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TEPAMNEBTUYHECKHME NOAXOAbI

K JIEHEHMIO B3POCJ1bIX MAUVEHTOB
CIMCTUOUMNTO30M U3 KJIETOK
JIAHIEPTAHCA

METCLMTOS 113 KNeToK JlaHrepraHca — ophbaHHoe 3aGonebanne, 8 0CHOBE KGTO-
pOro NeXmT KioHansHas nponuvbepaua NaTonorM4ecKyx rcruoLmMTo s, heroTu-
MAYECKN CXOXUX € KIeTKamu JlaHrepraHca, KoTopble (o pMUpyioT cnelugpuyackima
MHQUNLTRaTbI B PA3NMYHbIX OpraHax 1 TKaHsX. B gaHHof cTaTbe NpencTaBneHbl
peKomMeHAAaLMK, NPUHATEIE MEXAYHAPOAHOHU rPYNnon no nsydeHmo npobne-
Mul AMArHOCTYKMW W NeYeHNs rMCTUoLMTO3a 13 KneTok JfladrepraHca. Mapaums
pekomMeHnauKuy, NprBedeHHAan B cTaTbe, OCHOBaHa Ha JaHHbIX AOKa3aTeNnbHON
MeaMLMHEI M COrNAaLlaHMAX MeXAY IKCn epTamm.
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OBLUME ACMEKTHI

IcTHONTO2 H2 KNETOK JlaHrepraHca
(I'KJI) — paakoe 3a001€BAHHE, B OCHOBE KO-
TOPOrO JIEAUT KIOHATBHASA Npoatide pals
MATONOTHIECKHX THCTHOUWTOR, (heHOTH-
MHUECKH CXOXMX C KIeTKaMI1 Jlanrepranca,
KOTOPBIE (OPMHPYIOT CHELHMGHIECKIE HH-
(GUALTPATH B pa3IMIHEIN OPFAHAX H TKAHAX.

COMacHO COBPEMEHHEM NOANONAM,
I'KJT — zadoneBanie HMMYHHONA CHCTEMEL
€ NATOJOTHYECKIHM HMMYHHEIM OTBETOM,
MPHBOAAMIHM K TIPpONHdepanny KIeTOK
JlanrepraHca, 303HHOQUIEHON HHQHIE-
TpaluuH, 00Pa30BAHHIO [PaHyJIeM, pidpoza,
CGCTEOIHTHYECKHX 09aror U T.10. [1].

3a00eBaeMOCTE ¥ eTell cOCTARNAET
3—5cayuaer HA 1 MMTH HACeNIeHUA B IO,
¥ B3POCIIB — 1—2 Clyyad HA 1 MNH KuTeIei.
MyKuHHE GOne10T gallle, YeM HeHHHE.

SrHojaorks i naroreHes ['KJI octarotea
HEHIRECTHRMH. KaHI1EpacCcOLHH POBAHHAS
myTauua (BRAF VO00E) onpenengeTcs
B DOJIEE T&M NOMOBHHE UCCNSAOBAHHEIX
o0paziog, TeueHHe 3ad0NeBaHHd HMeeT
XPOHHUYECKHE XapaKTep ¢ 9epenOBaHHIMH
PELIHAWBOR M peMHCCHE.

I'EJl MOXeT nopaarh TKGOH OpraH
HIH CHCTEMY opraHOB. Hardonee 9acto no-
PRUKEHHIO NOINIEHRAT KOCTH, KO H THITOMHS,
pexe — THMpAaTHIeCKIE Y3IH, TleYeHE, cele-
3EHKA, KMIETHHE, LEHTPATEHAS HEPBHAA CH-
cteMa (LIHC), KpoBETROpHAA CHCTEMA. Jler-
KHe MOTYT BORJEKATECA B MATOMOTFHUESCKHI
OPOLECE OAHOBPEMEHHO ¢ APYTH MM OPTAHAMH
HJTH TIOCNIENOBATENEHO, HO H30NHPOBAHH LT
Tiero9HbE IKJI 9aCcTO ROIHHKASTY BIPOCIBIX
H MO:AET 2aTeM TPAHCQOPMHPORATHCA B My b~
THUCHCTEMHOE N0 PaKEHHE.

Juaraos

HAwarnoz I'KJl oCHOBAH Ha THCTOMNO-
FHYeCKOM H HMMYHO(EHOTHITHIECKOM
HCCENORAHHH MOPAKESHH X TKAHER.

Knetku JlanrepraHca HMerRT MioT-
HYI0 303HHOMHIEHYI0 LHTOIUIA3MY, XOTH
B OTAENLHHX KMeTKAX UHTONNA3MA MOXET
OMTL MEHHCTON, RAKYOMHIHPORAHHOI, CO-
JEPAATE (DArOUHTHPOBAHHEIE BITOUSHE
H [eMOCHAEPIH, fapa KNETOK KPYIHEIE,
OneqHuIE, C HERHBIM XPOMATHHOM H MeJI-
EKHMH AAPHOIKAMH, KOHTYPH HX H2pe3aH-
HEE, POpMa OBaNEHAdA, PAClUEINeHHAA
HJTH 0000BHIHAA. ¥ IBETPACTPYKTYPHO
B 3THX KJETKAX BLUBIBIOT rpaHyiIs Brp-
0eKa, KOTOpble HaNOMHHAKRT 3aCTEAKY-
MOMHHID, 9T0 ABMTAETCA CIEUHPHISCKHM
npuzHakoM [KJI (Tax HazwBaeM eI 30-
NOTON ¢TAHAAPT). BHABRNASMBE KNETKH
Jlanrepranca IKCOPeCCHPYIOT aHTHIEHH
CD45+, 5100+, CDla+, CD14— Ha no-
BEPXHOCTH MeMGpaH [2] (puc. 1, 2).

KniaHyecKkan KapTiaa

Haundonee pacopocTpaHEHHBIMH CHM-
rrromMant FKJD JpmmoTea ONRIIKA, KALIETE,
OONE B KOCTAX, 00pazoBAHHE MATKOTKAH-
HBX KOMIIOHEHTOR, ChiNlb, 3YM, Aakia
i numdanedonatia [3]. [TaumeHTs OTMe-
YAIOT YCTANOC T, 00MIVIO CNAGOCTE, YMEHE-
[UEHHE MACCH TENld, HOYHOE MOBLILEHHOE
OOTOOTAENEHHE, TOWHOTY M JTHXOPATKY.

Puc. 1. TMNUUHBIA rpaHynemMaTosHbIN
Y3e7 MO, ManbIM YBENWYeHKWeM (=<40)
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Puc. 2. MNpy Goablwom yBENUYEHWY
{100} BUAHO, YTO TUNWYHBIA rpaHy-
NEMATO3HBIA Y3&1 COCTOMT M3 FTMCTHO-
UMTOR, MUMBOUUTOR M 303HHODUMNGE.
MTUCTHOUNTBI UMEIOT 3aKpPYYeHHoe
agpoe (A) U GnegHo-pozosyile 0OUNL-
HYKO UMTONNa3aMy (B), 3acTexky-mon-
HMI0 {C}, rpanynel Bripbeka (D)

Knaccnueckaa tpHagza I'KJI BxnwuaeT
JedekTH deperHblX KOCTeH, 3K30(TaNbeM,
HecaxapHuil auadet. HecaxapHelil amadeT
pa3BuRaeTca ¥y 30% mauventor ¢ TKJI [1],
HO MOXET AOCTHrATE H 40% y nauHeH-
TOB ¢ MYNLTHCHCTEMHON opmoi [EJI
HMH 945 — B Cliyuae TMNOQHIAPHOA He-
JOCTATOYHOCTH [4, 3.

OUATHOCTUKA

JladoparopHaa quardocTHKa ['KJL 1omic-
HA ORTE NPOBENEHA BCEM 083 HCKITIOUEHHS
NALHEHTaM, BHE 3aBHCHMOCTH OT KOJIde-
CTBA MOpaXeHHBIX OPraHOB HIH CHCTEM Op-
raHoR (Tatn. 1). PexoMeHOyeMoe o0CIenora-
HIie 1A YCTAHORNEHHSA AHATHO3A H OUEHKH
PACTIPOCTPAHEHHOCTH 3a00N1EBAHIS BKTIIOUA-
eT: 00UNH aHATH3I KPOBH, OHOXHMHUSCKHI
aHANH2 KPORM, KOATYIOrpaMuy, oGni
aHAT3 MOYH, YIETPAIBYKOBOE HCCIENOoBa-
HHe (¥3H) opraHoe OpiLIHOM MONOCTH,
onpengeHHe YPORHA TUPEOTPOIHOTO Top-
MoHa (TTT) 1 cROOOIHOTO TUPOKCEHHE T4.

[MepBooYepeAHBMH PEHTTEHONOTHYE -
CKHMH METOJAMH HCCISAOBAHHA JOIKHE
OLITL PEHTIEHOTPAMUI OPraHOR TPYAHONH
[OOMOCTH (MpAMad H GOKOBAA MPOEKLHH),
a TAKXKe KOM boTepHas Tomorpapusa (KT)
KOCTeH cKeleTa W gepera [6].

XapakTepHBIM CHMNTOMOKOM [UTEKCOM
npy ['KJl aepgerca tpHaga Kpicuena:
AeekKThl PAIBHTHA depena, IK30(TaNbLM
M HecaxapHuii 1uadet [7].

CTpaTHDHKAIHA

1. MynarTHCHCTEMBAA dopma [KJI
(Multisystem Langerhans cell histiocytosis —
MS-LCH): ¢/6e3 ROBNETEHHIA «OpTAHOR
PUCKA.

2. JTokanuzoeaHHag dropMa I'KJI (Single
system Langerhans cell histiocytosis — 38-
LCH): ouaroroe WiaH MyNETHHOKATEHEIE
NOPAAEHHS.

3. ToxannzoeanHas dopsia KD (55-
LCH): BOBNEUEHHE «OCOOLIX 30H.

OnpeneneHye BOBTe9eHHLIX OPragos

[Mocne ycTaHOBAEHHA Avardoza ['KJI
JOJHHEL OBITE OLUEHEHB H OMpeleieHE]
BOBJIe4eHHLIE OPraHLl B COOTEETCTEHH

€ KNTHHHYECKHMH, GHONOTTIECKIMH H pa-
JAHONOTHYECKHMH KPHTEPHSI M H.

CyTIUeCTBYIOT TAK HAZH BAEME e OpPraHK
PHCKA — 3TO NMeYeHt, Cele3eHKa, KOCTHHE
so3r, LIHC. BoBaedeHHe «OpraHoOB pHCKA»
CBUIETE IECTRYET 0 HEONAronpuATHOM 0PO-
rHO3€ TedeHUs 3001EBaHHA.

KpoMe «OpraHoB pHCKa=, RbIASIAOT
40CO0bIE 30HBl», KOTOPHE MOLYT NPHBECTH
K OHCTpOMY pazeHTHIO NopaeHHI LTHC n3-
33 KPHTHUHOTO AHATOMIUECKOTO CTPOEHHA.
BoRrneueHIe KOCTERN Iepera Ha NPOoTIKe HHI
JUHTENLHOTO BpeMeHH O0YCIORNHEAET paz-
BUTHE HECAXAPHOro AWadera. B Hccnegora-
His DAL HX 83 1 DALHX 90 ¥ malmeHToR
¢ MYNETHCHCTeMHOH dopMoii TKJL v BoBne-
QeHHEM JIHLIEBOTO YSPEra, B YACTHOCTH C 1O-
pkeHHeM 3PHTEILHOTO H CITYXOROCO Arrapa-
Ta, POTOROH NOI0CTH, HA MOMEHTY CTAHORIE-
HHS AHATHOA MOBBILASTCA PUCK PA3BHTHS
HecaxapHoro auadeta [8]. [pM cpagHenuH
MS-LCH H 55-LCH aBRTOpE! BRSIBHIH, YTO
MOPAKEHIAA CTYXOBOTO, 3PHTENLHOIO AlTIApa-
T4, POTOROH MOMOCTH H KOMOMHHPOBAHHEIE
gepenHo- THLEBRE [IOBPEAISHHA ARMIOTCA
CTaTHCTUYECKH 2HAYHMBIMH, H PHCK NOpa-
weHus LTHC noBrILaeTes, eC/H 33008 BaHNE
OCTASTCA AKTHBHHM R TeUeHHE ITHTENLHOTO
MepHONA WIH [TPOrPECCHDYET.

CrnenyeT OTMeTHTh, UTO MOpaXKeHHe
OMpeneNeHHOTO Ouara, HarmpHMep N03ROH-
KOR ¢ BORNEUEHHEM OKPYIKAIOLEX MAMKHX
TKaHEl, BLLIEMAeTCA KAK «0co0asa 30Ha» , o~
CKOJLKY TAKHE 09l MOTYT [IPHBECTH K He-
JaMeUTHTEIEHO NporpeccHi 3ad01eBaHKA.

Bce «0COORE 2OHE» OpelcTABIEHH
Hitae [9]:

s [IOpakeHWe KOCTER NHUEBOrO Yepena
{OpOHTANBHAA , BHCOTHAA, KNHHOBHAHAA,
CKYJIORAS HJIHM PELUETIATAS KOCTL; BEpN-
HAA 4eTI0CTL, OKOJOHOCOBEIE NA3YXI)
WIH YepeTTHOH SIMKH ¢ BHY TRHYSPETIHEIM
MATKOTKAHHEM KOMITOHEHTOM;

s BOBJIEUEHHE IPHTENILHOIO anaparTa
(3K20QTATEM HIH OpaXkeHHe oOpoH-
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TaJILHOH, CKYJIOROH FUTH KIHHOBHUIHOFH
KOCTH);
BORJICUEH}HE CITYNOBOTO AMMIAPATA ([1pO-
ABTAETCH HAPYAHEBIM OTHTOM, CDEOHHM
OTHTOM, OTOpeetl HITH NORpPEKIEHHEM
B BHCOUHOH KOCTH, COCLHEBHIHOM
OTPOCTKE BUCOTHON KOCTH MM KAMe-
HHMCTOFH 9aCT BHCOYHO KOCTH);
BOBMeYeHHe pOTOROH NOJOCTE (NGpa-
HMeHHE CIHM3HCTOH OBSOMOTKH NONOCTH
pTa, AeceH, HeOHBIX KOCTEA, BepxHeH
H HICHKHERA QETIOCTH).
CrenyeT DOMHHTE, UTO NOPAXKEHHA
[IO2BOHKOB 0e3 BORJIEUEHHA OKPYKAIOLLHX
MATKIX TKAHE H He BUIENAETCA KaK «0coiad
30Ha». A ecJH NpH ouaroeoit gopme 2ad0-
JIEBAHHA MIOPAKEHA O HA H3 «OCOOLIX 30H»,
3TO CEMAETE/IRCTEYET O HEOONOAHMOCTH
HA2HAYEHHA CHCTeMHOH TepamnuH.

OueHka GakTopoE PHCKA

[IpH RORNEYSHHY B MPOLECC KPORE-
TBOPHOH CHCTEMB PA’BHBASTCH aHEMHA,
JEHKONHMTOMeHUA, TPOMDOLIMTONEHHA,
YBeMHUEHHE Cejle3eHKH >2 M HHKKE
pedepHOA AYTH N0 CpeaHeKNDIHYHOH
JuHuH. [Ipy MopaxeHUH NMedeHH ee paz-
MEPH YESIHIHBAKTCA >3 CM HHXKe pedep-
HOH A¥TH MO CPpeAHEIIIOYHUHOM NHHHE
H/HJIH HAONIOAAETCA THIONPOTEHHEM
<33 /0, runoanedyMuneMua <23 r/n.
[1py BOBIEUeHHH R NpOLIECC JIETKIX RO3-
HHKAIT H2MeHeHHa Aa KT. PekoMeHmy-
eTCd MPOROAHTL AHATHOCTHKY OpOHXO-
aNEReOIAPHOTO NABAKA (IHATHOCTHIECKAT
OpPOHXOCKONHA): B NABANMHON KHAKOCTH
MpH 3TOM BHABNAT >3% CD1a+ KneTok.
Ecnu peayieTaTH SpoHX0ANBREONAPHO-
ro J1aeaxa He HHPOPMATHEHH K CDla
He ONPENeAeTCa, NPOROINTCH OHOICHSA
Jierkoro [10].

ANTOPUTM TEPANMWK NPU TKN
TpH HEKOTOPEIX NOKATHIALMAX, BHE

IABHCHMOCTH OT TOIO, ECTE /Il ¥ OOEHOIO
0YAroB0e NOPAKEHI¢ WIH JOKANIHI0BaHHAA

Tatnuua 1. JlaGopaTopHue UCCAEA0BAHHA, KNYHHYECKHE AaHHKIE ANG cNEUH(HYECKOTO KIK¥HWISCKOTO
MCCNEOBAHMA, A TAKKe ONPefeneHuA «OpTaHOB pUCKas

MokazaHua

Wccnepopanne

BHUHTONEHWA, NAaHLUMTCNEHUA WIH NepCHCTH- AGTMpaUMA KOCTHOMR MOAra WM TpenaHobuccug

PYIOWLEA HeoBbLACHMMEN LMTeNeH!A
MeveHoYHaR AHCHYHEUMA

QN9 UCKNIYEHKA WHLK 3aboneBaHmi
Broncus neveHy pexoMeHayeTcs TONLKO B Cy4aaX, KNu-

HHUECKWY, MPU3HAKOB BOBNEYSHUA OpraHa. OT peaynbTata
Gvioncuyi Gyner 3aBHCETH AaNBHERLIAR TAKTHKA NeUSHHA
(MvipdepeHumansian auarHocTvika Mexay MK W cxnepo-
3VPYIOLIMM XOAAHTTOM)

MNopaxeHHe Nerkyx (MaMeHeHUa Ha peHTTe-
HOrpaMMe Wk CUMNTOMb|/ TIPM3HAKY BOBNE-
YEHKA Nerkux)

MonoapeHHa Ha nopaxeHHe KocTelt uepe-
Na, BKAYSEA BEDXHINI0 ¥ HWKHIOK YEIOCTHEE
XOCTH

MNopaxeHHe NOIBOHOYHHKS

KT opraHoB rpyaHoi MonocTy BLICOKOro paapelleHns
CMUPOMETPHA

Maru1THO-pe3oHancHan ToMorpadua (MPT) yepena

MPT noasoHOUHKKR {ANA KCKNIDYEHWA KOMIIPECCUM CNWH-

HOMO MO3Ta)

BuiayankHule WK HEBPONOTYECKHE HIME-
HeHHA

MPT ronossi
Hesponorueckoe obcneaoBaHye

Helponcrxonornueckos UeemegoBanne

HapyuieHue cnyxa, NnopaxeHie BUCOUHOMA
U peleTuarol KoCTH

MPT ronoakl
KOHCYNBTAUMA OTOPHHONADHHIONCH

KT BUCOYHOH/ PEILIETUATON KOCTH

HeoObAcHHMaR AHAPES, ManbaGcopOiuua

SHO0CKONMYECKOE MCCNSAOBAHHS

Buoncun
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dopma, cnemyeT paccMOTPeTE HA3HAYEHHE
CHCTEMHOH Tepamnii:
* nokanHzoeaHHad GopMa [KJIL ¢ puckosm
nopaxeHvs [HC;
* NoKATH3I0RAKHAA dopmMa KL ¢ MyIs-
THROKANTLHE M NMOPase HHEM KOCTell;
* nokanuioraHHaa dopua I'KJI ¢ no-
paKeHHen «0Co0sX 30H»,
Ha@nwoaeHue, MeCTRAA HAH <He HATEH-
CHBHRAA CHCTEMHAA» TepANILs

BRIGOP TAKTHKH TeParmdH 33RHCHT OT JIO-
KAJIH3AUHH, pAIMepOR 09ara NMopaKeHHs,
CHMITTOMOE 2adoneBaHnd. B ciyaae nokani-
208aHHOH dropavist TKJT ¢ oIHODOKANLHEIM
0OpPLAEHHeM KOCTel 683 priCKa pa’BHTHA
nopaxeHia LITHC pekoMeHIyeTcd MecTHas
TeparHs 1 N0CTOAHHOE: HAOMIONEHHE (pic. 3).
XHpyprHUECKoE YIANCHHE OUYATOR [MOPAXKe-
HFHS R KOCTSIX HE PEKOMEHTYETCS, TAK KAK 2T0
MOAET NPUBECTH K YBEJIFMEHHIO PAIMEPOR
JeeKTOB H BpeMeHH IHIBIeHHA. 19 CKo-
pefiliero 2AaxKHEBIEHHA MOAXHO OPHMEHATL
BBENEHHE METIINMPEAHHIONOHA B I03€
40— 160 MITIPIMO BOYAT IOPAKEHHA B KOCTU.
[pH MHOKECTBEHHOM NOPAKEHHH KOCTEH
opH CKIT cnemyeT OpHMEHATE CHCTEMHYIO
Teparmo, [1pH orpaHHUeHHB NOPRsE AT
KOAM CephesHBle XHpYprHueckKie BMera-
TENBCTRA He NpHMensnoT. HaHeceHns 20%
a30TUCTOTO HIPHTA HA NOPAAEHH B YIACcTOK
KOKH ABLISTCA HPOEKTHBHEIM METOTOM [le-
geHHA ¥ NeTeH, HO JAHHEIE O [IPHMEHEHITH €10
¥ BIpOCTIBI orpaHideHel [11]. [Teopanen co-
geTAHHO < YIETPAQHONETOBHM HRTYIE HHEM
(IT¥YBA -Tepanua) aemaeTca >hpeKTHBHON
OMNUMER 19 eUeHI KOXHEIX DPOIRIIEHHA

np TKIT [12]. OaHako eclH D0paeHus
HaXOJATCA B OOJACTH KOXHEIX CKNAO0K,
MOMMEBIIIEYHEI BMAZHHAX, TTAXOBHX, MEX-
H HH(PaMaMMAapHEX perHOHAX, Ha TOORE,
JOCTYTT K HUM OCYIUECTBHTE 3TUM METOOOM
JOCTATOUHO TpyIOHO. [TpoTHROMOKAZAHHEM
K TTY BA-TepamH ABIAeTCA 30HA MYMCKHX
MOJOBKX OpraHoe [ 13].

[MpuseHeHHe TATHAOMHIA (B 103€
100 MI/CYT) OpH KOAHBIX Nopaxke i [KJT
AOCTATOYHO P PeKTHRHO AN [TAlHEHTOR,
¥ KOTOPBIX HET BOR/IEUeHH B IPOLIECC ne-
TeHH, CeNe3eHKH H KOCTHOTO MOo3ra [14].
ONHAKO TPH K30HPOBAHKOM TEpanuH
TAJIIAOMHAOM BHICOKA BEPOATHOCTE pal-
BHTHA HEHPOTOKCHUHOCTH [13].

¥ NaleHTOB ¢ KOXHBIMH NPOABNEHI-
AMH nipH TEJI BO3MOXHO HAZHAYEHHE d3a-
THOMPHHA (MeTaBONHT G- MepKAITTOmy PHHA
(6- MIT)), HO OTCYTCTBHE AOCTATOUHOR NoKa-
3ATEIEHOH 0A3H ABIAETCA NPEMATCTEBHEM UL
BHECEHHA JAHHOTO MPEMapaTa B CTAHTAPTEL
JieueHT# NpH 3ToH maronorym. [Ipy HazHave-
HHIH 3ATHOMNPHHA TTALMEHTY CRSIVET CASTATE
aHANH3 Ha THOTYPHH S-MeTHITpaHcPepaty
(TTIMT). TTIMT — kmoueroil epMeHT
KATA00M13MA MEPKATITOIY pHHA (O-MII).
MyTaluu B reHe TIIMT OpHBOOAT K CHH-
KEHHIO AKTHEHOCTH (GepMeHTa H PAIBHTHIO
TKeIOH TeMAaToNOrHUECKOH TOKCHUHOCTH
npH npHeMe 6-MIT B CTAHTAPTHBIN A034X
(50—73 Mr/m%/cyT). ECW aKTHBHOCTL ep-
MEeHTA CHHIXKeHAa, TO NPH BReeHUH CTaH-
JAPTHEX 103 6-MIT obdpazyeTca GoNMklNoe
KOJIYECTRO THOTYaHHHOBHX HYK/TeOTIIOR,
qT0 B OOJILIUHHCTBE CYYAEE [MPHBOAHT

MpegsapuTeisHas WIKHKIeTKas

AVATHOCTUKA
T

OUeHKA

QOuarpaan qropma

Tokanuaoeansan

MynstHencremHan

thopria [

“thapma Tt

Tpefyerca niwtepanua???

MynervdorankHo uny
40C0BLIe 2OHB

QnHa 30Ma

L N

" 0THAZ OT KypeHusA
" TAHTMHA DHMOSHHA

MECTHAR TEPANKA

NYYEBAR TEPANWA

' CTRpOMHaR Tepanua
* XMMUOTRpANKA

* Npy ouaroBoi gopme

C NOPEWKEHWEM NETKOM,
TpaHCANaHTaLMA Nerkor
B CAY4ae AbIXaTenbHOH
HEADCTATOUHOCTY,
NEOYHOR MMNepTeHIng

Puc. 3. Anropvrm Tepanuy npd MK

XWMMOTEPANIKA

K BOIHHKHOBEHHIO TAKENHX NOJOTHBIX
IPDEKTOR, HAMPHMED MHESTOCYTIPECCHI.
BHIHMEE FlZMEHEH WA HAOMOoAAloTea uepes
6 Hen MpyeMa A3aTHONPHHA.

CYILIECTRYIOT OMYONHKOBAHHEE JAH-
HBIE 00 ¥COSWIHOM TMPHMEHEHKHH HHIKHX
A03 MeTOTpeKeata (20 Mr 1 paz B HEJEMIO)
B MOHOTEPATI HJIH B COYETAHIMH C A3aTHO-
NPHHOM HIH NPETHHZON0HOM [16].

CHeTenBan Tepamis

B KadecTBe Tepanuy mepBoi NHHWK AN
BCEX OONLHEIX C MYJIETUCHCTEMHEBIM THCTH-
OLIMTO30M peKOMeHIyeTca O-HeaelBHHIA
KYPC € NPH MEHEHHEN BUHOMACTHHA H [Ipe -
HH20JI0HA (pHC. 4). BHOOP Ne9eHUA He 3a-
BHCHT OT BOBMEUEHHA “OPrAHOB PLCKa».
JanwHeiimaa Tepanua o0ycNOBNHBAETCA
OTBETOM NAUHEHTA Ha NEPBHUHYIO TEpa-
OHE. JUTA TOTO 9TO0K OINpeaseAWTe OTBET
Ha TEPANHIO, HECOXOOHMA OLIEHKA [TEHEH HA
B KOHLE NePBOro 6-HeaeMeHOro Kypea [9].
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Puc. 4. WHvumanshas Tepanus. Kype 1
AnamuposaHouns [9]

Jna nalmeHToR 623 BORMEUEHHS «0p-
[AHOR PHCKA», KOTOPHE HE [MOKa3ad 1o-
TNOAHTEARHON AMHAMIKI, H 1A MTALFEHTOR
¢ ROBMIEU&HHEM «OPTAHOR PHCKA» , KOTOPBIE
OTBETHNIM Ha NePBHA Kypc NeveHHd, pe-
KOMEHAYETCA MpOBeJSHHE BTOPOTO Kypca
Teparii ¢ NpHMeHeHHeM BHHOIACTHHA
H [PeIHHIOJO0HA (PHE. 5).
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Heagnwe 7 a E]

Mpeagnusonon 4O mrf- oy perog,
3 n B HeReno e

J BumGnacmnr 6 nrim? g/

Puc. 5. MHnumaneHas Tepania. Kype 2
Anarmrupopaio u2 [9]

KpomMe Toro, Eeponetickag AccoUHa-
UHA M0 PA3padoTKe CTAHAAPTOR TEPATIHH
rHcTHouHTo3a (Histiocyte Society — HS)
PEKOMEHAYET BCEM MALMEHTAM, KOTOPHE
DOCTHT/TH MOTHOrO OTRETA uepes 6—12 Hen
HHUUHATBHON TepanmHH, NMPonoKHTh
[MONMEPAHHEBANONIEE TeueHHe. [TonaepkHEa-
KOIAA TEPAITHA COCTOMT W3 BBENEHHS BHH-
OIacTHHA H OPENHHIOIOHA Kaxakle 3 Hel
H eXelHeBHOIo HenpeprBHOTO MPHEMa
6-MIT, npy 31oM 00N MepHOA NeYeHHA
cocTaBngeT 4o 12 Mec (puc. 6).
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B CcBA2H ¢ BRHICOKMM YPOBHEM Hekpo-
TOKCHYIHOCTH H YacTG Pa3BUBAKLIWMIICS
N0GOYHBIMH 3DeKTaMH, WHAYUHPORAH-
HUIMH CTEPOHNAMH, HEKOTOPHE IKCIEPTH]
OPEAIOYHTAT MOHOTEPATIHIO KJAAPHGH-
HOM, LIHTAPAOHHOM HJIH 3TONO3ZHAOM [17].

B peTpocnieKTHBHOM KCCIEI0RAHHH, [TPO-
BEgHHOM M.A. Cantu 6 coarTopam K, OlleHH-
BA/1H PEIVIIETATE] TEUEH K 58 TALMEHTOR C NO-
PRACKEHISIM K KOCTEH. ARTODE] GTMETIVIH IBHOS
MPEHMYTUECTBO KCMOBI0BAHKA UK TAPadHHA
10 CPABHEHMIG-CO CXEMAMH BUHOMACTMH/ TIPS -
HIH3OMOH C TOMKH 3pEHKA OTBETA Ha TEPaITHIO
U TOKCHIHOCTH [18]). MHTEHCHBHLIE CXEMB]
XHMUHOTepanUB (RanpumMep MACOP-B)
PPeKTHBHLL, OTHAKO HX NPIMEHeH e OTpaB-
JAHOTOJILKO NP aTpecCH BHOM Teden iy KL,

B nocneaHee BpeMs, B Cliygae BOBMEUe-
HI$1 «OPTAHOR PHCKA» HUTH TIPH OITYXOMEBOM
MOPaEKeHHH NOOBHOTO MO2TA, MHOTOO0ELLA-
IOMIEl ARLIETCA KOMOHHALTHA 2-XII0pAS30K-
CcHateHOo2HHa (2- CdA ) M iTapaliHa. OnHa-
KO HEOOXOIH MO OPHHATE BO BHHMAHFHE, OT0
B HeenenoeaHve F. Bernard v coasTopoR [19]
O BKJIIOUSHH JIETH, a HE B3POCIRIE.

OmeHKa 0TBeTA

OUEHKY OTBETA NNPOROIATTIOCTE 2— 3 Kyp-
COB XHMHOTEPATIHH [P PECTATHPORIHFHE.
Homa 01T NpHMeHeHa N0IHAg nadopa-
TOpPHAS H pEHTTEHONIOTHYEESCKAA THATHOCTHKA,
BBITIQJIHACMAA MEPe] HAUANOM TepaTIH.

Cam.BamR-Tepania

[TauredTEl ¢ BOBAEUEHHEM «OpPraHOR
PUCKa» HA MOMEHTYCTAHORIIEHHA AHArH02a
H Te, KTO HE¢ NpoAeMOHCTPHPORAN TO-
NMOAHHTENBHOH NTHHAMHEH NOCTe TepanHK
DNEepBOH NHHIH, ABTIOTCA KAHAHIATAME 1714
NpOBEIEHH CATBBUK-TEPAMTHH (TEPATIMH
crmaceHHa). Tepanis cnaceHHS TAKKE PEKO-
MEHITYETCS I MALTMEHTOR, ¥ KOTOPBIX NO-
¢Jie TIPOBONHMOTO NIeUeHHA NEPROE MHHHH
PABUIIOCH [IOPAAHEHHE «OPTAHOB PHEKAH.

Teparmio pedpaxrepbix dropn 2ad0/1e-
BaHHA CIEAYeT MPOBOAWTE ¢ HCMONB3ORAHH -
£ [IPENApaToB, KOTOPhIE He NMPHMERIUTHCE
B NeprOi THHWH Tepanui. B ciayvuae npo-
[pece HH 2a00IERAHHA, OCOOEHHO NPH BOBTe~
geHHE LITHC, K 2- CdA mMoaeTORTL Io0aRTeH
uMTapadHH (oda npenapaTa MPOHHKAOT
gepes remarosHUeda e ckIf daprep ) [ 20].
CylecTRYIOT oNYOMHKOBAHHBIE JAHHHE
O MPHMEHEHHH WHTHOMTOPOR THPOIHHKH-
HA3E (MMaTHHEO) [21,22]. B penxi cyaasy

arpecCHBHOTO TeUeHHA 3ad0NeBaHHA YCnel-
HO DNPHMEHAETCA TPAHCTUTAHTALWA CTRONO-
BEIX KJIETOK Mepudepaeckoii KpoBH [23, 24].
B HacTomuee BpeMI OTCYTCTRYET 10CTA-
TOYHAA AoKaaTe/lkHAaA §a3a OTHOCHTE/IEHO
BLIGOPA OMTHMAIEHOTO Ky PCa TEPAHH AT
MALHEHTOR C [IporpeccHeit 3adonepaHiA.
Pezynerarsl, aKTyalbHEE HA JAHHHEA
MOMEHT, OCHOBAHEL HA OTPAHHUIEHHOM
KONHUECTRE HAGIOAEHHE] H IOJCHHE] OHTE
MOATBERAAEHE] TIPOCTIEKTHBHEIMI KTHHH-
QECKHMH HCCNeNoBaHHAMH. Ten He MeHee
KOMOHHHPOBAHHAA CXEMA ¢ HCMONLIOBAHHEM
2-CdA (emanpHieH) H uHrapadiHa (Apa-C),
a Takke TPAHCIIAHTALHA CTBOJIOBRIX KJé-
TOK MOCJE pexdimMa KOHAHUHOHHPORAHHS
CHICHEHHON HHTeHCHBHOCTH (PHK-5CT)
AeMOHCTPHPYIOT YAOBNETEBOPHTENLHEIE pe-
2yNLTATHL. EBponefickad ACCOLMALTL MO paz-
PadoTKe CTAHAAPTOR TePANMH MTHCTHOLIMTO3A
BHACTOALLEE BPEMS POBOIIHT HCCIETOBAHHA
MO ABYM BEIILEYTIOMAHYTH M OPOTOKOJTAM.
Jlygepasn Tepanmma
JIyuerad Teparts NPOROIHTCA B CTydae
HEBPONOrHUYECKHX HAPYIUEHHI H BHCOKOMH
BOAMOWHOCTH XHPYPrHIECKOTO BMEIIATE k-
CTBA, HATIPH ME P TIPH [TOPAAEHHH ALBeOIIp-
HEEX OTPOCTKOR BepXHEH H HICKHE TenocTu
WIH OCHOBAHHA 9epena [25]. PekomerTamm
KacaTeibHO 103 00yUYeHHI A0 CHX MOp
odcyapatorca (Tadi. 2). Jna BIPOCHBIX
BOIMONHO HAIHAUCHHE JTyYeBOH Teparuu
B CYMMAPHOI ouaroroii qoze 10—20 I'p,
OIIHAKO B HEKOTOPEIX CTYYASIN MOXKHO [IPH-
MEHATE H B 03¢ 10 45 ['p. JIyuecead Teparms
ariseTcs xbhekTHBHON OMIHeH negenus

Tabnuua 2. Bo3moxHule nokazaHHa Ana npviMe-
HeHHA NYYeBOA TEPANVH ¥ BAPOCHLY
Pexomennauuu
W3onupoBaHHoe sHeonepabensHoes nopaxeHve:
* B GAIY4ae, BCNH PE3SKLIMA NIOABEPrasT PUCKY aHa-
TOMHAUYECKYIO dYHKUMIO, nopaxenue LUHC (C2)
PedpaxTepHoe TeyeHHe HAH NporpeccHa 3ato-
NeBatMa:
> NPH MYAETUGOKANEHOR HAH MYILTUCHCTEM HOR
{opMe 3aboneBaHKg, B CAyYae HEOCTATOUHO-
IO OTBETA Ha TEPAIHK
ANLIOBAHTHAA TEPANKA B CNYYae KPaeBoi MM He-
TGNHOH PEIEKLMH:
+ 0CODEHHO NPY NOKANKMIOBAHKOH QopMe ¢ nopa-
KEHWeM KoCTeil W BOBNEYESHNEM MATKHX TKaHei

TaGnuua 3. HabnwogeHde naumenToR

OHkKoremartonorus

B OOpEaeNeHHBIX CHTYALHSX [ 26, 27]. PeMuc-
CHI PETHCTPHPYIOT ¥ 79— 100% MalHEHTOR.

UHC

JledeHHe MalHEHTOE ¢ MOPAXKEHHEM
LLHC tpedyeT HHANBUIY ANBHOCO TTOIXONA
H 2ABHCHT OT (POPME U CTaAHH 3a00ieBa-
HEA, A TAKCKE OT MPEABAPHTEILHO [MOTYUSH-
HOTO JI9EHHA H, TAKUM 00pazoM, A0THKHO
OBTE OTNPeleieHO HHAHBHIY ANBHO.

OTBET Ha OepBOHAYAILHYIO TEPATHID
HBTAETCH BUKHEIM [IPOTHOCTHYECKHM (ak-
TOPOM. JL 91 NALMEHTOR ¢ MYTILTHCHCTEMHEBIM
THCTHOLIHTO30M (83 RORNIEUEHHA «OpTaHOR
PHCKA» BEPOATHOCTE BECHIBAEMOCTH COCTAR-
JIIET OKON0 93% NPH NIETeHIH CTARNAPTHEMH
pPEXHMMaMI ¢ BLHONACTHHOM H CTEPOHIAMHL.
Pesy IETATR MEXTYHAPOIHELX HCCTEA0BAH Hi
mocheaAHHX 20 neT AOKARLIBAIOT, UTO KOM-
OHHAUHA BHHOMACTHHA C [PEAHH0MOHOM
00SCTIEMHBAET YCTIEX B IEYEHIH ¥ [TALIMEHTOR
npH nopaxenil LHITHC, cxoaHnii ¢ TAKOBEIM
¥ QONMBHBLIX € MYJTETHCHCTEMHBIM THCTHOUH-
TO20M. JIaHH bIE MOCTIEIHErO TPOCTIEKTHEHOTO
HeenenoraHa LCH 111 noares panalor, 910
ITOT pedM Tepanui Handonee NpHeMIeM
[PH MYNETHCHCTEMHOM ¢ropME THCTHUOLIHTO3a
€ M O3 BORNIEYSHHS «OpTAHOR PHCKAS.

B HacTomuee BpeMa HeT yOeaHTeIEHOM
IOKa3aTeTIbHOH 0azbl OTHOCHTEIBHO OMTH-
MANBHOTO Ky pea JIeYeHHS ¥ [PYTIIE MauHeH-
ToRC MS-LCH [9].

HaGmoneane

T'KJI MOeT peliTHBUPORATE B JII000IH
MOMEHT, A TAKE [IPHBECTH K AHC QYHKIIMH
OPTraHOB M cHeTeM. TToaToMy Heodxonu-
MO [POBOIHTE HAOMIOAEHHE MALLIEHTOR,
a TaKKe MOHHTOPHHT QYHKLMOHANEHBIX
HApYINeHIE (Tadn. 3).

BbIBOAbI

Ha cerojHsg yHUMMUHPOBAHHEIN CTAH-
JapTOB JHATHOCTHKH M JIEMEHHS BIPOC/IEIN
rmalnieHToR ¢ ['KJI He cynlecTeveT, TaK Kak
BCE PEKOMEHAAUHE OAPYIOTCA HA HCCNe-
NOBAHHIX B ISAHATPIM. B3poCkie GOMBHLIE
MOIYT NOTYIATL TEPanHIo Mo OpOTOKOMAM,
pa2padoTaHHBIN UL TTALIMEHTOR AETCKOIG
Bo3pacTa. OOHAKO JaHHAS Teparig He Beer-
Ja >ppexniBAa H Soee ToKCHUHA. Heme
HeOOXONHUMO [poBeAeHHe AalbHEHIHX

1-irog 2-5-0 rope
Knuunueckoe oGcnefoBanme Kaxzie 6 ey Kaxabie G‘%ﬂ?
JlaBopaTepHuie TeCTLl ANA UCCIENCBaHA GYHKUME no- Kaxawle 3 Mec Exeronuo
PAXEHHOTO OpraHa: 00WKA aHanu3 KpoBH, GKOPOCTL
0GEHAHHA SPUTPOLIMTOB, MEYEHOUHLIE 1 NCYeUHble
TECThI, OCMONAPHOCTE MOUH
PeHTreHor pagus NOpaxeHHyY, KOCTeR TORbKD €GAK eCTb HO-  TOMLKO 2CNH 20Tk Ho-
Bble MOpaxKeHy BhiE MOPkEHHA

AyavorpaMma A7 NMaUMEHTOB ¢ BOBNEYEHHEM CyXoBo- B TeueHwe 1 roga

ro ANNapaTa/cocUeBHAHON OTPOCTKS

KT opraHog rpyaHo# NoNCCTH ¥ NALMEHTOB ¢ NOpaxe-

HHEM MeTKMy,
¥3U ¥ nau9eHToB G MopaxeHuem nedeHu
MPT 4epena y NnauMeHToB ¢ HecaxapHuM auabe-

TOM HAH DPYTHMA SHAOKPHHONATHAMH HNH NMALHEHTOB

C PHCKOM PA3BHTHA Nopaxehua LIHC

HefponcixomeTpryeckas oLieHKa MaLMeHTSR ¢ nopa-

xeHuem LIHC

VilH BOSKOXEH PEUHAHB HAY BOIMOXEH PeLMIvB
B Tevenume 5 net

Kaxneie 6 Mec Toneko npu nogoape-
HWY HA NPOFPECCHID

Kaxnsie 6 Mec Exeroano

ipa3siog Kaxaeie 2 roga

1 paasrog Kaxanie 2 rona
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HMCC/IENOBAHMI 1141 YCOBEPILUEHCTBORIHNA
M HAMHCAHHSA CTAHAPTOR MO TAKTHKE Bele-
HIA B2pOCIBIX nauueHTos ¢ [KJL
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Therapeutic approaches to the treatment of adult
patients with Langerhans cell histiocytosis
LA, Krigchok, TV, Skrypets, O.1. Novosad, O.F. Novdah

Natonal Cancor Institute, Kyl

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
imtended 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, aduli patients.
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