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PE®EPAT

M'McTnoumnTos 13 KNeTok JlaHrepraHca OTHOCUTCA K KIOHasb-
HbIM 3a60neBaHMAM CcuCTeMbl KpoBKW. [pn ogHOOYaroBbIxX
hopmax MCNonb3ylTCH MeToAbl /IOKaNbHOrO MPOTMBOOMY-
XONEeBOro BO3AENCTBUSA: /Ty4EBOE UM XMPYPruyeckoe neye-
Hue. Mpu AMCCeMUHMPOBAHHbBIX MpoLeccax C MopaxeHnem
HECKOMbKMX CUCTEM MPOBOAMUTCS XMMMOTEpanus, KoTopas
NMo3BONSET N3/1eUNTb YacTb NauMeHToB. B HacTosALwen cTaTbe
npeAcTaB/ieHo ONMCcaHNe KIMHUYECKOro HabMAEeHNS MHOMO-
04aroBoOW MyNbTUCUCTEMHON hOPMbI FUCTUOUMTO3a M3 Kile-
TOK JlaHrepraHca ¢ NopaXxeHNeM KOCTel, MeYeHw, Cene3eHKu,
aba0MMHanbHbIX MMaTUYeCcKmX y3/ioB 1 rmnodmsa y na-
umeHTa 40 net. AnarHos BepudMUMPOBaH MO pe3yfbTatam
FMCTONTIOTMYECKOrO U UMMYHOTMCTOXMMUYECKOrO WUCCNeno-
BaHW 6uonTata koctn. Mytaums V60OE B reHe BRAF meTo-
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ABSTRACT

Langerhans cell histiocytosis is a hematologic clonal dis-
ease. The treatment of localized histiocytosis includes
local methods such as radiotherapy or surgery. In cases
of disseminated lesions with multiple system damage,
chemotherapy is administered, which provides recovery
in some patients. The present paper is a case report of
multifocal multisystem Langerhans cell histiocytosis with
bone, liver, spleen, abdominal lymph node and pituitary
lesions in a 40-year-old patient. The diagnosis was ver-
ified by histology and immunohistochemistry of bone bi-
opsy specimens. Polymerase chain reaction revealed no
V600E mutation in the BRAF gene in tumor tissue. Per-
sistent antitumor response was achieved after 6 chemo-
therapy cycles with cladribine monoregimen. This drug
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OOM NOSIMMEPAasHOM LerNHOW peakumMm B OrMyxXOsIeBOW TKaHu
He BblfiBNeHa. lNocne 6 uMkIoB xmmMmnotTepanmm KNagpuoHom
B MOHOpPEXMMe AOCTUIHYT CTOMKUIA NPOTUBOOMYXOMEBLIA OT-
BeT. [lepeHoCMMOCTb NpenapaTa 6blin1a YA0BNeTBOPUTE/TbHOMN.
Ko BpeMeHn noarotoBku ny6nmvkaumMm npoao/HKUTENbHOCTb
CTOMKOro OTBETa Y naumeHTa coctaBuia 38 mec.

KJ/TKOYEBbBIE CJTOBA: ructnoumtos ns knetok Jlax-
repraHca, knagpubuvH, HecaxapHblii guabet, myTa-
umna V60OOE B reHe BRAF.
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was well tolerated by the patient. By the time of this publi-
cation, the patient had preserved the persistent response
for 38 months.
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gene.
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BBEJAEHME

['ucTHonuTapHble HOBOOOpA30BaHMUA OTHOCATCA K
peflKUM reMaTOJIOTUYEeCKMM 3a60/eBaHUSIM U COCTaB-
Js10T MeHee 1 % Bcex 3JI0KaueCTBEHHBIX OINyxoJiel
cucteMbl KpoBU [1]. B pasHble rojbl ONUCBHIBAJIUCH
JIOKaJIM30BaHHble M CHUCTEMHble HOBOOOpa30BaHUA C
pa3JMYHBIMHU OPraHHbIMHU NOpPaXKEHHUSIMH, HU3BECTHBIE
Kak 6osie3Hb XeHJa—Illlonnepa—KpucueHa, 6oJie3Hb
AbTta—JlerTepepa—CuBe, 6GosiesHb TapaTbiHOBa (30-
3MHOQUJIbHAs TpaHy/eMa), TUCTUOLUTO3 X U JIaHTep-
raHCOKJIETOUHBIN rpaHyseMmaTtos. [locie onpefesneHus
TUNUYHBIX MapKepoB B 1983 r. mepeuucieHHble 3a60-
JieBaHUsl ObLIM 0O0'beJUHEHBl B OJHY IPyNIy C 06IIUM
HasBaHUMEM «THUCTHOLUTO3 H3 KJjeToK JlaHrepraHca»
(F'KJ) [2].

CuyuTaeTcss, 4YTO B NaTOreHese TUCTHUOLMTO30B
BeAyllasd poJib MNPUHAAJIEKUT MyTalUsM B TeHax,
KOAUPYOLMX 6eJKW CUTHAJIBbHOI'O MYTU MUTOTEH-aKTU-
BUpyeMbIX npoTerHkuHa3 (MAPK) rucrtuouuTtoB. Yaige
BCEro 0GHApyXUBAIOT MyTaluu B reHax BRAF u MAP [3,
4]. o pa3ubIM AaHHbIM, 28,0-87,8 % manuenTtoB c ['KJI
nmeroT MmyTtanuio V600E B rene BRAE BTOpas 10 4acToTe
MyTanus — MAP2K1 [5-7].

3abosieBaHUE MOXKET NPOTeKaTb B BUJE OJUHOYHOIO
oyara M JIMCCEMMHHUPOBAHHOIO Ipoliecca C BOBJeYeHHeM
OJIHOM MJIM HECKOJIbKUX cucTeM. Yallle Bcero nopakarTcs
Jerkue, koct, koxka u LIHC [8]. BoByieueHne KOCTHOM
TKaHW — OJIHO M3 caMbIX 4acThbiX nposiBieHuit ['KJL. [lo
57,3 % nanyeHTOB MOTYT MUMeTb OYaru 0CTe0JIN3a, U3 HUX Y
66 % NpUCYTCTBYIOT U iPyTHe OpraHHble opakeHus [8, 9].
[TopaxkeHHe neyeHU BO3MOXKHO y 87 % B3pOCJIbIX 60JbHBIX
¢ TKJT [10]. CuMnTOMBI BKJIIOYAIOT yBeJUYEHHE OPraHa,
NOBBIIIEHNEe aKTUBHOCTH IeYeHOYHbIX (pepMeHTOB, I'M-
nepoUINpPyOHHEMUIO, aCLUT, MOPTa/JbHYI0 T'MIIepTeH3HUI0

WJIM 04aroBbld omyxoJsieBbld nporecc. /[t JUarHOCTUKU
MOpaXKeHHsI TeYyeHW JOCTAaTOYHO OJJHOTO IpU3HaKa
win ux covyetaHuit [11]. [lopaxenue LIHC BcTpeuaeTcs
npumepHo y '/, mauuentos c¢ I'KJl. BosieyeHne MoxeT
ObITb B BUZie JUPPY3HOro UM OMYyX0JEeBOro Mpolecca B
IIHC, Ho yauie 3To NMposiB/AseTCA B BUJe MUKPOaZeHOMbI
runodusa co BTOPUYHbIM HecaxapHbIM MOYeU3HypeHHeM
[8, 9]. Mpu T'KJI kocTHBIIM MO3T BOBJIeKaeTcs pefKo (0KOJI0
4 %), NO3TOMY ero uccjiefjoBaHue PeKOMeH/YeTCsl TOJIbKO
npu yutoneHuu [12]. Ouenka pacnpoctpaHeHHocTu ['KJI
M03BOJISIET BbIIBUTh MapKepbl NPOrHO3a U BbIOPATh Hau-
6oJiee 3¢ PEeKTHUBHYIO TEPANHIO.

Y 6OJbHBIX C MHOrOOYaroBbIM MPOLECCOM MPH
BOBJIEUEHUU OPraHOB pucKa (mevyeHH, ceseseHku, LIHC,
KOCTHOTO Mo3ra) 3ab6ojieBaHue NpoTekaeT 6oJjiee arpec-
cuBHO [13, 14]. B 3aBUCUMOCTH OT pacnpOCTPaHEHHOCTH
npoliecca CrnenyaaucTel MexAyHapoAHOTO THUCTUOLU-
TapHOTO 0011leCTBa BbIJeJIAI0T YeThIpe IPyNinbl 60JbHBIX:
1) TKJI ¢ u3o/MpoBaHHbBIM NOpaXkeHHeM Jierkux, 2) 'KJI
¢ ogHocucTeMHbIM mnopaxkenueM, 3) T'KJl ¢ MynbTucu-
CTEeMHBIM [TOpakeHUeM 6e3 BOBJIeUeHHUs] OPraHOB PUCKa,
4) TKJI ¢ MyJ1bTUCUCTEMHBIM MOpPaKEHUEM U BOBJIeue-
HUEM OpraHoB pucka [15].

CTaHAapTOB JieueHusl B3pOCJ/IbIX, B OTJIMUME OT JleTeH,
[I0OKa HeT, I03TOMY CTelleHb J0Ka3aTeJbHOCTH GOJIbIIHH-
cTBa pekoMeHgauuit — D (3akcnepTHoe MHeHUe). [Ipu J1o-
KaJIN30BaHHbIX popMax NporHo3 6oJiee 6JaronpUsTHHIH,
T. K. 3¢ dekTHBHA MecTHas Tepanus [16]. [logaBasiomiee
60JIIIMHCTBO GOJIbHBIX C U30JIMPOBAHHBIM JJHCCEMUHMU-
POBAaHHBIM NOpPa)KEHUEM JIETKUX — KypPWJIbLIMKH, 1103-
TOMY IIepBBIM JiledeGHbIM BO3/leMICTBUEM Y HUX CYUTAETCS
npekpalleHre KypeHust. [Ipy HeapdeKTUBHOCTH OTKasa
OT KypeHUs1 M/WJI1 BOBJIeUeHUH IPYTHUX CUCTEM NTOKa3aHa
XUMHUOTepanusl.

HcTopryecku K OCHOBHBIM ITpenapaTaM JiedeHUs Juc-
ceMuHupoBaHHbIX ¢opm 'KJI oTHOCMIMCH BUHOIACTHH,
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KJaJpUOUH U IIUTapabuH. B sedeHun nejuaTpuyecKoro
I'KJl BUHOJIAaCTUH — OJWH M3 OCHOBHBIX IpenapaTos,
HO y B3POCJIBbIX €r0 UCII0Jb30BaHHe 10Ka3ajJ0 MeHbLIYIO
3¢ PeKTUBHOCTD U XYAILIYI0 IEPEHOCHMOCTD B OTJIMYHE OT
yuTapabuHa 1 KJaaapubuHa [17-19].

[l nmepBOM JIMHMM XWMMHOTepanuM JUCCeEMUHUPO-
BaHHbIX ¢opm ['KJI MHorue skcnepThl PEKOMEHJYIOT
PHUCK-aZlal TUPOBAHHbIN MOJX0/;: €C/IM BOBJIeYeHbl OPraHbl
PHCKa, TO IpUMeHseTcs KAaZApUOUH, a ec/Iu HeT — LiUTa-
pabuH [20-22]. Cneuunanuctsl HanuoHanbHOM Bceobliei
oHkoJioruveckoi cety CILIA (NCCN) B kauecTBe NepBUYHON
Tepanuu PeKOMeHJYIOT NPUMEHSATb TapreTHble JeKap-
CTBEHHble CpeJCTBa: HWHTUOGUTOPBI CUTHAJIBHOTO IyTH
MAPK, B T. 4. BeMmypadeHU6b, fabpadeHu6, TpaMeTHHUO U
KOOUMeTUHUG [23, 24]. 3T npenapaTbl BbiCOKO3ddeK-
TUBHBI, 0[JHAKO UX IPUMeHEeH e COIPOBOX/AETCs BbICOKOU
YaCTOTOW HeXeJlaTeJbHbIX sIBJeHUN. Tak, B OJHOM U3
caMbIxX KpynHbIx uccaegoBanui I dpaser VE-BASKET 656110
IpOaHa/JIU3UPOBAHO JieyeHHe BeMypadeHUO60M 26 manu-
eHTOB ¢ MmyTainuel BRAFV'E i pa3HbIMU BUJJaMU TUCTHO-
1uTo3a [25]. Y Bcex naljMeHTOB JJOCTUTHYThl KJIMHHUYeCKoe
yJydllleHue U KaK MUHHUMYM CTabu/u3anusi 1o JaHHbIM
KT. [Ipu mefuaHe HabtoAeHus 28,8 Mec. MeinaHbl 0611eH
BbDKMBAeMOCTH U BbKMBAeMOCTH 6e3 NporpeccCUpoBaHUs
He [OCTUTHYTBL 2-JIeTHUe o00liass U BbDKMBAeMOCTb
6e3 mporpeccupoBaHusi cocTaBuIu 96 u 86 % cooTBeT-
cTBeHHoO. [IpyHUMaTh BeMypadeHu6 1o npuyruHe Hey 0B-
JIeTBOpUTEJIbHOU nepeHocuMocTu He cmoriu 8 (30,8 %)
60J1bHBIX, a 18 (69,2 %) HyAa/UCh B CHUXKEHUH [J03bI UJIN
npepbiBaHUM MpUeMa mpenapaTta [25]. BeposiTHo, us-3a
M060YHbIX 3 PEKTOB U 6GECCPOYHOTO MpHeMa TapreTHbIe
npenapaTbl B MeXAYHAapOJHBIX 3KCIEPTHBIX pPeKOMEeH-
JALMAX PUHATHI TOJbKO [/ MAallUeHTOB C pelu1uBaMHU
niau pedppaktepHbiM TedyeHueM ['KJI [21]. B noBcejHeBHOM
NpaKTHKe BbIOOp MEPBUYHOMN Tepaluy 3aBUCUT OT Ipej-
MOYTEeHUH KJMHUKHU U JOCTYITHOCTH NPenapaToB.

[IpencraBiieHHas ny6avMkKanus — 4yacTb paboTsl KB
Ne 31 Cankr-IleTepbypra no u3yuyeHUr0 rUCTUOLUTO30B Y
B3poC/bIX. PaHee HaMU ObLIM ONYyOGJMKOBAHbl KJIWHUYe-
CKHUe HabJII0/jeHusl TallUeHTOB ¢ 60Js1e3HbI0 Po3au—/lopd-
MaHa, ALK-O3UTHUBHBIMM THUCTHOLMTO3aMH, 0O0JIE3HBIO
Kukyuyu—®ymxumoTo, nepBble COGCTBEHHBIE JaHHbIE 110
MOJIEKY/ISIPHOM AMArHOCTHKe, pasjesa B HauuoHaibHOM
PYKOBOJCTBE IO eMaToJIOTMU U 0630p JIMTepaTyphl,
nocssimeHHble ['KJT [26-34].

Teyenne 'KJl oT magueHTa K NanyMeHTy OT/IMYaeTCs
Yype3BbIYaWHBIM pa3HOOOpa3veM, IO3TOMY ONHCAHUA
KJMHUYECKUX HaOJ/I0fleHUH BbI3bIBAIOT IOBBIIIEHHbIN
NpaKTUYeCKUN HHTepec.

Ieap pa6oThl — Npe/CTaBUTh NPOsABJIEHUS 3a601e-
BaHUS U JledeHHe NaleHTa C MHOr004aroBoi MyJIbTUCH-
creMmHoi ¢popmotit 'KJI c moparkeHHMeM OpraHoOB pUCKa.

KNUHUYECKOE HAB/TIOAEHUE

[ManuenT, 35 siet, B 2015 r. 06paTuy BHUMaHUE Ha MO-
auyputo. [Ipu o6cae0BaHUM BbIsIBJeHa MUKpPOaJeHoMa
runodusa. /[MarHocTUpoOBaH HecaxapHblH AUabeT, HayaTa
Tepanus leCMONPeCcCUHOM.

Yepes 2 roaa, B 2017 r,, nosgBUIaCh yMepeHHas NOCTe-
NeHHO HapacTawolas 60/b B Ta306e/peHHbIX CyCTaBax.
B ¢eBpasie 2020 r. 06HapyKeHbI OCTEOJUTHYECKHE OYaru

JleyeHune ructuoumnTosa us Knetok Jlanrepranca 275

C MATKOTKaHHbIM KOMIIOHEHTOM B 6e/IpeHHBIX U Ta30BbIX
KOCTSIX.

B mapTe 2020 1. BbINOJIHEHA TPENAHOOUOTCUS KPbIILIU
BEPTJIY>KHOU BHaJUHbL. B 6uonTtaTte cpenu $pubpo3HOU
TKaHU BbIsIBJIeH HEpaBHOMePHBIHN CMelllaHHO-KJIeTOYHbIH
WHQUJIBTPAT C BbIpaXKEHHOW INpPHUMECbI0 303UHOPUJIOB
Y MOJIAMU KpPYIIHBIX ONyXOJIEBbIX KJETOK C OOLIMPHOH
303MHOQUILHON IIUTOIIa3MOM U 6060BUHBIMU SIIPAMHU.
Knetku akcnpeccupoBanu CD1a, S100, nanrepus u CD45.
MyTauus V60OE B reHe BRAF nipu uccief0BaHUM KPOBU
Y TUCTOGUOITAaTa MeTOAOM I0JMMepa3HOU LelHON pe-
aKL MU He 0GHapyKeHa.

BrinoJsiHeHa NO3UTPOHHO-3MUCCUOHHAsA ToMorpadus
BCero Tesa C 5-PTopje30KCUIIIOKO30M, COBMelleHHas
¢ Huskono3Hoi KT. B GprouiHod moJsiocTU oGHApyKEHbI
yBeJIM4eHue cejie3eHKHU A0 127 x 66 x 164 MM, JBa JIUM-
daTudeckux y3aa pazmepamu 18 x 25 x 32 MM ¢ MaKcu-
MaJIbHOM CTelleHbl0 HaKOIJIEHHUs paguodapMiipenapaTa
(standardized uptake value, SUVmax) 9,66, yBenudeHue
NMOJAB3/OWHbIX JUMPATHYECKUX V3J0B COpaBa —
14 x 12 MM ¢ SUVmax 3,38, czieBa — 13 x 12 MM ¢ SUVmax
2,08, BHyTpeHHero N0/|B3/10IHOr0 IMM$AaTHYEeCKOTr0 y3J/1a
cieBa— 10 x 9 MM ¢ SUVmax 2,82. KpoMe TOro, BbIsIBJIEHBI
OOLIMpHbIe YYACTKHU JeCTPYKIUU C MATKOTKaHHBIM KOM-
MOHEHTOM M NepUdOKaJbHbIM YIJIOTHEHHEM KOCTHOH
CTPYKTYPBI B TeJle U KpblJje JIeBOU NOAB30IHON KOCTH C
SUVmax 18,04, B TeJie ¥ BETBH JIEBOU CeJJa/IUIHON KOCTH
¢ SUVmax 10,78, meiike u BepTesiaXx nIpaBoil 6ejpeHHOMN
kocTy ¢ SUVmax 16,79. SUVmax MeiuacTUHAJBHOTO Mysa
kpoBU (mediastinal blood pool) — 1,41, B yBeiuueHHOH
nmedyeHW (KOCOM BepTUKaJbHBIM pa3Mep MpaBod J0Jd
neyenu [KBPII/ZI] 200 mM) — SUVmax 2,82.

[IpoBe/ieH CKpUHMHT NOpaXkeHHUs MleYeHU U KOCTHOT0
Mo3ra. BbIiB/IeHO NOBbIlIEHHE aKTMBHOCTH LieJIOYHOH
docdaTaspl ¢ npeBblllleHHeM BepxHell I'paHULbl HOPMbI
B 1,5 pasa, 6e3 LUTOJMU33, TUNEPOUTUPYOUHEMHUU U
yBeJMYEeHUs] aKTUBHOCTHU Y-IIyTaMUJITPaHCIEeNTHAA3bI.
[loBbllIEHWE AaKTUBHOCTHU IesouHOM ¢ocdaTasbl, HaU-
60J1ee BepOSATHO, GbLJIO CBSI3aHO C OCTEOJUTUYECKUM IIPO-
1leCCOM, OJJHAKO C Y4eTOM rernaToMerajMy UCKJIYUTh U
Nopa)keHue NeyeHOYHOH TKaHU He NPeJCTaBJsJ10Ch BO3-
MOXHBIM. lluToneHuu He 6blJI0O, NO3TOMY HUCCJe0BaHUe
KOCTHOT'O MO3ra He BbINOJIHAJIOCH. [locTaB/ieH JuarHos:
TUCTUOLMTO3 M3 KJIeToK JlaHrepraHca c Hopa>keHUueM I'u-
nodusa, cejle3eHKH, NeyeHH, Ta300eJpeHHbIX CYCTaBOB,
a6OMHUHAJIBHBIX JUMATU4YeCKUX y3J10B. KiMHU4YecKkH
3HAYUMBIX CONMYTCTBYOLUX 3a60JIeBaHUM He ObLIO.

B TeueHnue 6 Mec. 60J1b B CycTaBax Me/jJIeHHO HapacTaJa.
[lepen, HauyaJoOM JieyeHHs BbINIOJIHEHA IOBTOpPHAs MNpH-
nesbHasd KT Tazo6espeHHBbIX cycTaBoB. B mosocTy o6oux
CyCTaBOB BbIsIBJIEHA XKUJKOCTb CIIpaBa /0 2,5 MM, cJieBa [0
7,8 MM; 06HapyeHbl KpyIIHble 30HbI OCTEO0JIM3a Helpa-
BUJIbHOU PpOpMBI C HEUETKUMU KOHTYpaMu [Jio 47 x 17 mu,
yepeAyloliMecss C 30HAMU OCTeOCKJepo3a B 00JacTH
11efKkH, 60JIbIIOT0 U MaJIOTO BEPTEJIOB, IPOKCHMaJIbHOIO
Anadusa npaBoil 6eApeHHON KOCTU. AHAJIOTUYHbIE 30HbI
JleCTPYKIIMU C OKPYKaIoIIMM OCTEOCK/1ep0o30M ollpefes-
JIUCh B 06J1aCTH JIEBOM JIOHHOM, CeZla/TMIITHOM KOCTel ¢ pac-
MpOCTPaHeHUEM Ha KpbLJIO NOAB3/A0IIHON KOCTU. Pa3mMepbl
04aroB JAeCTPYKLMHU AOCTUTaIU 46 x 16 MM, 4acTb U3 HUX
OTKpbIBaJIacCh B M0JIOCTb JIEBOT'O Ta306e;peHHOr0 CycTaBa.
Kpbliiia sieBo# BepT/IyKHON BHAJMHbI Oblia $parMeHTU-
poBaHa. HecMoTpsi Ha 06beM NoOpakeHHsl, MOABUKHOCTb
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nalyeHTa U CIOCOGHOCTD ce6s1 06CTyKUBATh NPAKTUYECKU
He yXYALUIWIUCD.

B cBsizu ¢ nopaxxeHuem LJHC u nmeyeHu ObLIO mpU-
HATO pelleHHe O XMMHOTepanuu I0 Nporpamme AJjs
MayMueHToB C BbICOKUM pUCKOM. C 24.09.2020 r. HayaToO
JieyeHUe KJIaIpu6UHOM B CTaHAApPTHOU A03e 5 Mr/m? B/B
5 nHel noapsa kaxble 28 [Hel. B cBsi3U ¢ BOBJIeueHHEM
KOCTel Ha3HavaJjlacb 30JIe[pOHOBAast KUCJI0Ta o 4 Mr B/B
KaneJbHO 1 pas B Mecsil B TedeHHe NOJIYyTo/a. YKe nocJie
1-ro nukJ/a nangyMeHT OTMETU YMeHbleHHe 60U B Ta30-
6eApeHHBIX cycTaBax. [1o saHHBIM noBTOpHOM KT, BbIIOI-
HEHHOU mepes 2-M LUKJIOM KJaJpUOHHA, yCTaHOBJIEHO
yMeHbllIeHHe pa3MepoB cese3eHKU [0 86 x 53 x 136 MM
u auMdaTHyecKux y310B. [lapaaopTaibHble 1uMbaTHye-
CKHe y3Jibl yMEHbIIUIUCh A0 14 x 11 MM. MATKOTKaHHbIE
06pa3oBaHUs U BBINOT B CycTaBaXx He BU3yaJHW3UpOBa-
Jauch. O4yaru ocreosusa — 6e3 AMHAMUKU. JJOCTUTHYTO
KJIMHUYeCcKoe 1 JJabopaTopHOe yay4dlleHue.

CyMMapHO mnpoBeZieHO 6 LMKJOB XWMHUOTepaluu
KJaJpuOMHOM B MOHOpeXHMe. 3aBepLIAlOLIMN LUKJ
ObLJI OT/I0XKEH Ha 1 HeJl. B CBAA3U C 6ECCUMIITOMHON HOBOH
KopoHaBupycHoit uHdeknueir COVID-19. B octasbHOM
NepeHOCUMOCTb LIUTOCTaTUYECKOHN U COPOBOAUTEBHON
Tepanuu 6blja Y4,0BJeTBOPUTETbHOHM.

AKTUBHOCTb LiesoyHOM ¢ocdaTasbl KpoBH HOpMa-
JausoBanack. [lo pesynbraTam noBtopHoit KT B MapTe
2022 r, T. e. yepe3 12 mec. nocse 3aBeplLIeHUd JieUeHUs
KJaJpuOUMHOM, OTMeyaJoCcb COXpaHeHUe yMepeHHOH
crieHoMerasnuu (83 x 57 x 144 MM) U renaTomMerajauu
(KBPI1/] 198 MmM) 6e3 yBesinueHUs TUMbaTHYECKUX Y3J10B.
OcTeosMTUYeCcKHe oyard 3aMellleHbl KOCTHO-XPSLleBON
TKaHblo (puc. 1-3).

[locne 3aBeplieHHs JedeHHUS NaALMEHT MOJHOCTBIO
BePHYJ/ICA K [OBCeJHeBHOM »U3HU. HecaxapHblil AuabeT
COXpaHseTcs, OAHAKO JPYTHUX KJIUHUYECKUX NPOsIBJIeHUN
6oJie3HU HeT. [lepuos HaGIIOAeHUs coCcTaBUI 38 Mec.

OBCYXAEHUE

I'KJl BcTpedaeTcsa pefKo U OTJIMYAETCSl Ype3BblYaliHbIM
pasHoo6pasueM KJHWHUYeCKUX NposiBiaeHUi. [lepuof or
NOsIBJIEHUS] 3HJOKPUHHOTO OCJOXKHEHUsI B BHJe Heca-
XapHOTo Moueu3HypeHus (AuabeTa) A0 AUArHosa Aucce-
MuHupoBaHHoro 'KJI, kak 3To 661710 y Ipe/icTaBJIeHHOT0
HaMM NallMeHTa, MOXKeT 3aHMMaTb HeCKOJIbKO JieT. Tak,
[0 pe3y/JbTaTaM aHa/lu3a 4eTblpex HCTOPUN 6oJe3HU
MeJMaHa MepuoJia OT JebloTa HecaxapHOro juabeTa
o Bepudukauuu guarHosa 'KJI guarHosa cocraBujia
61 mec. (ananason 24-138 mec.) [8].

[TopakeHue NeyeHU 4YacTO ObIBaeT NMPU MHOrooda-
roBoM ['KJI. OGbIYHO 3TO MPOSIBJSIETCS COUETAHUEM Te-
naToMerajuy, [UTOJU3a U/UJIK XoJlecTa3a. Pexxe BcTpe-
yaeTcs U30JMPOBAaHHOe yBeJHyeHUe neyeHU. Hanpumep,
B ucciaenoBanuu M. Abdallah u coaBt. [10] nopaxeHue
NevyeHU BbIFABJeHO y 22 nauueHToB ¢ ['KJI, u3 KOTophIxX y
6osblIei yacTu (n = 16; 73 %) Hab1t0Aa10Ch yBeJIUYeHHe
opraHa U usMeHeHHe QYHKIMOHANBHBIX 1po6. Y 2 (9 %)
60JIbHBIX pa3Mephl NeyeHu ObLIU B HOpME, ¥ 4 (18 %) —
OTMeyaJlach U30JIMpOBaHHas renatoMeranaus 6e3 oTKJo-
HeHUM B 6MOXUMHUUYeCcKUX aHaiu3ax [10].

B mocnepgHue rozbl, BbIGHpass CXeMbl JieYeHUsS MpHU
pa3HbIX 3a60JIeBaHUSAX, KIMHULHCTBI BCe LIMpe UCIOJIb-

K/TMHNYECKAA OHKOTEMATO/ON 4

3YIOT pe3yJbTaTbl MOJIEKYJISPHO-TeHeTUYeCKUX HcCIle-
JnoBaHuH. [lokasaHo, uyTo y Aeteit myTtanus V60OE B reHe
BRAF yaie conpoBOXJaeT JucceMUHUpoBaHHBIN ['KJI
U MOXeT CJIYXUTb MapKepoM pe3HWCTeHTHOr0 TeuyeHUs
6oJ1e3HH [7, 35]. Y B3poC/IbIX TaKOH KOppeJsALUY T0Ka He
BbIsiBJIeHO. Tak, B uccienoBanusax H. Huang u coasT. [36],
D. Stathi u coaBT. [37] mpoaHa/iU3UpPOBaHbl JaHHble 67
u 31 nanueHToB ¢ I'KJI cooTBeTcTBeHHO. KiiMHHMYeCcKOro
3HayeHud MmyTauuu V600OE B rene BRAF He ycTaHOBJIEHO
[36, 37]. BoaMoxkHO, aHa/u3 B GoJiee KPYMHBIX Tpymnnax
NaLMeHTOB NO3BOJIUT J0CTOBEPHee ONpeJieIUTh ee Npo-
FHOCTHUYECKYIO LIeHHOCTb.

Knaapu6bun (2-xnopogeokcuaseHosus, 2-CdA) oTHo-
CUTCS K KJIacCy aHTHMeTab0o/IMTOB U MOKa3aJ BBICOKYIO
aHTUINpoINepPaTUBHYI0 AKTUBHOCTb KJIETOK MOHOIM-
TapHO-MaKpo¢araJbHOTO 3BeHa INpH 3JI0KaueCTBEHHBIX
ONyXO0JISiX, B T. 4. TUCTHOLUTO3ax [38, 39]. Tak, B pabote
G. Goyal 1 CcOaBT. peTpPOCHEKTUBHO MPOaHaJIU3UPOBAHbI
pe3yJIbTaThl JieueHUs OJHOM U3 CaMbIX KPYNHBIX (n = 38)
rpynn B3pOC/bIX MAllMEHTOB C JAMCCEMHUHUPOBAaHHBIMHU
['KJl [40]. ¥ 29 d4enoBek KJaJpuUOUH NPUMEHSJICS B
nepBoi JMHUYK, a 9 NalMEeHTOB paHee y)Ke MOJy4yad
JpyTyio XUMHOTepamnu. YacToTa obliero oTBeTa cocTa-
Buaa 79 % (n = 30), mosIHbIA OTBET JOCTUTHYT Y 26 %
60sbHBIX (n = 10), yactuuHbll —y 53 % (n=20). Y 60 %
NaLMeHTOB C THCTUOLUTAPHBIM OpaXKeHUEM JIETKUX OT-
MeyaJIoCh yay4llleHue JbIxaTeJbHOH yHKIUU. MeanaHa
HabJIl0/jleHHs cocTaBuIa 6,3 roja. Y naleHToB C JJOCTHUT-
HYTbIM IPOTHMBOOIYX0JIEBBIM OTBETOM IOKa3aTesau 1-,
3- 1 5-71eTHel BBDKMBaeMOCTH 6e3 NporpeccupoBaHus CO-
ctaBuau 80, 80 u 70 % cooTBeTcTBeHHO. [lepeHOCHUMOCTD
KJIaJipubrHa Oblia B LleJIOM YAOBJeTBOpUTeabHOUN. He-
)KesaTeabHble sBaeHus III-1V crenenu 3adpukcHpoBaHbI
y 3 manueHTOB. B yacTHOCTH, ¥ 2 60JIbHBIX pa3BUIACh
aumdonenus, y 1 — pebpusibHasa HelTponeHus. Eme y
OJlHOT'0 60JIbHOTO OTMeYaJslach JleKOMIIeHCallusl XpOHUYe-
CKOM cep/ileyHOH HeJ0CTaTOYHOCTH, NPeANO0JIOKUTENBHO
CBSI3aHHOU ¢ kJaaJpubuHoM [40]. YnoBieTBopUTe/bHASA
NepeHOCHMMOCTb KJIaJ[pu6rHa U BbICOKAas 4YacTOTa MHOTO-
JIETHUX PEMHUCCUI MIO3BOJISIOT 0XKUJATh CTOMKOTO OTBeTa
Y y Ipe/iCTaBJeHHOr0 HaMU MaljMeHTa.

B cBA3M € OCTeEOJHUTHUYECKUM INpOLieccOM 60JbHON
noJsiy4aJ 30J1eipOHOBYIO0 KHUC/IOTY. Y MallUeHTOB C TUCTHO-
yuTto3amu 6ucdocdonatsl u 6s0kaTopbl RANKL-penen-
TOPOB UMEIT 0co60e 3HAaUYeHHe, T. K. Y OCTEOKJIACTOB U
Makpodaros 061U NyTh pa3BUTHUSA. B cBS3U ¢ 3TUM uc-
M0JIb30BaHUE UHTMOUTOPOB KOCTHON pe3op6Lyy, B T. U. B
KauecTBe NPOTHBOOIYXO0J/IEBBIX IPeNapaToB, 060CHOBAHO
natoreHetTnyecku [41]. B peTpocneKTUBHOM MHOIOLEH-
TpoBoM uccienoBanuu D. Chellapandian u coaBT. [42] usy-
yeHa 3 PeKTUBHOCTb MOHOTepanuu 6uchochoHaTaMu
B cMelllaHHOU rpyme (n = 18) B3pocibix u geteit ¢ [KJI
(MenunaHa Bospacta 23,7 roza, AuanasoH 5,7-38,3 roga).
Bce 6osibHble 6ObLIM C [1e6I0TOM WM MEepPBbIM pelu-
JAUBOM MHoroodarosoro MysabtucucremHoro I'KJL. Bce
MalMeHThl yKa3aju Ha yMeHbllleHue KOCTHOU 6osn. Y 13
(72 %) 60s1bHBIX 3aPUKCUPOBAHO MOJIHOE HCUE3HOBEHHUE
kocTHbIX ouaroB I'KJI (n = 13), a Takke KOXHbIX (n = 1),
runodusapHbix (n = 1) u aerouHbix (n = 1). Y 2 6071bHBIX
OTMevaJicsl YaCTUYHbIM 0TBeT, a y 3 — 3addekTa He ObLIO.
3-J1IeTHAS BbDKMBAEMOCTb 6e3 MporpeccUpoBaHUs COCTa-
Buaa 75 % [42]. TakuM 06pa3oM, BbICOKOBEPOSITHO, UTO
CTOMKUN NMPOTHUBOOINYX0JIeBblM 3pdeKT y mpeacTaB/IeH-
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Puc. 1. KT Tazo6egpeHHbix cyctaBoB. O6LWIMpHan 4eCTPyKLUMS 1eBON BEPTNYXHOM BNaauHbl (A) B gebloTe rmctmoumtosa nus kneTok Jlak-
repraHca u (b) yepes 12 mec. nocsne 3aBepLUEeHUs Tepanun KnagpmonHom

Fig. 1. Hip CT scan. Extensive destruction of the left acetabulum (A) at the onset of Langerhans cell histiocytosis and (5) in 12 months after
completing cladribine therapy

Puc. 2. KT TazobegpeHHbix CycTaBOB. [leCTpyKuusa LUerkn U BepTenoB npaBoi 6egpeHHon koctn (A) B pebioTe rmctmoumtosa
1 (b) yepes 12 Mec. nocne 3aBepLUeHNs Tepanum KNnagpuonHoM

Fig. 2. Hip CT scan. Destruction of the neck and trochanters of the right femur (A) at the onset of Langerhans cell histiocytosis
and (B) in 12 months after completing cladribine therapy

Puc. 3. KT TazobegpeHHbIX cycTtaBoB. [lecTpykums neBoi NoaB3AOWHOMW KocTh (A) B aebioTe rmctmoumTtosa n3 knetok JlaHrepraHca
1 (b) yepes 12 Mec. nocne 3aBepLUEHUS Tepanum KNnagpuovHoM

Fig. 3. Hip CT scan. Left iliac bone destruction (A) at the onset of Langerhans cell histiocytosis and (b) in 12 months after completing cladri-
bine therapy

HOT'0 HaMM OOJIbLHOTO ObLI O6YCJ'IOBJIeH JlIedeHHueM KakK
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