbl pa3BUBAETCS aHEMMS,
JICUKOLMTOTIEHUSI, TPOMOOIUTONEHUS,
yBeJIMUYEHUE CeJIe3eHKU >2 CM HUXKe
pebGepHOU Iyru Mo CpeaHEeKJIIOUYUYHON
suHuM. [1pu mopaxkeHur NeYeHu ee pas-
Mepbl yBEJIMYUBAIOTCS >3 CM HUXe pedep-
HOW AYTU MO CPENHEKTIOUYNYHON JTUHUUN
W/WIKu HaOJMIOJAETCs TUTTOMPOTEUHEMHUSI
<55 r/n, runoansoymmHemus: <25 r/iu.
ITpu BoBjileUEeHUU B MPOLIECC JIETKUX BO3-
HukatoT uameHenust Ha KT. Pekomenay-
eTcsl MPOBOAUTH AUATHOCTUKY OpPOHXO-
aJTbBEOJISIPHOTO JIaBaXa (JuarHocTuieckast
OpPOHXOCKOTHS): B JIABAXKHOM XUIKOCTH
Ipu 5TOM BhISIBIISIOT >5% CD1a+ kieTok.
Ecnu pe3ynabTatsl OpOHXOATBBEOISIPHO-
ro naBaxa He uH¢popMmaTtuBHbel U CDla
He omnpejesieTcs, MPOBOIUTCS OUOTCHUS
sterkoro [10].

AJIFTOPUTM TEPANMWU NPU KN

Ipu HEKOTOPBIX JIOKAIMU3ALUSIX, BHE
3aBMCUMOCTH OT TOTO, €CTh JIU Y OOJIBHOTO
04YaroBoe MOpPaXKeHMe WK JJIOKAIM30BaHHAsT

Ta6nuua 1. JlabopaTopHble UCCnenoBaHus, KIMHUYECKME AaHHble A1s CNeLnMduIeckoro KMHNYecKoro
1CCNEef0BaHNS, @ TAKXE ONpeAeNeHns «0praHoB pucka»
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opo3penns Ha nopaxeHue KOCTeN Yepe-
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HOro M03ra)

Bu3yanbHble unu HEBPONOrnyeckne n3me-
HEHUA

MPT ronosbl
HeBponoruyeckoe obcnefoBaHme

Heiiponcuxonornyeckoe nccneposaHne

Hapywwenue cnyxa, nopaxeHne BUCOYHOI
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OH0CKONMYECKOe UCCNeaoBaHne

buoncus




dopma, cienyer pacCMOTpeTh Ha3HaUEHUE
CHCTEMHOI Teparuu:
e jokanu3oBaHHast hopma ['KJI ¢ puckom
nopaxenus ITHC;
e jjokanuzoBaHHas dopma ['KJI ¢ myab-
TUGOKAIBHBIM MTOPakeHUEeM KOCTel;
e jokanuzoBaHHas dopma ['KJI ¢ no-
PaKEeHUEM «OCOOBIX 30H».
Hao6monenue, MeCTHAs WM «HEe WHTEH-
CHBHASI CHCTEMHAS» Tepanus

BEIOOD TaKTHKY Teparmy 3aBUCHT OT JIO-
KaJM3aluu, pa3MepoB ovara MmopaxkKeHusl,
CUMIITOMOB 3a00J1eBaHus. B cirydyae mokamm-
3oBaHHOI (opMbl ['KJI ¢ onHohoKanbHBIM
MopaxkeHHeM KocTell 06e3 pucka pa3BUTHS
nopaxkenust LIHC pekoMeHmyeTcst MecTHast
Teparnusi ¥ IOCTOSIHHOE HabtoaeHue (puc. 3).
Xupypruueckoe ynajJeHue o4aroB ropaxe-
HUSI B KOCTSIX HE PEKOMEH/TyeTCsI, TAK KaK 3TO
MOXET MPUBECTU K YBEJIMYEHUIO pa3MepoB
neheKTOB M BpeMEeHM 3aKUBIICHUSI. J171sT cKOo-
peiilero 3aXkKMBJACHUSI MOXHO TTPUMEHHUTD
BBEIEHME METUJIMPEIHU30JI0HA B 103€
40—160 Mr IIpsIMO B OYar MOpaxXeHust B KOCTH.
I1py MHOXECTBEHHOM TOPaKeHUU KOCTEei
npu I'KJI ciaemyer mpuMeHSITh CUCTEMHYIO
Teparto. [1py orpaHMYeHHBIX TTOPAKEHUSIX
KOXM Cepbe3HbIe XUPYPTUIeCKUe BMellla-
TeJbCTBA He TpuMeHsioT. Hanecenust 20%
a30THCTOTrO UITPUTA HA MTOPAXKEHHBIN y4aCcTOK
KOXM SIBJIsIETCST 3(h(HEKTUBHBIM METOIOM Jie-
YeHUs y IeTeid, HO IJaHHbIE O IPUMEHEHUU €T0
y B3pocibix orpaHuyeHsl [ 11]. [Tcopanen co-
YETaHHO C YJAbTPahrOIECTOBBIM U3JTyYCHUEM
(ITYBA-Tepanus) siBisieTcst 3(hheKTUBHOM
OILIMEN VIS JIEYEHUST KOXKHBIX MPOSIBJIEHUIA

npu 'KJI [12]. OmHako eciu TopaxkKeHUsT
HaXoIsTCs B 00J1aCTH KOXHBIX CKJIAIO0K,
TMOIMBIIICYHBIX BIAIUHAX, TTAXOBBIX, MEX-
1 UH(paMaMMapHbIX perMOHax, Ha ToJIoBe,
JIOCTYI K HUM OCYIIIECTBUTH 9TUM METOIOM
JIOCTaTOYHO TpyaHO. [IpoTrBonokazaHueM
K [TYBA-Tepanuu siBisieTcst 30Ha My>XCKUX
TOJIOBBIX OpraHoB [ 13].

I[IpumeHenue tanugomuaa (B no3e
100 mr/cyT) npu KoxHbIX opaxkeHusix ['KJI
JIOCTATOYHO 3((HEKTUBHO IS TALUEHTOB,
Y KOTOPBIX HET BOBJICUEHHS B TIPOLIECC Tie-
YeHH, CeJIe3eHKN 1 KOCTHOTO Mo3ra [14].
OnHaKo NMpU U30JIUMPOBAHHON Tepanuu
TaJUJIOMUIOM BBICOKA BEPOSTHOCTb pa3-
BUTHS HEUPOTOKCUYHOCTH [15].

Y MaumeHToB ¢ KOXHBIMU MPOSIBJICHU -
ssmu ipu ['KJI BO3MOXKHO Ha3HaueHue a3a-
THOTIPpUHA (METAbOIUT 6-MepKaITOImyprHa
(6-MIT)), HO OTCYTCTBHE TOCTATOYHOM JOKa-
3aTeJIbHOI 0a3bl SIBISIETCS TIPETISITCTBUEM [JIST
BHECEHUSI JAaHHOTO Tperiapata B CTaHAAPThI
JiedeHus Ipy aToit naronoruu. [py HazHave-
HMY a3aTUOTIPYHA MALIMEHTY CJIeAYeT CAeIaTh
aHaIM3 Ha TUOITYPUH S-MeTUITpaHchepasy
(TIIMT). TIIMT — kmo4eBoit (hepMeHT
Katabon3Ma MepkanTomnypuHa (6-MIT).
Myrayu B reHe TIIMT nipuBoasT K cHU-
JKEHMIO aKTUBHOCTU (pepMeHTa U pa3BUTUIO
TSKEJION TeMAaTOJIOTMUECKOM TOKCUYHOCTH
npu npueme 6-MI1 B craHmapTHBIX 103aX
(50—75 mr/m?/cyt). Ecin akTMBHOCTB hep-
MEHTa CHUXEHa, TO MPU BBEIEHUM CTaH-
JapTHBIX 103 6-MII oOpa3syeTcs 6oJblIoe
KOJIMYECTBO TUOTYaHUHOBBIX HYKJIEOTUIOB,
YTO B OOJILIIMHCTBE CJIy4yaeB MPUBOIUT

MpeaBapuTenbHasa KnMHMYecKan
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* TaKTUKa oXnaaHua

MECTHAA TEPAMNNA

JIYMEBAA TEPAMNA

* cTepouaHas Tepanus
* XMuoTepanusa

* npu oyaroBoui hopme

C ropa)keH1eM nerkoro,
TPaHCNNaHTaUNA Nerkoro
B C/ly4ae JibIXxaTesbHOM
He/l0CTaToqHOCTH,
Nero4yHoW runepTeHsnm

Puc. 3. Anroputm Tepanuu npu [KJ1

XUMNOTEPANNA

OHKoOremarto

K BO3HUKHOBEHUIO TSIXKEJIBIX MOOOYHBIX
3¢ heKToB, HaNPUMEpP MUEIOCYITPECCUM.
Bunumblie n13MeHeHUsT HAOIIOAAI0TCS Yepe3
6 Hej rpreMa a3aTHONpPUHA.

Cyl11ecTByIOT onyOJMKOBaHHBIE TaH-
Hble 00 YCTEITHOM MPUMEHEHUU HU3KUX
o3 metoTpekcata (20 mr 1 pa3 B Hezmelo)
B MOHOTEpAITUK WM B COYETAHUU C a3aTHO-
TPUHOM WJIU IPEIHMU30I0HOM [16].

CucremHas Tepanus

B kauecTBe Tepanuu nepBoi TUHUY 15T
BceX OOJIbHBIX C MYJIbTUCHUCTEMHBIM THCTH -
OLIUTO30M PEKOMEHIYETCS 6-HeaebHbII
KYpC ¢ TpUMeHEeHUeM BUHOJIaCTUHA U TIPe/T-
Hu3oso0Ha (puc. 4). Beioop gedyeHus He 3a-
BUCUT OT BOBJICUECHMSI «OPTaHOB PHUCKa».
[anbHelinmass Tepamnusi o0yCIOBINBaETCS
OTBETOM IMallMeHTa Ha MEepPBUYHYIO Tepa-
nuto. 11 Toro 4todsl OMpPEeneanuTb OTBET
Ha Teparnuio, HeoOXoIMMa OLieHKa JIeYSHUST
B KOHLIE IIEPBOTO 6-HemeIbHOro Kypca [9].

T T B |

| —
O 1 8 15 22 29 3 43
Hepen 1 2 3 4 5 6

Mpeaxuzonox

40 mr/m%/cyT peros,
- exeHefiefIbHasA pefyKUnA

nocne 4 Hepn

BuHGnactuH
6 mr/m?B/B

Puc. 4. NHnumansHasa tepanus. Kypc 1
AnantupoBaHo n3 [9]

J11s1 manreHToB 0e3 BOBJIEUYEHUST «Op-
raHoOB pUCKa», KOTOPbIE HE MOKa3aju I0-
JIOKUTEJIbHOM IMHAMUKH, U JU151 TALIMEHTOB
C BOBJICUECHHEM «OPTraHOB PUCKa», KOTOPbIE
OTBETWJIM Ha TEPBBIi KypC JIeYeHUsI, pe-
KOMEHJyeTcsl IPOBEAEeHNE BTOPOTo Kypca
Tepanuu ¢ MpUMeHeHUeM BUHOJacTUHA
M IpeaHu3o0JIoHa (puc. 5).

1l

!
ERE

it 43 50 57 64
Henenn 7 8 9 10 11 12

Mpeaxnsonon 40 mr/mM2/cyT per os,
3 AHA B Hegento B/B

l Bun6nactuH 6 Mr/m? B/B

Puc. 5. NHnumansHas Tepanus. Kypc 2
AnantupoBaHo n3 [9]

Kpowme toro, EBpomnelickast Accouua-
LM 10 pa3paboTKe CTaHIAPTOB Teparuu
ructuonurosa (Histiocyte Society — HS)
PEKOMEHJIyeT BCeM MallieHTaM, KOTOpbIe
JOCTHTJIN TTOJTHOTO OTBeTa yepe3 6—12 Hen
MHULMAJIbHONI Tepanuu, NpoLoKUTh
noanepxusaoniee reueHue. [lonnepxusa-
[olIast TePaIusl COCTOUT U3 BBEICHUS BUH-
GJlacTUHA W TIPETHU30JI0OHA KaX/ble 3 Hel
M eXEeIHEBHOTO HENPEepPhIBHOTO MpueMa
6-MII, pu 5TOM OGILIMIA TEPUOJ JIEYEHUS
cocrassieT 10 12 mec (puc. 6).
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- Mpeannsonon 40 mr/m?/cyT B 1-5-71 seHb
(7.10).13,16.19...52

l BuHGnactuH 6 Mr/m%/cyT B/B Kawable 3 He

6-MP 50 mr/mM?/cyT per os Ha NpoTsXeHUM
Mec

Puc. 6. Cxema nopaepxuBatoLiemn
Tepanuu

AnantupoBaHo n3 [9]

B cBsI3M ¢ BBICOKMM YPOBHEM HEHpoO-
TOKCUYHOCTU M YaCTO Pa3BUBAIOIIMMUCS
noO60YHBIMU A(pPeKTaMu, UHIYLIMPOBAH-
HBIMU CTEPOUAAMU, HEKOTOPBIE IKCTIEPThI
MPEINOYNTAIOT MOHOTEPANUIO KJIAAPUOU-
HOM, IMTapaOMHOM WJIY 3Tono3uaom [17].

B perpocrieKTMBHOM MCCIIeIOBAHUM, TTPO-
BeneHHOM M.A. Cantu 1 coaBTOpaMu, OLIEHH -
BaJIM pe3yJIbTaThl JISUeHMsT 58 TTALMEHTOB C MO-
PpakeHUSIMU KOCTeli. ABTOPBI OTMETHIIH STBHOE
TPEUMYILECTBO UCTIONB30BAHUS 1IUTapab1Ha
TT0 CPABHEHUIO CO CXeMaMU BUHOJIACTUH /TIPe/I-
HU30JI0H C TOUKHU 3pEHUsI OTBETa Ha TEParuio
¥ ToKcnyHoCcTH [18]. MHTEeHCUBHEIE CXEMBI
xumuotepanuu (Hanpumep MACOP-B)
3(h(HeKTUBHBI, OTHAKO UX TPUMEHEHHE OTTPaB-
JIAHO TOJIBKO IMpH arpeccBHOM TeueHun ['KJT.

B nocnenHee Bpemsi, B cydyae BOBJIeUe-
HMUsI «OpPraHOB PUCKa» WM TPU OITyXOJIEBOM
MOPakeHU U F'OJIOBHOTO MO3ra, MHOTO00e111a-
OLIEH SIBJISIETCSI KOMOMHAIIMSI 2-XJTOpAE30K-
cuaneHo3unHa (2-CdA) u iurapadbuna. OnHa-
KO HEOOXOIMMO MPUHSITh BO BHUMAHUE, YTO
Buccienosanue F. Bernard v coaBropos [19]
OBLTV BKJTIOUEHBI ICTH, @ HE B3POCJIBIE.

Ouenka oTBeTa

OI1IeHKY OTBETa IMPOBOJIST TTOCIIe 2—3 Kyp-
COB XMMUOTEPAIUU MPU PeCcTaIpPOBAHUN.
Jlo/kHa OBITH TPUMEHEHa TMoJTHasT labopa-
TOPHAasi U PEHTTEHOIOTMYEeCKast IMarHOCTHKA,
BBITIOJTHSIEMAsT TIEpe]l HauajloM Teparuu.

CanbBamK-Tepanus

IMaimeHThl ¢ BOBJIEYECHUEM «OPraHOB
pHUCKa» Ha MOMEHT YCTaHOBJIEHHUSI IMarHo3a
M T€, KTO HE MPOAECMOHCTPUPOBAJ TMO-
JIOKUTEJILHOW TMHAMUKM TOCJIe Tepanuu
MEPBOI JIMHUU, SIBJISIIOTCS] KAHIMIATAMU JUTST
MPOBEJICHNUST CAJIbBA/K-Tepanuu (Tepanuu
cnaceHus1). Tepanusi criaceHMs TAKKe peKo-
MEHJIyeTCsI TSl MallMeHTOB, Y KOTOPbIX M0~
cJie TIPOBOJAMMOTO JICYSHUsI TIEpBOii IMHUU
PasBUIIOCH MOPAXKEHUE «OPTaHOB PUCKa».

Teparuto pedpakrepHbIX hopM 3ab01e-
BaHMSI CJICYeT ITPOBOIUTD C UCITOJTb30BAHM-
€M TIpernapaToB, KOTOpbIe He TTPUMEHSUTICH
B TIEPBO JIMHUM Tepanuu. B ciydae mpo-
rpeccuu 3a00JieBaHusI, 0COOEHHO P BOBJIE-
yenuu LIHC, k 2-CdA MoxeT ObITh 100aBIeH
nmutapabuH (oba mpemapara MPOHUKAIOT
yepe3 reMaTosHIIehanueckuii 6apnep) [20].
CyliecTBYIOT OIy0JMKOBaHHbIE TaHHbIE
O MPUMEHEHUU MHTMOUTOPOB THUPO3UHKM-
Ha3bl (MMaTUHUO) [21, 22]. B penkux caydasx
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arpeccMBHOTO TeueH st 3a00JIeBaHUsI YCTICIL-
HO MPUMEHSIETCS] TPAHCIUIAHTALIMs CTBOJIO-
BBIX KJIETOK MeprdepruecKoii Kposu [23, 24].
B Hacrosiiiiee BpeMst OTCYyTCTBYET JOCTa-
TOYHasI I0Ka3aTe/ibHast 6a3a OTHOCUTEIbHO
BBIOOPA ONTUMAIBLHOTO Kypca Teparnuu st
MalKeHTOB C Mporpeccueit 3a60eBaHusI.
Pesynbrarhbl, akTyanibHble Ha JTaHHbBIN
MOMEHT, OCHOBaHbI Ha OTPAaHUYEHHOM
KOJINYECTBE HAOMIOACHUIN U AOKHBI OBbITh
TMOATBEPKAEHBI TIPOCIIEKTUBHBIMU KJIMHU-
YeCKMMU MccrenoBaHusiMu. Tem He MeHee
KOMOMHMPOBaHHAst CXeMa C MCIOJIb30BaHUEM
2-CdA (knanpubuH) v nutapabuHa (Apa-C),
a TakKe TPaHCIJIAHTAIUsI CTBOJIOBBIX KJle-
TOK TOCJIE PeXHMMa KOHAMIIMOHUPOBAHUSI
cHuxeHHolt nHreHcuBHocTn (PUK-SCT)
JIEMOHCTPUPYIOT YIOBJIETBOPUTEIbHbBIE pe-
3ysbTaThl. EBporneiickast Accolmariysi o pas-
paboTKe CTaHAAPTOB TEPANTUU TMCTUOLIMUTO3a
B HACTOsILLIEE BPeMsI IIPOBOIUT UCCIICIOBAHUS
10 IBYM BBILLIEYTIOMSIHYTHIM TIPOTOKOJIAM.
JlyueBas Tepanus
JlyueBasi Teparnuisi MPOBOAUTCS B Cllyyae
HEBPOJIOTUUECKMX HAPYLIEHWI U BBICOKON
BO3MOXXHOCTH XMPYPIrYECKOT0O BMEIIaTe b~
CTBa, HATIPUMED TPU MOPAKEHUN aTbBEOJISIP-
HBIX OTPOCTKOB BEPXHEU M HUXKHEN YEJTIOCTU
VI OCHOBaHMs uepera [25]. Pekomenmauym
KacaTeJbHO 103 O0JIydeHUsI 0 CUX IOp
obcyxnatorcst (tabi. 2). Jns B3pociabix
BO3MOXHO HazHa4YeHUe JIy4eBO Teparnuu
B cyMMapHoIi ouaroBoii po3e 10—20 I'p,
OJTHAKO B HEKOTOPBIX CIy4asix MOXHO TpH-
MEHSTb U B no3e 10 45 ['p. JlyueBast Tepamnust
siBJsieTcsl 3(DGEKTUBHOM OIMIIMEi JIeUeHUSsT

Ta6nuua 2. Bo3MOXHbIe NOKa3aHus ais npumMe-
HEHUsl ly4eBOW Tepanuy y B3pOCbIX
PekomeHaauumn

M3onmpoBaHHoe «HeonepabenbHoe» NopaxeHue:

* B C/lyyae, eciv pe3eKLysi NoABepraeT pUcky aHa-
TOMUYeCKyIo GpyHKumio, nopaxenue LIHC (C2)

PedpaktepHoe TeyeHune unm nporpeccus 3a60-

NIeBaHUs:

* NpK MyAbTUDOKANBHOW MU MYNbTUCUCTEMHON
¢dopme 3aboneBaHus, B Cyyae He0CTaTOuHO-
ro 0TBETa Ha Tepanuio

AnblOBaHTHAs Tepanus B CAyyae KpaeBown Unm He-

MOJHOI Pe3eKuum:

+ 0C0OEHHO NPy JI0KaNM30BaHHOI HOpME C nopa-
XEHWEM KOCTEIA 1 BOBAIEYEHUEM MATKMX TKaHE

Ta6nuua 3. HabniogeHue nauneHToB

OHKoremar

B OIIpeeIeHHbIX cUTyausix [ 26, 27]. Pemuc-
cuu peructpupytoty 79—100% naireHToB.

LHC

JleyeHne mauueHTOB C MOPaXKEHUEM
IIHC TpebyeT MHAMBUAYAIBHOTO MOAX0AA
M 3aBUCUT OT (hOpMBI U cTanuu 3aboieBa-
HMUSI, a TAK3Ke OT MPeIBAPUTEILHO MOJTyUeH-
HOTO JICUeHHs U, TAKUM 00pa3oM, TOJDKHO
OBITb ONPEIEICHO MHANBUIYATBHO.

OTBET Ha MepBOHAYAIBHYIO Teparuio
SIBJISIETCST BAKHBIM TTPOTHOCTUYECKUM (haK-
TOpoM. [1J1s1 alIMeHTOB ¢ MyJIBTUCUCTEMHBIM
TMCTUOLIMTO30M O€3 BOBJICUEHUSI «OPTAaHOB
PHCKa» BEPOSITHOCTb BHIXKMBAEMOCTH COCTAB-
JISIET OKOJI0 95 % TpH JIeYeHNY CTaHIAPTHBIMU
peXXrMaMu ¢ BUHOJIACTMHOM W CTEPOMIAMMU.
Pe3synbraThl MEXIyHapOIHbIX MCCISNOBAHMI
nocaenHux 20 JIeT J0Ka3bIBalOT, UTO KOM-
OMHaLMsT BUHOJIACTMHA C MPEAHU30JIOHOM
obecrieurBaeT ycriex B JISYeHUH Y MAllMeHTOB
npu niopaxkeHun LTHC, cxonHbIii ¢ TAKOBBIM
y GOJIbHBIX ¢ MYJBTUCUCTEMHBIM TUCTUOLIM-
T030M. JlaHHBIE ITOC/IETHETO MPOCTIEKTHBHOTO
uccnenosanust LCH 111 moarepsknator, uto
9TOT PEXUM Teparuy HanboJiee prueMiIeM
TPU MYJITUCUCTEMHO# (hOpME TUCTUOLIMTO3a
C 11 03 BOBJIEYEHHSI «OPTAHOB PUCKA».

B Hacrositiiee BpeMst HET yOemuTeTbHOM
JI0Ka3aTeJIbHOM 6a3bl OTHOCUTEIBHO OMNTH-
MAaJILHOTO Kypca JISUeHUsl Y TPYIIITbl MalueH-
TtoBCc MS-LCH [9].

Hao6monenune

T'KJI MmoxXeT peLmaInBUpOBaTh B JTI000M
MOMEHT, a TAKXKe MPUBECTU K AUCHYHKIIUU
opraHoB U cucteM. [ToaTomy Heobxomu-
MO TPOBOIMTH HAOIIOACHUE TAlIMEHTOB,
a TaKKe MOHUTOPHMHT (PYHKIMOHATbHBIX
HapymeHui (Taou. 3).

BbliBOAbI

Ha cerognsa yHuUIMPOBaHHBIX CTaH-
JIAPTOB JIMATHOCTUKU U JICUSHUS B3POCIIBIX
nauueHToB ¢ ['KJI He cymectByer, Tak Kak
BCE PEKOMEHIALMK 0a3upyIOTCsl Ha Mcclie-
JIOBAHUSIX B Ieauatpru. B3pocibie 60bHbIe
MOTYT TOJIy4aTh TEPAIMIO MO MPOTOKOJIaM,
pa3paboTaHHbIM 151 TIALIMEHTOB JIETCKOrO
Bozpacra. OiHaKo TaHHask Teparusi He Bcer-
na a(pcdextBHA M Oostee ToKcuyHa. HbiHe
HEOoOXOAMMO MpOBeAeHUEe NalbHENUIINX

1-iron 2-5-itrogbl
Knunuyeckoe o6cneposanue Kaxabie 6 HeR Kaxapie 6 Mec
JlabopatopHble TecTbl Ans UCCNeaoBaHus GyHKUMA no-  Kaxpable 3 mec ExerogHo

PaxeHHOro opraHa: 06wuit aHanua KPOBK, CKOPOCTb

0CE/laHNs APUTPOLMTOB, NEYEHOYHBIE U NOYEYHbIE
TECTbl, 0CMOJISIPHOCTb MOYM
PeHTreHorpacdus nopaxeHHbIX KOCTei

Aynuorpamma Ans naLmMeHToB C BOBNEYEHNEM Cyx0BO- B TeyeHue 1 ropa

ro annapara/CoCLeBIUIHOr0 0TPOCTKA

KT opraHoB rpyaHoi nofocTu y naumeHToB ¢ nopaxe-

HWEM Nerkux
Y3 y naumeHTOB ¢ NOPAXEHUEM NEYEHN
MPT yepena y naumMeHToB C HecaxapHbiM fuabe-

TOM Mnu APYruMun 3HA0OKPUHONATUAMU UK NALUEHTOB

C puckoM pa3suTus nopaxenus LLHC

HeitiponcuxomeTtpuryeckas oLeHka nauneHToB ¢ nopa-

XeHuem LIHC

Tonbko ecnm ectb HO-  TONBbKO €CNK ECTb HO-
Bbl€ MOPaXeHus BbI€ NOPaXeHus

UM BO3MOXEH PELWAVB WM BO3MOXEH PELavB
B TeyeHue 5 net

Kaxnpble 6 mec Tonbko npu nopgo3spe-
HWM Ha MPOrPeccuio

Kaxgble 6 mec ExerogHo

1 pa3Bropg Kaxgble 2 ropa

1 pa3Brop Kaxppie 2 ropa




OHKoremartonorus

MCCIIeI0BaHMI IS YCOBEPILIEHCTBOBAHUS
M HarMCaHMsI CTAHIAPTOB 10 TAKTHUKE Bejie-
HUs1 B3pocbix mauueHToB ¢ 'KJI.
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HauioHanbHwii iHCTUTYT paky, Knis

Pestome. [icriormos i3 kiniTiH JlaHrepraHca — 1ie opcaHHe 3aXBO-
PIOBaHHSI, B OCHOBI SIKOT'O JIEXWTD KJIIOHAJIbHA ITPOoJTichepallist MaTtojio-
TYHMX MCTIOLMTIB, SIKi (PeHOTUITIYHO CXOXi 3 KITiTMHamu JlaHTrepraHca,
1110 (hOpMYIOTh CrieLI(DivHi iHDIIBTPATH B Pi3HUX OpraHax i TKAaHUHAX.
V craTTi 3anpornoHOBaHO peKOMeHAAllil, MPUINHATI MiXKHAPOIHOIO
TPYITOIO 3 BUBUEHHSI ITPOOJIEM JiarHOCTUKM Ta JTIKYBaHHSI TiCTIOLIUTO3Y
3 kiiTiH JlaHrepraHca. ['panaitist pekoMeHnalliii, HaBeaeHa B 1iii CTaTTi,
3aCHOBaHA Ha IAHKMX JJOKA30BOI MEIMIIMHM Ta YTOIaX MK eKCIIepTaMu.
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Therapeutic approaches to the treatment of adult
patients with Langerhans cell histiocytosis
LA. Kriachok, T.V. Skrypets, O.1. Novosad, O.P. Novdah

National Cancer Institute, Kyiv

Summary. Langerhans cell histiocytosis — an orphan disease,
based on the clonal proliferation of pathological histiocytes, phe-
notypically similar to the Langerhans cells, which form the specific
infiltrates and can affect any organs and tissues. Recommendations
in this article are based on studies of the Histiocyte Society and are
intended to provide an overview of currently recommended treatment
strategies for Langerhans cell histiocytosis. The quality of evidence
of the recommendations is predominantly attributed to the level

Key words: Langerhans cell histiocytosis, orphan, adult patients.
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