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HA SAMETKY

[aHHasi cTaTtbs nocTynuna B pedakuuio >XypHana wu OyaetT onybnukoBaHa nocre  MpOXOXOEeHUs!
peLEeH3NPOBaHNSA, KOPPEKTYPbI, peaakTypbl U BEPCTKU. [locne aToro 6yaet HasHa4yeH TOM M- HOMEP BbiMycKa
XypHana, B KOTOpoM cTaTbs OygeT onybnukoBaHa B OKOH4YaTenbHOW pepakumn. llocrne nybnukaumm B
OKOHYaTEeNbHOW pefakuumn ctaTbs OyaeT yoaneHa us gaHHoro pasgena.

CnepyeT 00paTuUTb BHMMaHME Ha TO, YTO CTaTbW B AAaHHOM pasfene He coaepaTt Bcex ombnmorpadunveckmx
AaHHbIX. OHM ByayT NPUCBOEHBI TONBKO NOCHE BKMNIOYEHUSA CTaTbM B TOT UMW MHOW HOMEP KypHana.

Kpome Toro, B npouecce NOArOTOBKM CTaTbM K nybnukauuu, Nocne CHATUS BOMPOCOB C aBTOpamMu MOryT
NPOU3ONTM W3MEHEHUS B €€ coep)xaHuu, TEeKCT CTaTbW MOXET W3MEHUTbCS nepen OKOH4YaTenbHOWm
nyonukaumemn.
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Pedepar

TMCTMOLMTO3 M3 KAETOK /\aHrepraHca OTHOCUTCS KKAOHAAbHbIM 3abOAEeBaHMAM CUCTEMbI KPOBM.
MNpn opHOOYaroBbix @GoOpMax MNPOBOAMUTCA AyYEBOE WAM XUPYpPruyeckoe AedeHue. [lpu
AMCCEMUHMPOBAHbIX MpoLeccax C MNOPaXeHUEM HECKOAbKMX CUCTEM MPOBOAUTCACUCTEMHAA
XMMUOTEPANuUs, KOTOpas MNO3BOAAET BbIAEUMTb 4YacTb MNaLMEHTOB. B cratbe npuBeAeHo
KAMHUYeckoe HabaopeHue 6oabHOro 40 AeT ¢ MHOroo4yaroBow, MYAbTUCUCTEMHOM $OPMOM
TMCTUOLMTO3a M3 KAETOK /\aHrepraHca C TMOPaXEeHWEM KOCTEM, TMEUYEHU, CEANE3EHKM,



abAOMMHAAbHbIX AMMOY3AOB U rMnodusa. AMarHo3 NnocTaBAEH Ha OCHOBAHWW TMCTOAOTMYECKOTO
M UMMYHOTUCTOXMMUUECKOTO aHaAM3a buontata koctu. Mytaummn BRAF V600OE no pesyabtatam
NOAMMEPA3HOMN LEMHOWN peakumn B ructobmnonTaTte He BbISBAEHO. [Tocae 6 KypcoB XMMMUOTEpPanuu
KAAQAPUOMHOM AOCTUTHYT CTOMKM MNPOTMBOOMYXOAEBbIM OTBET, AAfLMMca 30 mecsueB npwu
YAOBAETBOPUTEABHON NEPEHOCUMOCTMH.

KAlOUYEBBIE CAOBA: MMCTUOLMTO3 M3 KAETOK N\aHrepraHca, KNaApubuH, HecaxapHblvi anabet, BRAF

Cladribine chemotherapy of a patient with a multifocal, multisystem
form of Langerhans cells histiocytosis of a prognostically unfavorable
group. Case report.

Potapenko V.G.[1], Burlachenko E.P. [2], Imyanitov E.N. [3], Jean-Francois Emile [4],
Nebelitskaya O.V. [1], Kotova N.A. [1], Kozyro V.V. [1], Samorodova |.A. [1], Serkov A.V.[1],
Skoryukova K.A. [1], Turkevich E.A. [3], Zabutova E.V. [1], Medvedeva N.V. [1].
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Abstract

Histiocytosis from Langerhans cells refers to clonal diseases of the blood system. Patients with
localized forms have a better prognosis because radiation or surgical treatment can be
curative. If the process involves multiple organs, systemic chemotherapy can cure some
patients. In this article .a 40-year-old patient with a multi-focal, multi-system form of
histiocytosis from Langerhans cells with lesions in bones, liver, spleen, abdominal lymph nodes
and pituitary gland is described. Diagnosis was confirmed by histological and
immunehistochemical analysis of the bone. PCR-test revealed no BRAF V6OOE mutation in the
bone. He has got 6 cycles of cladribine chemotherapy. The tolerance was acceptable. A stable
antitumor response has been achieved, which lasts for 30 months.

Key words: Histiocytosis from Langerhans cells, cladribine, diabetes insipidus, BRAF

BBepeHUe.

F'McTMoumTapHble HOBOOOPA30BaHMSI OTHOCATCA K PEAKMM remobaacto3am M COCTaBASIOT
MeHee 1% 3AOKauyeCTBEHHbIX 3ab0AeBaHUN CUCTEMbI KPoBM [1]. B pa3Hble ropbl OnNucbiBaAUCh
AOKAAU30BaHHbIE U CUCTEMHbIE 3a00AEBAHUSA C Pa3AMYHbIMU OPraHHbIMU MOPAXEHUAMMU,
M3BECTHble MOA Ha3BaHUAMKU 0Oone3Hb XeHpa-LLoanepa-KpucueHna, AbTa-Netrepepa-Cuse,
TapatbiHOBa (903MHOOUAbHAA rpaHyAema), T[UCTMOUMTO3 X W AAHrEePraHCOKAETOUHbIN
rpaHynemaTto3. [locAe BbIABAEHWUSI TUMWUHBbIX MapkepoB B 1983 roay OHM ObiAM OOBEAMHEHBI
TEPMMHOM «TUCTUOLMTO3 U3 KAETOK NaHrepraHca» (TKA) [2].

Cuutaetcqa, uto B naTtoreHe3e rMCTUOLMTO30B BeAyLlasi POAb MPUHAAAEXUT MYyTaLMAM
FEHOB, KOAMPYHOLLMX BEAKM CUTHAABHOIO MyTU MWUTOr€H-aKTUBUPYEMBbIX NpoTerHKuHa3 (MAMK)
rmcTMoumToB. Yaule Bcero obHapyxmBatoT MyTauuu B reHax BRAF n MAP [3, 4]. Mo pa3HbiM
AaHHbIM, 0T 28% a0 87.8% naumeHToB ¢ KA nmetor mytaunio BRAFV60O0E, BTOpas no yacrtote
- MAP2K1 [5, 6, 7].

3aboneBaHME MOXET MNpoTekaTb B BMAE OAMHOYHOIO ovyara M AMCCEMWHUMPOBAHHOMO
npouecca ¢ nopaxeHnem OAHOW MAU HECKOAbKMX CUCTEM. Yalle BCEro nopaxarotca Aerkue,
KOCTWU, KOXa W LEHTpaAbHaa HepBHaa cuctema [8]. BoBAeUYEeHME KOCTHOM TKaHM - OAHO M3



camMblx YacTtbix nposaBAaeHUn TKA. Ao 57.3% nauneHToB MOryT MMETb O4YarM OCTEOAU3NUCA, U3 HUX
y 66% NpUCYTCTBYIOT U ApyrMe opraHHble nopaxeHus [8, 19]. o AaHHbIM rpynnoBbIX ONUCaAHWI
nopaxeHue neyeHru Moryt UMeTb A0 87% B3POCAbIX 6OAbHbIX ¢ TKA [13]. CUMNTOMbI BKAKOUAIOT
yBEAMUYEHWNE OpraHa, NOBbILLIEHWE aKTUBHOCTM NEYEHOUYHbIX $EePMEHTOB, rMNepbUAMpybMHEMMUIO,
acuMT, NOPTaAbHYO T[UMNEPTEH3UIO MWAM OYaroBblM OMNYXOAEBbIM npouecc. AAS  AMarHosa
AOCTATOYHO OAHOMO MpU3Haka MAM KX codeTaHun [14]. lNopaxeHue UEeHTPaAbHOW HEPBHOWM
CUCTEMbI BCTpPEYaeTca NPUMEPHO y TpeTu nauueHToB ¢ TKA. BoBaeueHne MOXET ObiTb B BUAE
AMODY3HOIO MAM OMYXOAEBOr0 MPOLIECCa, HO yvalle 3TO NPOSIBASETCS B BUAE MUKPOAAEHOMbI
rmnodusa ¢ BTOPUYHbIM HECAXapHbIM AMabeTom [8, 19]. BoBAeUEHME KOCTHOrO MO3ra CAyYaeTcs
peako npu FTKA - okono 4%, NO3TOMY UCCAEAOBAHME KOCTHOrO MO3ra PEKOMEHAOBAHO TOAbKO
npu Haamumm umtoneHmn [33]. OueHka pacnpocTPaHEHHOCTU MO3BOASET BbISBUTb MapKepbl
NPOrHo3a v BbibpaTb HAaMboAee IPDEKTUBHYIO TEPAMNMUIO.

Y 60AbHbIX C MHOrOO4YaroBbiM MPOLECCOM MPU BOBAEYEHWUWM OPraHOB PUCKA - MEYEHM,
cenesdeHku, LULHC n kocTHoro mosra - 3aboneBaHuWe npotekaer bonee arpeccuBHo [10, 11]. B
3aBMCMMOCTM  OT  pPacnpoOCTPaHEHHOCTM  Mpouecca  Ccneumasuctbl - MexayHapoAHOro
rmcTMoumMTapHoro obuiectBa BblAeAstoT 4 rpynnbl 60AbHbIX: 1) TKA ¢ M30AMPOBAHHbLIM
nopaxeHnem Aerkux, 2) KA ¢ oAHOCUCTEMHBLIM nopaxeHuem, 3) TKA ¢ MyAbTUCUCTEMHbIM
nopaxeHnem 6e3 BOBAEUEHUSI OpraHoOB pucka U 4) TKA ¢ MyAbTUCUCTEMHbLIM MOPaXEHUEM U
BOBAEUYEHWEM OPraHoB pucka [12].

CraHAQpPTOB A€YEeHMsi B3POCAbIX, B OTAMUME OT AETEW, MOKa HeT, MO3TOMYy CTENEHb
AOKA3aTEAbHOCTM  OOAbLUMHCTBA  pPekoMeHpaumi - D (akcnepTtHoe  MHeHue).  [pu
AOKaAM30BaHHbIX popmMax NPorHo3 bonee B6AAronpuATHbIN, T.K. 3IGPEKTMBHA MECTHAA Tepanus
[9]. MNopaBasatoulee OOAbLUMHCTBO OOAbHbIX ~ C - M30OAMPOBAHHbLIM AWCCEMWUHUPOBAHHbLIM
NMOPAXEHUEM AETKUX - KYPUABLLMKK, MO3TOMY AAS HUX MEPBbIM AEYEBHbIM BO3AENCTBUEM
cumntaetca npekpaweHue KypeHusa. Tpu HEIPOEKTMBHOCTM OTKasa OT KypeHusa W\MAU
BOBAEYEHWUN APYTUX CUCTEM NOKa3aHa XMMUOTEPanuS.

NCTOpUYECKM K OCHOBHLIM TMpenapartamM AeYeHUS AUCCEMUHUPOBAHHLIX dopm [TKA
OTHOCWMAMCb BMHOAACTUH, KAQAPUOWH W LUMTapabuH. B AeueHumn aerckoro M'K/A BUHOAGCTHH - OAMH
M3 OCHOBHbIX MpenapartoB, HO Y B3POCAbIX €ro WUCMOAb30BaHME 0Ka3aA0 MEHbLLYHO
3PPEKTMBHOCTb U XYALLYHO MEPEHOCUMOCTb, B OTAMUME OT LMTapabuHa u KanappubuHa [24, 25,
26].

AN MEPBOM  AUHWUKU . XUMMOTEPANUM  AUCCEMMHUPOBAHHbIX dopm [TKA  MHOrMmU
3KcnepTaMu pekoMeHAOBaH PUCK-aAaNTUPOBAHHbIKM NMOAXOA: €CAM BOBAEUYEHbI OpraHbl PUCKa, TO
NPUMEHAETCA KAAAPUOUH, @ ECAU HET, TO uMTapabuH [15, 16, 17]. Cneunannctsl HauMoHaAbLHOM
pakoBon cetn CLUA B kauyecTtBe NEPBUYHOM TEPANUM PEKOMEHAYIOT MPUMEHATb TaApPreTHble
AeKapcTBa: MHIMBUTOPbLI NpoTeMHKknHa3 MAIK-nyTh, B TOM uucAae BeMypodeHnb ,pabpaduHmnob,
TPaMeTuHMb U1 KobumeTuHMb [18, 23]. 3TM npenapatbl BbICOKOIPDEKTMBHBI, OAHAKO WX
NPUMEHEHWE COMPOBOXAAETCA BbICOKOW YACTOTOM HeXeAaTeAbHbIX ABA€HWW. Tak, B OAHOM M3
caMbIX KpYMnHbIX UCCAeAOBaHUM BTOpon ¢asbl VE-BASKET 6bin0 NpoaHaAM3MPOBAHO AevYeHue
BeMypopeHnbom 26 naumeHToB ¢ MyTaumen BRAFV600E 1 pasHbiIMK BUAAMU TMCTUOLMTO30B. Y
BCEX MALMEHTOB AOCTUTHYTO KAMHMUYECKOE YAYYLIEHME U KAaK MUHUMYM cTabuausaumsi, no
AaHHbIM KT. Mpu meanane HabalopaeHus B 28.8 mecsiLeB MeAnaHbl 00Ler BbKMBAeMOCTU U
BbIKMBAEMOCTM 6€3 MPOrpeccupoBaHUA He AOCTUIHYTbl. ABYXAETHAS 06Was M BbIXMBAEMOCTb
6e3 nporpeccupoBaHust coctaBuraa 96% n 86%. He cmoranm npuHumaTtb BemypadeHub no
NPUYNHE HEeyAOBAETBOPUTEABHOW NepeHocrmMocTn 8 (30.7%) 6OAbHbIX, OCTaAbHbIE HYXAAAWUCH B
CHWXEHUN AO03bl WMAM MNpPeEPbIBaHWMM NpueMa npenapata [27]. BepoatHo, u3-3a NOHBOYHbIX
3pPeKTOB M BeccpouyHOro npuvema TapreTHble npenapatbl B MEXAYHAPOAHbIX 3KCMEPTHbIX
PEKOMEHAAUMAX TMPUHATbI TOABKO AASl MAUMEHTOB C PEUMAMBHBIMU WMAK  pedpaKTePHbIMU
dopmamn TKA [16]. Bbibop nepBUYHON Tepanuu 3aBUCKUT OT MNPEANOYUTEHUN KAUHWUKK W
AOCTYMHOCTK NpenapaToB.

MpeacTaBAeHHaA nybAuKauusa — yacTb paboTbl LEHTPA MO M3YYEHUKD TMCTUOLMTO30B Yy
B3pOCAbIX. PaHee Obinv onybAMKOBAHbI KAMHUUYECKME HAOAOAEHWS NMAUMEHTOB C OOAE3HbIO
Pozan-AopdmaHa, AAK-MO3UTUBHbLIX TUCTOLMTO30B, OOAE3HBIO KKKyun-OyaXMMOTO, NepBble
COBCTBEHHbIE A@HHbIE MO MOAEKYAAPHOW AMArHOCTUKE M 0630p AMTEpaTypbl MOCBALEHHbIN TKA
[34-40].

TeueHne TKA BapbupyeT OT naumeHTa K MaumeHTy, NO3TOMY OMMCaHUA KAMHUUYECKMX
HaOAIOAEHUI MMEKT NpPakTMUYeckuint uHTepec. Lleab paboTbl - NPeACTaBUTb NPOSABAEHWUS



3aboneBaHUA U Tepanno nauneHTa c MHOroo4aroBom MyAbTMCMCTeMHOVI (])ODMOFI T’MMCTUOLINTO3a
N3 KAETOK A\aHrepraHca c nopaxeHmem OopraHoB pUCKa.

KAMHUUecKkoe HabAlopeHHe

MaumeHT B 2015 roay B Bo3pacte 35 AeT obpatA BHUMaHWE Ha NoAnyputo. Mpu
obcAep0BaHMM BbIIBAEHA MUKpPOapeHoMa runodusa. AMarHoCTMPOBaH HecaxapHbli AMabet u
HauyaTta Tepanua AECMOMNPECCUHOM.

Yepes 2 ropa, B 2017 roay, NOABUAUCH YMEPEHHblE Hapactalowmne 60oAM B Ta3obeApPEeHHbIX
cyctaBax. B ¢eBpane 2020 ropa 0O6HAPYXEH OCTEOAUTUYECKUI MPOLECC U MATKOTKAHHbIN
KOMMOHEHT B 6€APEHHbIX M Ta30BbIX KOCTAX.

B mapte 2020 ropa BbINOAHEHA KEPH-OMOMNCUA KPbIWKM BEPTAYXHOM BMaAuHbL. B
6uonTtate cpear GUOPO3HOM TKAHU C OCTAaTKAMM KOCTHbIX OAAOK BbISIBAEH HEPABHOMEPHbIM
CMELLUAHHO-KAETOUYHbIN MHOUABTPAT C BbIPaXXEHHOW NPUMECHID 903UHODUAOB U NMOAAMU KPYMHbIX
OMYXOAEBbIX KAETOK C OOLIMPHOW 303UHODUABHOM LIMTONAA3MON U 60OOBUAHBIMU AAPAMMU.
KnaeTku akcnpeccuposanm CD1a, S100, AanrepuH n CD45. Mytaummn reHa BRAFV600E B KpoBHM
n rmctobuonTate METOAOM NMOAMMEPA3HON LEMHOM peaKkUumMm He 0OHapYXEHbI.

BbinoAHeHa NO3UTPOHHO-9MUCCUOHHAA Tomorpadusa BCEero Tena c 5-
OTOPAE30OKCUTAKOKO30M, COBMELLEHHAA C HU3KOAO30BOM KOMMbIOTEPHON TomMorpaduen (KT). B
OPHOLLIHON MOAOCTM ODBHApPYXEHO YBEAMUYEHUE Cene3eHKU A0 127x66x164 mm, ABa AMMOy3na
pasmepamum 18x25x32 MM C MaKCMMAaAbHOM CTEMEHbLIO HAKOMAEHMS papvodapmmpenapara
(standardized uptake value - SUVmax) 9.66, yBeAMYEHUE HAPYXHbIX MOAB3AOLUHbLIX Y3AOB
cnpaBa - 14x12 mm ¢ SUVmax 3.38, cneBa 13x12 mm ¢ SUVmax 2.08, BHYTPEHHErO
NOAB3AOLIHOMO cAeBa - 10x9 mm ¢ SUVmax 2.82. Takxe BbiiBA€Hbl OOLIMPHbIE YYaCTKK
AECTPYKLMN C  MSATKOTKAHHbIM  KOMMOHEHTOM U NEPUPOKAAbHbIM  YNIAOTHEHUEM  KOCTHOM
CTPYKTYpPbl B TEAE U KPbIAE AEBOW MOAB3AOLLUHOM KOCTM ¢ SUVmMax 18.04, B Tene 1 BETBU AEBOM
cepanmHoM Koctn ¢ SUVmax 10.78, werke u. Bepteaax npaBoir beppeHHor kKoctv ¢ SUVmax
16.79. SUVmax nyaa kpoBu B aopte - 1.41, B yBeanuyeHHon neveHn (KBPMAL 200 mm) -
SUVmax 2.82.

MpoBeAEH CKPUHWHI MOPaXXE€HWsi NeYEeHU WU KOCTHOro Mo3ra. BbiiBAEHO noBblWEHWE
AKTMBHOCTU LLEAOYHON docdaTtasbl ¢ NPEBbLILLEHNEM BEPXHEN TPaHULbI HOPMbI B MOATOPA pasa,
6e3 LIMTOAK3A, rmnepobuAnpybuHeMum n NOBbILLIEHNS aKTUBHOCTH ramma-
rAyTaMUATpaHcnenTMaasbl. [oBbILLEHME  aKTMBHOCTM  LWEAOYHOM  ¢docdaTasdbl, Haubonee
BEPOATHO, ObINO CBA3AHO C OCTEOAUTUYECKUM MPOLECCOM, OAHAKO C YUETOM renatomMeranmm He
NPEACTAaBASIAOCb BO3MOXHbIM UCKAKOUUTL U MOPAXEHUE NEUYEHOYHOM TKaHW. LinToneHmmn He BbIno,
MO3TOMY MCCAEAOBaHME KOCTHOrO MO3ra He  BbINOAHAAOCb. BepudouumpoBaH AMarHoa:
«MCTMOUMTO3 U3 KAETOK NaHrperaHca, C MOpaXxeHuem runodusa, Cene3eHKU, MNeYeH!,
Ta30beApPeHHbIX  CyCTaBoB, abAOMWHAABbHbIX  AMMOOY3AOB».  KAMHMUYECKM  3HAUUMbIX
COMyTCTBYIOLWMX 3a60AEBAHUIN HE BbINO.

B TeueHne 6 mecsaueB 60Ab B CycTaBax MEAAEHHO HapacTana. [lepea HavyanOM AeUYeHUs
6bINO - BbIMOAHEHA MOBTOPHAA  NPULEAbHAA KOMMbKOTEPHAA TOMoOrpadusa Ta3obeApPEeHHbIX
cycTaBoB. B monocTM 06ouMx CycTaBOB BbIIBAEHA XWMAKOCTb cripaBa A0 2.5 MM U caeBa A0 7.8
MM; OBHapy>XXeHbl KPYMHbIE 30HbI OCTEOAM3UCA HENPABUABHOM GOPMbI C HEYETKUMU KOHTYpPaMu
A0 47X17 MM, YepeAyrLIMMUCS C 30HAMW OCTEOCKAEpO3a B 00AACTM LLENKM, BOAbLLOTO M
MaAOro BEPTEAOB, MPOKCUMAaAbHOTO AMadu3a npaBon BeApeHHOW KOCTU. AHAAOTMUHbBIE 30HbI
AECTPYKLUMN C OKPYXAMLIMM OCTEOCKAEPO30M OMPEAEAiAUCb B 0OAACTM AEBOM AOHHOM,
CEeAAAVLLHOM C pPacnpocTpaHEHMEM Ha KpPbIAO MOAB3AOLLIHOW KOCTWU. Pasmepbl ovaros
AECTPYKLMKN AOCTUraAU 46x16 MM, YacTb M3 HUX OTKPbIBAAAChb B MOAOCTb A€BOIO Ta300eAPEHHOMO
cycTaBa. Kpbilla AeBOW BEPTAYXHOW BnaauHbl Bbina dparmeHTUpoBaHa. HecmoTtpsa Ha obbem
NMOPaXeHUs MOABWXHOCTb NauUMEHTa M CMOCOOHOCTb cebsi 0OCAyXMBaTb MPAKTUYECKU He
YXYALLUMAUCD.

B cBA3M C NopaxeHWem LEHTPaAbHOW HEPBHOM CUCTEMbI M MEYEHU ObINO MPUHATO
peleHne 0 XMMMoTepPanuu No nporpamMmme BbiICOKOro pucka. C 24.09.20 ropa HauyaTo AeYeHUe
KAAAPUOMHOM B CTaHAApPTHOM A03e 5 Mr/mM2 - 5 aAHen 28-pAHEBHOro Kypca. B cBsisu ¢
BOBAEYEHUEM KOCTEM MPOBEAEHO AEUYEHWME 30AEHAPOHOBOW KUCAOTOM 4 MI BHYTPMBEHHO
KaneAbHO OAMH pa3 B MeCSl, B TEYEHME MOAYroapa. YXXe NocAe NepBOro kKypca naumeHT OTMETUA

1 KBPII/| - kocoit BepTUKa/IbHbIM pa3Mep NMpaBoi A0JU NEYEHU



yMeHbLUEHUE 60Aelt B Ta3obeApeHHbIx cyctaBax. o AaHHbIM MNOBTOPHOM KT, BbIMOAHEHHOM
nepea BTOPbIM KYPCOM, OTMEUYEHO YyMEHbLUEHWE Pa3MepoB Cene3eHKn A0 86x53x136 MM U
AMMbapEHONaTUN: MNapaaopTaAbHble Y3Abl YMeHbWMAMCb A0 14x11 MM. MArkoTKaHHble
KOMMOHEHTbI U BbINOT B CyCTaBax He BU3yaAM3MpPOBaAUCb. Quarn octeoAnsnca - 6e3 AMHaMUKM.
AOCTUTHYTO KAMHMYECKOE M AabopaTopHOE yAyYLLEHME.

CyMMapHO NPoBEAEHO 6 KypCOB XMMMUOTEPanun KnapprbunHom. 3aBepLuatouimii Kypc Obia
OTAOXEH Ha Hepeanto B cBA3M ¢ bBeccumntomHor KOBWU3-19 uHdekumen. B octanbHOM
NepPeHOCUMOCTb LIMTOCTAaTUYECKOW U COMPOBOAUTEABHON Tepanum Bbira YAOBAETBOPUTEABHOM.

AKTMBHOCTb LLLEAOUYHOM docdaTasbl KPOBM HOPMaAU3oBaAach. [10 pe3yabTataM NOBTOPHOM
KT B mapte 2022, uepe3 12 mMecsAUEB MNOCAE 3aBEPLUEHUA XUMMUOTEPANnuKU, OTMEUYEHO
coxpaHeHue ymepeHHow cnaeHomeraamm 83x57x144 mm u renatomeranmn (KBPIMAL198 mm)
6e3 yBeAMUYEHUss AMMOATUUECKMX Y3A0B. OuarM OCTEOAM3MCA 3aMeLLEHbl KOCTHO-XPSILLEBOM
TKaHbO (puc. 1-3).

PucyHok 1. O6LiMpHaa AECTPYKLMS A€BOM BEPTAY)XHOM BnaaMHbl B Ae6toTe (CBepxy) M yepes 12
MeCSALEB NOCAE 3aBEPLUEHUSA TEPANUN (CHU3Y).




PucyHoK 2. AeCTpyKuuMs LLENKK, BEPTEAOB NpaBon 6eApeHHOM KOCTU B AebtoTe (CBepxy) U uepes
12 mecaueB NOCAE 3aBEpPLLEHUSA Tepanuu (CHU3Y).

PucyHok 3. AecTpykumsi AeBOM MOAB3AOLLHOW KOCTU B AebtoTe (CBepxy) M uvepe3 12 mecaueB
nocAe 3aBepLleHus Tepannu (CHU3Y).

MocAe 3aBePLUEHWUS AEUYEHWUS] NaLMEHT MOAHOCTbIO BEPHYACA K MOBCEAHEBHOW XWU3HM.
HecaxapHblii AMaber coxpaHAeTCsi, OAHaKO APYrMX KAMHUYECKUX MPOSBAEHW OOAE3HM HeT.
Mepuroa HabatoaeHns 30 mecaues.

O6cyxaeHue

MMCTMOUMTO3 M3 KAETOK AaHrepraHca BCTPeyaeTcs PeAkO M MOXET OTAMYaTbCA Mo
TEYEHUIO OT NaUMEHTa K MauMeHTy U NEepPUoA OT MOSIBAEHUS SHAOKPMHHOIO OCAOXHEHUA AO
AMArHo3a AMCCEMUHUPOBAHHOW ¢opmMbl KA, Kak Yy MPEeACTAaBAEHHOrO MNaUMEHTa, MOXET



3aHMMaTb HECKOABKO A€ET. Tak, Mo pe3yAbTaTaM aHaAM3a YETbIPEX UCTOPUI BOAE3HU, Nepuop oT
AebtoTa HecaxapHoro anabeta Ao Bepudurkaummn anardHosa NKA anarHosa 6bin 61 (24-138) mec.
[8].

MNopaxeHne neyeHM uyacto ObiBaeT npu MHorooyaroBon ¢opme T[KA. O6blYHO
BOBAEUYEHWE MNPOSIBASIETCH COYETAaHWMEM renatoMeranuMu, UMTOAM3a W/WAM XOAecTasa. Pexe
BCTPEYAETCA W30AMPOBAHHOE YBEAMUYEHME TNEYEHWU, KaK Yy MNPEACTaBAEHHOro OOAbHOrO.
Hanpumep, B nccanepoBaHmmn Abdallah M 1 coaBT. nopaxeHue nevyeHn ObIAO BbISIBAEHO y 22
NauMeHTOB, M3 KOTOPbIX y 6o0Ablien vactM (N=16, 73%) ObIAO YBEAMUEHWE pPaA3MEPOB MU
N3MeHeHne GYHKLUMOHAAbHbIX NPo6. Y ABYX (9%) 6OAbHbIX padmepbl ObiA B HOPME, U Y YETbIPEX
(18%) maumMeHToB OTMeyanacb W3OAMPOBAHHAA renatomeranMss 6e3 OTKAOHEHWUW B aHaAM3ax
[13].

B nocnepHWe roabl, BbiOMpas CxeMbl A€YEHUSA pa3HbIXx 3aB0AEBAHUM, KAUMHULUCTbI BCE
LUMPE WUCMOABbIYHOT MOAEKYAAPHO-TEHETUYECKYIO AMArHOCTUKY. [Moka3aHo, 410 y AeTen MyTauus
BRAFV600OE wuJalle conpoBOXAAET AWMCCEMWHUPOBAHHbLIM MNPOLECC W' MNOBBLIWEHHbIA PUCK
XumuoyctonunmBocti [7, 20]. Y B3POCAbIX TakOW KOPPEAALMM MOKa He BbiIABAEHO. Tak, B
nccaepoBaHmsax Huang H n coast. n Stathi D u coaBT. npoaHaAn3npoBaHbl AaHHble 67 1 31
naumMeHtoB ¢ NKA, 1 KAMHMUYECKOrO 3HA4YeHUA MyTalMW He YCTaHOBAEHO [21, 22]. Bo3aMOXHO,
aHann3 bonee KPyMNHbIX FPynn ONpPeAeAuT €€ MNPOrHOCTUYECKYH ~LEHHOCTb, UTO MPUBEAET K
AMbdEpPEHUMPOBAHHOW XUMUOTEPANUMN.

KnappnbuH  OTHOCUTCA K KAAcCy  aHTMMETaboAMTOB M MNMOKas3aA  BbICOKYHO
AHTUNPOAMDEPATUBHYIO ~ aKTMBHOCTb  NMPU  3AOKAYECTBEHHbIX  3ab0OAEBaHUAX  KAETOK
MOHOLMTAPHOro-MakpodaraAabHOro 3BeHa, B TOM YMCAE TUCTUOLMTO3ax [28, 29]. Tak, B pabote
Goyal G. 1 coaBT. PeTpOCNEKTUBHO NPOaHaAM3MPOBaHbl Pe3yAbTaTbl A€YEHUA OAHOW U3 CaMblX
KpynHbIX (N=38) rpynn B3POCAbIX MaUUEHTOB C AMCCEMUHUPOBAHHbLIMKU dopmamu TKA. Y 29
YeAOBEK npenapar NPUMEHSAACS B KauecTBe MEPBON AMHMK, U O NALMEHTOB pPaHee yXe MOoAyYaAu
xMmuoTepanuto. Yactota obuiero otBeta — 79% (n=30), NOAHbIN OTBET AOCTUTHYT Yy 26% (n=10) n
4acTUUHbIKM Y 53% (N=20). Y 60% naumMeHToB C rTMCTUOLMTAPHbLIM NOPAXEHUEM AErKUX OTMEUYEHO
YAYULLIEHME AbIXaTeAbHOM OYHKUMKW. MeanaHa HabaopeHWs cocTaBuAa 6.3 ropa. Cpeawn
NaUMEHTOB C AOCTUIHYTbIM NMPOTUBOOMNYXOAEBbIM OTBETOM 1-, 3- U 5-AeTHAS BbIKMBAEMOCTb AO
nporpeccupoBaHusa coctaBuna 80%, 80% n 70% cooTtBeTcTBEHHO. lepeHocumocTb Obina B
LEeAOM YAOBAETBOPUTEAbHAR: HEXeAaTeAbHble ABAEHUA 3-4 cTeneHn 3adUKCUPOBaHbl Y Tpex
naumMeHToB. B u4acTHOCTM, y ABOWMX pasBUAACb AUMPONEHUSS U Y OAHOro ¢ebpuabHas
HenTponeHus. Ewe y O0AHOro 60AbHOrO ObiAa  AEKOMMEHCALMS XPOHUUYECKON CEepAEYHOM
HEAOCTATOUHOCTU, MPEANOAOXUTEABHO CBSI3aHHaA ¢ KnappubuHom [30]. YAOBAETBOPUTEAbHAS
NEePEHOCMMOCTb M BbICOKasi 4actotTa MHOFOAETHUX PEMWUCCUM MO3BOASIET OXMAATb CTOMKOIO
oTBEeTa y NPeACTaBAEHHOrO NaumneHTa.

B cBSA3U C OCTEOAUTUUECKMM NPOLECCOM OOABHOM MOAyYaA 30AEHAPOHOBYHD KUCAOTY. AAS
NaLUEHTOB € rMCTUOLMTO3aMK BuchocdoHaTbl M bArokaTopbl RANKL-peuentopoB MmetotT ocoboe
3HaueHue, T.K. OCTEOKAACTbl W Makpodarn WMerT o6Wwuh nyTb pPasBUTUSA. Moatomy
NCNOAL30BaHNE MHTMOUTOPOB KOCTHOM Pe30pbLmMM, B TOM YMCAE B KAUYECTBE MPOTUBOOMYXOAEBbIX
npenaparoB, 060CHOBaHO MaToreHetMyecku [31]. B pPeTpocnekTMBHOM MHOrOLEHTPOBOM
nccnepoBaHum  Chellapandian D. u  coaBT. wu3yyeHa 3OPEKTMBHOCTb MOHOTEPANUK
6ucpocdoHatamm B CMeLLAHHOM rpynne (n=18) B3pOCAbIX U AETEN C MeAMAHOM Bo3pacTta 23.7
(5.7-38.3) neT. Y Bcex BbIA Ae6LOT MAM NEPBLIN PELMAMB MHOMOOYAroBOro U MyAbTUCUCTEMHOIO
KA. Bce maumeHTbl yKa3aAnm Ha yMeHblleHue occanrnu. Y 13 (72%) 3aduKcMpoBanmd MOAHOE
MCUYE3HOBEHWNE KOCTHbIX (N=13), a Takke KOXHbIX (N=1), runodudapHbix (N=1) 1 AerouHbix (n=1)
oyaroB. Y 2 6OAbHbIX OTMEUEHO YaCTUYHOE AEUCTBUE U Yy 3 apdeKkTa He ObIn0. TpexneTHAs
BbXMBaeMocTb 6e3 nporpeccupoBaHus bbina 75% [32]. Takum 06pa3omM, BbICOKO BEPOSATHO,
YTO CTOMKWM MPOTUBOOMYXOAEBbIN 3PPEKT Yy NPEACTABAEHHOTO BOABHOrO 6biA 0OYCAOBAEH Kak
KAAAPUOMHOM, TaK U 30AEHAPOHOBOM KUCAOTOM.

BbiBOA

Tepanua KAnappUOMHOM  MauUMEHTa € TUCTMOLMTO30M M3  KAETOK AaHrepraHca
NMPOrHOCTUYECKM HEDAAronpuATHOM rpynnbl NPUBEAA K ObICTPOMY CTOMKOMY OTBETY MNpU
YAOBAETBOPUTEABHOW NEPEHOCUMOCTH
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