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K/IMHUYECKOE HABJIIOAEHHUE YCIIEIIHOI'O JIEYEHUA BRAF-UHTUBUTOPOM
HEINPEPBIBHO PEHUJUBUPYIOLIEI'O TIMCTUOLUTO3A U3 K/IETOK JIAHI'EPTAHCA

Pe3ome

Pe3ynbTaThl JledeHHUs] 6ObHBIX TUCTUOLUTO30M U3
kyetok Jlanrepranca (['KJI) B HacTosiLee BpeMs ABJIS-
I0TCSl BecbMa ycrnelwHbIMU. COBpeMeHHble MPOTOKOJIbI
nedenus LCH 111, LCH IV no3Bosig0T N0JIy4YuTh NPaKTH-
yecku 100% BeDKHMBaeMOCTb Ipu ofHocucTeMHOM ['KJL.
B ciiyyasix MyJIbTUCUCTEMHOTO 3a00JIeBaHUS 5-JIeTHSAS
o61mast BbkuBaeMocTb (OB) cocraBasieT 81,2%. Bo3Hu-
Kawllye PenuanuBbl TPeGYIOT 60Jiee MHTEHCUBHOM IMO-
JIMXUMHUOTEpPAIMK, KOTOpasi sIBJsSieTCs JOCTaTOYHO 3¢-
dextuBHOU (5-seTHsa OB nmpu penuauBax JOCTUTAET
85%), HO BeCbMa TOKCUYHOH.

OAHOM M3 BO3MOXKHBIX ONIMHI B JIEYEHUU PELUIUBOB
['KJI aBasieTca TapreTHas Tepanus, HalpaBJeHHas Ha
myTauuio B reHe BRAF, kotopast npucytctByeT y 60%
60sbHBIX [KJI. BRAF-UHIMOUTOPBI TOJIBKO HAaYMHAKOT
ucnosb3oBarbcd npu 'KJl y geTteid, Ho npefiBapuTeb-
Hble pe3y/IbTaThbl 03BOJSIOT HaZlesiThbCs Ha BBICOKYIO
3¢ PEKTUBHOCTD U HU3KYH TOKCUYHOCTb.

B HacTosiie#l cTaThe NpeAcTaB/eH CA0KHBIA AUP-
depeHIMANBHO-ANATHOCTUYECKUH U TEPAaNleBTUYECKU I
cny4ait TKJl y pebenka 4 jetT. /le6oT 3a60/1€BaHUSA C
KOXHBIX MpPOsIBJIEHUH NpUBeJ K OLIMOOYHOMY [ua-
rHO3y aTONHWYECKOro AepMaTuTa, HeaPpPeKTUBHOE Jie-
YeHHe KOTOpPOro TONUYECKUMH KOPTHUKOCTEPOHUAAMHU,
NpUCOeJMHEHUE CHUCTEMHBIX MOPaKeHUH 3aCTaBUJIO
YCOMHHUTBCS B JJMUarHo3e U MPOBECTH OUOICHIO KOXU.
Ha moMeHT mnosyyeHus: Mop¢do-UMMYHOJIOTUIECKOTO
3akstouennd, 'KJI pucceMuHnpoBast 0 MyJbTUCUCTEM-
HOr0, MHOr004aroBoro 3aboJ/ieBaHHs, KOTOpOe Mpo-
rpeccupoBa’io Ha ¢poHe NPOBeJeHHUsI TepANUU IePBOX U
BTOpOM JMHUU. [lonbiTKa Tepanuu BRAF-uHru6uTopom
(BeMypadenunbom) okazasnach ycneumHoi. [loayden ya-
CTUYHBIN 3QDEKT.

KioyeBble cj10Ba: rucTUOLUTO3 U3 KJIeTOK JlaH-
repraHca, gepmatut, MmyTtanuss BRAFV600, Bemypade-
HUO, JIETH.
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CLINICAL CASE OF SUCCESSFUL TREATMENT OF CONTINUOUSLY RECURRENT
LANGERHANS CELL HISTIOCYTOSIS WITH BRAF-INHIBITOR

Abstract

Nowadays, treatment results of Langerhans -cell
Histiocytosis (LCH) are successful. Modern treatment
protocols LCH III, LCH IV can reach 100% survival in
patients with single-system LCH. In case of multisystem
disease, 5-year overall survival (0S) is rated at 81,2%.
Relapses should be treated with more intensive
polyshemotherapy, which is working (5-year OS in
relapses reach 85%), but highly toxic.

One possibility in LCH relapses treatment is targeted
therapy of gene BRAF mutation, that detected in 60% of
patients with LCH. BRAF-inhibitors just came into use in
pediatric LCH practice, but preliminary results hold out
a hope of high efficacy and low toxicity.

[uctuouuTtos u3 kjertok Jlanrepranca (['KJI) sB-
JIIETCS peAKUM HOBOOGpa30BaHHEM, BO3HUKAIOIUM
W3 TeMOIO03THYECKUX MUEJOUZHBIX KJETOK-Tpelie-
CTBEHHMKOB, KOTOPOE B /IBa pa3a yallle OpaKkaeT AeTer
MY’KCKOTO ToJia 6es10i packl. YacToTa BCTpeyaeMoCTH
cocTaBJisieT OT 4 710 5 c/y4yaeB Ha MUJIJIMOH JIETCKOTO
HacesieHUs B Bo3pacTe oT 0 10 15 s1eT B rof. CaMbIi BbI-
COKUH ypOBeHb 3a00JIEBAEMOCTU HAGJIIOAAETCA Cpeau
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In the current issue a difficult differential, diagnostic,
and therapeutic clinical case of LCH in a 4-year
patient is presented. Onset of disease was as skin
lesions, that became a reason of mistaken diagnosis of
atopic dermatitis, ineffective treatment with topical
corticosteroids, joined systemic signs throw discredit
upon diagnosis and perform a skin biopsy. At the time
of morpho-immunological diagnosis LCH disseminated
as multisystem, multifocal disease, that progressed on
first- and second-line therapy. Trying to treat with BRAF-
inhibitor (vemurafenib) became successful. A partial
effect was achieved.

Key words: Langerhans cell Histiocytosis, dermatitis,
BRAFV600 mutation, vemurafenib, children.

neteit go 1-2 set [1].

Haubosee 4vacto 3abosieBaHMEe MOpaXkaeT KOCTH
(80%), koxy (33%), runodus (25%), neyenb (15%),
cene3eHKy (15%), kocTHbiN Mo3r (15%), erkue (15%),
quMmoaTrdeckue y3ibl (5-10%) U LeHTpasbHy HEPB-
Hyt cucteMy (2-4%). CucTeMHble CUMIITOMBI, TaKue
KaK JIMXOPaJIKa, BAJIOCTb U MOTePsl Beca, MOTYT OTMe-
4aThCsA Y NALMEHTOB C OJHOCUCTEMHBIM UJIU MYJIbTHUCH-



KJINHNYECKOE HABJIOQEHUE

CTEeMHBIM 3a6oJieBaHKeM. JluxopaZka HabJrofaeTcs B
50% ciyyaeB. PazHooGpa3ue cMMITOMOB CIIOCOGCTBYET
BBICOKOM 4acTOTe OLIMO0YHBIX AUarHo30B (16%), 4To B
JlaJIbHeHIlIeM NPUBOAUT K AUCCEMUHALUY NTATOJIOTHYe-
CKOT0 TIpoIecca ¥ 3a/lepKKe B Tepanuu [2,3].

Koxa aBsseTcs BTOpOY MO 4acTOTe MOpakeHUs CHU-
cteMoi opranuama npu ['KJI. BoBsieueHue Koxu B ma-
ToJlornyeckuil mpouecc B 87-93% comnpoBoxjaeTcs
MyJIBTUCUCTEMHBIMU NPOSIBJIEHUSMU 3aboJieBaHUs. B
C/ly4yasix KOXKHBIX OPAXKEeHUU Y GOJIbHBIX IPUCYTCTBY-
0T W Jpyrue KJWHUYEeCKHWEe CHMITOMBI: JIMXOPaJKa
(52%), renatomeranus (52%), cnsiieHomerasnus (48%),
oYyaru AecTpyKuuu B KocTsxX (39%) u oyaroBble u3Mme-
HeHus Jierkux (36%). M3o1mpoBaHHas KoXKHas/CIU3U-
cras sokanusanus JIK Bcrpevyaercs y 2% 60/bHBIX H,
KaK MpaBWJIO, aCCOLIMUPOBAaHa C XOPOLIMM MPOTHO30M
IpY NPOBeJeHHUU COBpEMEHHOM Tepanu# [1].

Juna TKJT xapakTtepeH moJiMMOpdU3M KOXHBIX BbI-
ceimaHuil. OYary Ha KoXe pacroJsiararoTcs CUMMeTpHY-
HO, TeHepaJN30BaHoO, 4Yalle BCEro JIOKaJIU3YITCA Ha
KO)Ke TOJIOBBI U Ty/0BUILA. [Ipy ocMOTpe KoXHbIE MO-
pakeHHUs1 HAIOMHUHAIOT ce60pENHBIN UM aTONUYeCKUH
JlepMaTUT, 3K3eMy. JJIEMEHTHl CbIMU IpeJCTaBJEHbI
TOYEYHBbIMHU 3PUTEMATO3HBIMU WJIM TeJEeCHOro LBeTa
nany/JaaMu Wid NyCcTyJaMU, BO3MOXHO IPUCYTCTBUE Tie-
TeXUd C YellylKaMH, KOpKaMu uid 6e3 Hux. OnvcaHbl
3JIeMeHTbl NypNnyphl NpU KOXKHOHU Jokanusanuu ['KJI. B
pAjfie caydaeB KOXKHble MOPaXKEHUS MOTYT HallOMUHATh
KCaHTOMBI, BUTHUJIUTO, KPAIMBHUIY, YTO CYLeCTBEHHO
3arpynHset auarHoctuky I'KJL. B Bujie eMHMYHBIX Ha-
6JII0IeHUI TIPUBOASITCS KOXKHbIE MOPAXKEHHs], HATOMHU-
HaIMe KaHJAWJ03, KOrja TOJbKO MHUKpPOGUOJIOrHYe-
cKas ujeHTUHUKalusa rpu6oB poja Candida noMoraer
MO TBEPAUTD IGO0 ONPOBEPTHYTh JUArHO3 [4].

C ydyeToM yactoro nopaxeHus Koxu npu ['KJI, na-
LJMEeHTHl Ha NepBOM 3Tale MoNafalT Ha NPUEM K Bpa-
4y-ZlepMaToJIOTy, KOTOPBIH, M003peBasi aTONUYECKUN
JlepMaTUT, 1COpUa3 WM 3K3eMy, peKOMeHJyeT Tepa-
U0 TONMHYECKUMHM IJIIOKOKOpPTUKOCTeponAaMu. Ho
nopaxkeHus koxu npu ['KJI npakTruyecku He pearupy-
10T Ha IPOBOAMMOE MeCTHOE JieYeHHUe, YTO 3aCTaBJsET
YCOMHHUTbCSI B IMarHO3€ U MPOBECTH OHOMCHUI0 KOXKH C
Hoc/AeAyIOmUM MOP(O-UMMYHOJOTHYECKUM HCCIEAO0-
BaHUEM.

CoBpemenHas Tepanuda 'KJI npoBoguTca no npoTo-
kosiaMm LCH-III u LCH-IV (BuHGJIACTHH, TPeAHU30JI0H,
METOTpeKcaT, 6-MepKanTonypuH). [[porHo3 npu opHo-
cuctemHoM ['KJI xopowmuit ¢ npaktudeckd 100% BbI-
KUBAeMOCTbI0. [Ipy MyJbTHCHUCTEMHOM 3a00JiIEBAHUU
5-neTHsiA 6eccobbiTHiiHAA BelkHMBaeMocTb (BCB) co-
craBsieT 49,4%, obuas BeDKHBaeMocTh — 81,2%. Kak
NpaBUJIO, PELIUIUBbI BO3HUKAIOT B MeCTaX NepBUYHON
JIOKaJIn3al iy, pexe — B pyroM MecTe. [Ipu nopakeHun
«OpraHOB pHUCKa» (Me4YeHH, cese3eHKHU, KOCTHOr0 MO3-
ra) c HapyueHueM X GyHKIUHN 5-eTHsAs1 BCB 60JIbHBIX
C MyJIbTUCUCTEMHBIM MTOPA)KEHWEM HIXKE U COCTABJISIET
29,3+/-10% [5].

He To/IbKO MoOpa)keHHE «OPraHOB PHUCKa» SIBJISETCS

bakTOpOM HEGJAronpUsITHOTO MPOrHO33a, HO U OTBET
Ha NPOBOAUMYIO Tepanuio B TeueHue NePBbIX 6 HeJesb
(BUHOJIACTHH W TPEAHU30JI0H) SIBJASETCS NPOrHOCTHYE-
CK{ 3HAa4YUMBbIM. B 0T/IMYKe OT NalueHTOoB C paHHUM OT-
BETOM Ha TepallvIo, y NaljueHTOB, KOTOpbIe Ha Tepanuio
He OTBETWJIY, BbILLEe MOKa3aTesJu CMEPTHOCTHU U pexe
c/lyyau JOCTHKeHMs MoJyiHOH pemuccuu (70% mpoTus
20%) [1].

[Ipu penuauBax 'KJl mpuMeHsieTca KiaJpuOWUH B
CoYeTaHWH ¢ LuTapabuHoM. JlaHHas cxeMa MO3BOJSIET
noJay4uThb 5-1eTH0 OB y 85% 60J/IbHBIX, HO COMTPOBO-
M /AeTCsl BBICOKMMU I0Ka3aTe MU TOKCUYHOCTH 4 cTe-
neHu [6].

BakKHBIM MOJIEKYJISIPHO-OMOJIOTHYECKUM  COOBITH-
eM npu ['KJI ctano otkpeiThe myTtanuu V60OE B rene
BRAF, koTopbliii oTHOCUTCA K ceMeiicTBYy RAF-kuHas. Ya-
crota mytauuu BRAFV600E npu I'KJI gocturaet 60%.
OpHako, Aaxke NMPU OTCYTCTBUM MyTauuu B reHe BFAF
B 100% cnyyaeB I'KJI npoucxofaT MyTaluu CUTHaIb-
Horo mytd MAPK/ERK, BK/ItOUatomiero psiJy mpoTeuH-
kuHa3 RAS-RAF-MEK-ERK. /laHHble NpOTeMHKHHAa3bl
peryjaupyrT KjaeTo4uHy auddepeHUUPOBKY, MPOJIH-
depanumw ¥ anontos. Mytauuu B reHe BRAF okazanuch
yA06HON TapreTHOH MUIIeHblo, a pa3paboTka BRAF-
WHTUOUTOPOB (BeMypadeHHOA) OTKpbLIA J[OMOJHH-
TeJIbHbIE TepaneBTHYeCKKe nepcrneKTuBbl mpu [KJI [7].

Bemypadenu6 6u11 omo6per FDA B 2011 roay nuis
HNalMeHTOB C PELUAUBHBIM WU pedpaKTepHBIM Teve-
HueM JIKT. [lo3gHee cTav npeAnpUHUMATBCA MOMNBIT-
KU BKJIIOUeHHs] BeMypadeHrn6a B IpOrpaMMbl TEpANUu
NalMeHTOB C MYJbTUCUCTEMHBIM NOpaXKEHUEM, B TOM
YHCJIE C BOBJIEYEHHEM «OPTaHOB PUCKa», 0COGEHHO pU
pPa3BUTHUM KU3HEYTPOXKAIOIUX COCTOSAHUU. KnnHude-
ckui 3pPeKT npu JiedeHUH BeMypapeHnO0M HacTyImaeT
y>Ke Ha TepBOM HeJlesie TEPANUK, TOT/a KaK HauIydIIud
OTBET AOCTUTAeTCs], B CpefHeM, Yyepe3 5,25 MecsneB OT
HayaJsa JiedeHus. B 58% Bo3MoxeH MOJIHBIA perpecc
nposiieruit ['KJl, y 36% OGOJbHBIX perucTpupyercs
CyLECTBEHHBIN perpecc NposiBJIeHUH U yaydlieHre 06-
I[ero COCTOSIHHUS, a 00liee YUC/I0 OTBETOB Ha JieueHHe
BeMypadeHu6omM coctapisieT 94,4% [8]. HecmoTps Ha
BBICOKYI0 30 PeKTUBHOCTDb BeMypadeHn6a y MallueHToB
C He6JIarONPUSTHBIM POTHO30M, OCTAETCS OTKPBITBIM
BOMNPOC JJIUTEJIBbHOCTH TEPANUHU.

CoBpeMeHHbBIH ONBIT NPUMeHeHHs BeMypadeHuba y
netelt ¢ peuuauBamu ['KJI HeGoOBIION, B CBSI3U C YeM
npeAcTaBJeHHe KaXA0ro HOBOTO KJIMHUYECKOTO0 Ha-
6JIF0/IeHUs] IPe/ICTaBJsIeT HHTEpPEC.

MaruenT b, 21.03.2017 r.p. PoguTenu nanueHTa 6e3
OTATOLIEHHOTO 10 aTONUU CeMENHOTO aHaMHe3a. Brep-
Bble OTMETHJIM MOSIBJIEHUE y peGeHKa BbIChIMAHUN Ha
KO>Ke BOJIOCUCTOU 4YaCTH r'0JIOBBI, IIHBIX PAKOBHH B BO3-
pacte 1,5 set. [lopaxkeHHs1 KOKH ObLIU NpeACTaBIEHbI
3pUTEMOH, BhIpaXKEHHBIM LIeNyIIeHNeM, TpelluHaMH,
KeJTOBAaTbIMA KOPKaMH, ManyjJaM{, He CONpOBOXJa-
JUCh 3y70M. OTEYHOCTH, IKCCYAALMY, MOKHYTHS B 06-
JIaCTH BBICBITAHUM He 0TMevasioch. Koxka una, Kucrew,
GeJiep, HAPYKHBIX TIOBEPXHOCTEN TOJIeHel 0cTaBanach
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WHTaKTHOM. [laniueHT Hab./10[a/Cs 0 MECTY XKUTeJ/b-
CTBa y lepMaToJIora C JUarHo30M aTONMYeCKUi lepMa-
TUT, NI0JIy4aJl JedyeHue aHTUTMCTaMUHHBbIMU Npemnapa-
TaM{, TOMMYECKUMU KOPTUKOCTEPOUJAMH AJUTESbHO
6e3 TepaneBTUYeCcKOro 3¢pdekTa. YayyiieHus Ha GoHe
Co06JII0ZleHUs] THUIOa/IJIepreHHON JUeThl TaKXe He OT-
Medasoch. Ce30HHOCTH 060CTPeHUH U BJIUSAHHUS [IPOBO-
nupynoumux GakTopoB (ajepreHoB, UPPUTAHTOB, MU-
1eBbIX IPOAYKTOB) He Npoc/exnBanoch. KonnyecTso
3/71eMEeHTOB CbIKM (Hamys KpacHOBaTO-KOPUYHEBOTO
11BeTa, KOPOK eJTOBAaTO-CePOro 1iBeTa) NporpajgueHT-
HO YBeJIMYMBAJIOCh, IOCTENIEHHO BOBJIEKasl B NpoLecc
KOXKy Jiiia (J106, BUCOUHble 06J1acTH), Ty/l0BUIA. B
TO Ke BpeMs K0ka 3a/jHel I0BepXHOCTH IleH, 06/1acTU
JIOKTEBBIX U [I0JJKOJIEHHbIX CKJIaJ|0K, CTU6aTe/IbHbIX 110-
BEpXHOCTEeN r0JIEHOCTONHBIX U JIyde3alsCTHbIX CyCTa-
BOB OCTaBaJjlaCb CBOGOJHOM OT BbIChbIMaHUH. 2Kanmo06bl
Ha 3y/] BCe TaKXe OTCyTCTBOBaJIu. PebeHOK mpogokan
HaXOAUTbCA N0/ HabJIl0leHHeM JlepMaToJ10Ta 10 MeCTy
KUTEJIbCTBA, IEPUOAUYECKU N0Jy4yasl Tepalnuio TOIU-
YECKUMU KOPTUKOCTepouaamMu 6e3 adpdexTa.

B auBape 2021roga, B Bo3pacTe 4 JieT, Ipy JAUCIAH-
CepHOM HabJIloleHUU B 00OlLeM aHa/ju3e KPOBU OTMe-
4aJI0Ch CHWXKEHUe YPOBHs reMorio6uHa go 50 r/xa, co
CTOPOHBI OCTa/IbHBIX TI0Ka3aTesel — 6e3 OTKJIOHEHHUH.
WUccnenoBaHre ob6MeHa keje3a He NPOBOJUJIOCH, HO
neAvaTpoM ObLIM HasHayeHbl NpenapaThbl xeje3a C
He3HaYUTe bHbIM 3¢dekToM. B MapTe 2021 roga npu
ocMoTpe pebeHKa MaTh 3aMeTua JedeKTbl TeMEHHON
Y BUCOYHOM KocTed yepema. B mae 2021 ropa crajna
HapacTaTb cJabocTb, 6JleJHOCTb KOXXHBIX MOKPOBOB,
CHIDKEHMe anmneTuTa y pebenka. [lo pekomeHgaunuu me-
nuatpa 28.05.2021r npoBeseHo Y3U nepudeprudeckux
JuMaTHYeCKUX Y3J10B: C 00eUX CTOPOH llIeu - YBeJu-
YyeHHble TUMdaTHYeCcKUe y3.bl 7o 14 x 8 MM cnipaBa, 17
X 8 MM cJieBa ¢ HEPOBHBIM YTOJILIeHUEM, CHUXKEHHEM
3XOTeHHOCTH; O MbILIeYHble TUMPaTHUECKHE Y3JIbl 10
6 x 3 MM, maxoBble 10 12 x 5 MM cnipaBa, 11x 8 MM ciieBa,
OJHOPOJHOU CTPYKTYPBHIL.

[lo maHHBIM kKoMmbloTepHOUM ToMmorpaduu (KT)
OpraHOB TPyJHOW KJETKU C BHYTPUBEHHBIM KOHTpa-
ctupoBaHueM 01.06.21 - serkue 6€3 04aroBbIX U HUH-
buIbTpaTUBHBIX U3MeHeHUH. OOHapy:KeHbl IPU3HAKU
rUjponepuKap/a, renaToMeraaus (BepTUKaJbHbIN pas-
Mep NpaBoH Jj0JIM NleyeHH - 136 MM, +36 MM U3-110[ pe-
Opa), ouaroBble 06pa30BaHUs He ONpeJe/sanch, BHe-/
BHyTpUIIeYeHOYHble NIPOTOKU He U3MeHeHbl. CIJeHo-
Merajusi (BepTHUKaNIbHbIN pa3Mep cesie3eHKH - 106 MM,
+28 MM u3-mnof pebpa). O6HapykeHO HebOoJbIIoEe KO-
JIN4eCTBO CBOOOAHOM XUAKOCTH B OPIOIIHOM M0JIOCTH
Y MOJIOCTH Tasa. JIuTudeckuil oyar B 06/1aCTU NpaBoH
Mo/AB3701HOM KocTH 8 x14 X 14 MM. MHOXecTBeHHbIe
JIMTAYECKHE 0Yaru 1 30Hbl AeCTPYKLUHU B KOCTSIX CBOZA
yeperna, HauboJiee BblpaXKeHHble H3MeHEeHUs] Ha YPOBHe
Yelllyd BUCOYHBIX KOCTel co B3yTHeM. 30HbI JIUTHUYe-
CKUX U3MeHeHU ! BepXHeue I0CTHbIX 1a3yX, IBYCTOPOH-
HUHM KaTapaJbHbIA raiMoput. ['unoniasus uHTpakpa-
HUAJIbHOM YaCTH TO3BOHOYHOW apTepuH.
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C pesbio foo6cief0BaHUs, yTOYHEHUS] AUarHO3a U
onpejieseHUs TAaKTUKH JledeHUs1 pebeHOK ObL1 HallpaB-
sied B HUU J10uT. [Ipu noctynienuu B utoHe 2021 1. co-
CTOsIHUE TsKeJsloe, CyOPeOpUNIUTET, 06palaiu Ha cebst
BHMMaHHe TeNaToCllJIeHOMera/us, NacTO3HOCTb MAT-
KUX TKaHel GeJ/iep, 0TeK MOLIOHKH, YBeJMYeHHe OKPYXK-
HOCTU uBOTa (59cM). BbichimaHUsl HAa KOXe JIMIIA,
BOJIOCUCTOH 4acTH T0JI0Bb], TYJIOBUILA GbIIN NIpe/CTaB-
JIeHbl 3pUTeMOH, any/JaMyd KpacHOBAaTO-KOPUYHEBOTO
uBeTa guametpoM ot 0,2 1o 0,4 cM, :keTOBaTO-CEPBIMU
Kopkam# (puc.1-3).

[lpu ob6caegoBaHun B yciaoBusix HUW  JOul
17.06.2021r no fanubiM Y3U onpefensiiack cBo60Has
KUAKOCTb B GPIOLIHON OJIOCTH B YyMEepEeHHOM KoJiuye-
CTBe, 3a6pHOLIMHHbIe JTUM$aTHUECKUe Y3J/bl NATOJIO-
TMYeCcKd He U3MeHeHbl, JO0N0JHUTe/]bHble 00'beMHble
o6pa3oBaHusl He olpefeasnuch. [ledeHb - yBesnyeHa
(KBP - 133 MM, JI/l - 56 MM), yI/Ibl IeYEHHU CTJIAXKEHBL.
[lapeHxMMa MOBBIILIEHHON 3XOT€HHOCTH, CTPYKTypa
ofHOpoJHasA 6e3 04aroBblx 06pasoBaHuil. CocyauCThIN
pUCYHOK 06e/HeH. /[uaMeTp BOPOTHON BeHbl 6 MM.
BHyTpulledeHOUYHble W BHelledeHOYHble MPOTOKU He
pacuiupeHsbl. Cesie3eHka - yBesndeHa (100 x 46 mm),
CTPYyKTypa 6e3 o4aroBbix HU3MeHeHUH. Cesie3eHOUHAs
BeHa pacllMpeHa [0 8 MM. YIbTpa3ByKOBble IPU3HAKU
NaTOJIOTUU CO CTOPOHBI KEJYHOrO My3bIps, MOJpKeNy-
JIOYHOM KeJie3bl, T0YeK, AUYeK He BbIsBJIEHDI.

[lpy npoBeJeHUH PALUOU30TONHOTO HCCAe[0Ba-
Hus ¢ 99Tc 22.06.2021 1. Ha 0630pHBIX CLIUHTUTPAM-
Max onpeje/siUCb 04ard MOHWKEHHOT'0 HAKOILJIeHUs
pagauodapmnpenapara (PPII) B o6sacTu KocTell cBoja
yepena. OnpesieisieTcsi NOBbIIEHHOE HaKolleHHe POII
B 06J1aCTH KocTell Tasa. B pyrux otfesnax ckesera - 6e3
BUJMMON 04aroBod matosiorud. OTMedeHbl OYyaroBble
M3MeHeHUs JIUTUYECKOr0 XapaKTepa B KOCTAX yepena.

[lo faHHBIM MHeJOrpaMMbl NPU3HAKOB THUCTHO-
OUTApHOW UHQUIbTPALUMU He OblJIO, HO C Y4eTOM pe-
3y/IbTAaTOB 06lero aHajau3a KpoBu (seilkonutsl 1,55
x 10%/n, aputpouutsl 3,45 x 1012 /51, TpoM6GOIUTHI 93
x 10°/n, neirrpodusnt 0,5 x 10°/1) B COOTBETCTBUU C
npotokosioM LCH III koHCcTaTHpOBaHa KOCTHOMO3roBas
HeJ0CTaTOYHOCTb — BOBJIedeHHe KOCTHOTO MO3ra Ipu
['KJL.

B 6uoxuMuyeckoM aHasu3e kpoBu (11.06.2021r)
obpallasio BHUMaHUe CHUXeHHe oblero 6eaka o 56
r/na, anbbyMmuna Ao 29 r/a. [lokasaTenu TpaHCaMHHa3,
MOYEBUHBI, MOUYeBOH KHUCJOTHI, 3JEKTPOJUTOB ObLIU
HOPMaJIbHBIMU.

23.06.2021 r. mpoBe/ieHa GUOTICHSI KOXKH C 3JIeMeHTa-
MU cblnu. [lo pe3ysbTaTaM THCTOJIOTUYECKOIO 3aKJIIO-
YeHUs B COCOYKOBOM JiepMe - IIJIOTHbIA UHQUABTPAT U3
TUCTUOLMTOB CO CBET/ION LIUTOIJIa3MOM U MHBAarMHaL -
el fiflepHOW MeMOpaHbl, JUMPOLUTOB U IJ1a3MaTHye-
CKHUX KJIeTOK. [Ipy MMMyHOTMCTOXMMUYECKOM UCCJIef0-
BaHUHU olpefiesiack akcnpeccus CD1a, 1aHrepruxa.

Ha ocHoOBaHMM KOMILJIEKCHOTO J1abopaTOpPHO-UH-
CTPYMEHTa/JbHOIO 006C/Je[l0BaHUsl ObLI YCTaHOBJIEH
Juarto3: MysbTHCUCTEMHbBIH, MHOT00YaroBbli THCTH-
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OLIMTO3 M3 KJIeTOK JlaHrepraHca c nopakeHueM KOy,
BHUCOYHBIX KOCTeH, TpaBoi NOJB3/A0IIHON KOCTH, BEPX-
HeveJIIOCTHBIX Nasyx, JUMpaTUYeCKUX y3JI0B lLieH, Na-
XOBBIX, IOAMBILIEYHBIX C 06€UX CTOPOH, OPTaHOB PHUCKA
(meveHb, cesie3eHKa, KOCTHBIN MO3T). ['pynna BbICOKOTO
pucKa.

C wutoHsa 2021 r. 6bL1a HayaTa Tepamnus Mo MPOTO-
kosy LCH IIL. MepBbiit ununuanbubiit kypce [XT (npea-
HH30JI0H, BUHGJIACTUH) 6ba1 poBefieH ¢ 11.06.2022 no
20.07.2022 rr., mapaJiejbHO NPOBOJUIACH UHPY3UOH-
Hasl Tepalusl, 3aMeCTUTebHble TpaHCPy3UU aaboyMu-
Ha. [locsie 3aBepleHUs 6-HeeJbHOTO Kypca Tepanuu
BbinosiHEHbI Y3U U cuuHTUrpadus ¢ 99Tc nepBudHO
BOBJIEUEHHBIX 30H, 10 pe3y/bTaTaM KOTOPBIX OTMeye-
Ha cTabuin3anus pasMepoB JUTUYECKUX 04aroB B KO-
CTSIX, yMeHblIeHUe pa3MepoB IleYeH! U ceJie3eHKH; IPU
OCMOTpe - CyLeCTBEHHBIN perpecc 3JeMeHTOB ChIIY,
yMeHbllleHHe pa3MepoB XKUBOTA.

C y4eTOM MHULMAJbHON cTpaTUUKALUU OGOJBHO-
ro B IPyINy BbICOKOTO PHCKa, JajbHelllee JeyeHUe
no npotokoJsy LCH III npexmnosarano BBefgeHue MeTo-
Tpekcata 500 mMr/m? Hapsay ¢ BUHOJIACTUHOM U TIpe/]-
HU30JI0HOM. Tepamusi MeTOTpeKcaToM IpoBeJieHa C
30.07.2021 r. mo 11.09.2021 r. J/leueHue pebGeHOK nepe-
HOCHUJI TSIXKeJ0, B TOCTXMMUOTepaneBTUYECKOM [IEPUO-
Jle pa3BuJIach alljla3us KpoBeTBOpeHHUsl, TpeboBaBIIas
NpOBeJieHUsl 3aMeCTUTEeNbHOMN Tepalui 3pUTPOLUTHON
Maccoi, TPOMBOKOHLIEHTPATOM; Ha QpoHe JIeHKONeHU!
IV cTrenenu npucoeuHuICS UHOEKIMOHHBIN CUHJPOM
(MHKpOGHOJIOTMUeCKHe UCCIe[0BaHUS KPOBU He BbIf-
BUJIM pocTa Bo36yauTens). [IpoBosrMas KOMILJIEeKCHas
WHTEHCUBHas Tepanus C BKJIKYEHUEM MepoIlleHeMa,
JIMHEe30JIM/la, aMUKallMHa, BOPUKOHA30/1a, CTUMYJISLUU
JIelKOI1033a IPaHyJIOLUTapHbIM KOJIOHHECTUMYIUPYIO-
muM ¢aktopoM ([-KCP) nosposinia yaydmiuTb COCTOS-
HUe 60JIbHOT'0, BOCCTAHOBUTDb YPOBEHB JIEKOLIUTOB 10
HOPMaJIbHbIX 3HaueHUH, KyNHpoBaTh UHPEKLMOHHbIE
3MU30/bI.

[Ipy npoBefieHUH KOHTPOJIbHBIX 06C/1e40BaHUMN 10-
CJle 3aBeplLIeHUs Tepalud MeTOTPEKCATOM IO pe3yJib-
TaTaM cuuHTUrpaduu ¢ 99Tc (16.09.2021 r.) oTmeueHO
nporpeccupoBanue ['KJI B BU/ie nosiBJIeHUS HOBBIX O4a-
roB NOBbILIeHHOT0 HakomaeHus POII B o6sacTu HUX-
He-TPyJHBIX U NOSICHUYHBIX NI03BOHKOB, KOCTAX Tas3a U
NPOKCUMAaJIbHBIX OTAesax 6GefipeHHbIX KOCTeH; HepaB-
HOMEepHO NOBbIIIeHHOe HakomleHue PPII 6b110 B py-
KOSITKe TPYZAMHBI, NIPOKCUMA/bHBIX OT/eJaxX NJeyeBblX,
KOCTeH npejiuiedui. Ho B MHUIIMAJIBHO NOpaXKeHHBIX
KOCTSIX CBOJla depella NPOMU30ILJIO0 CHUKEHHE YPOBHS
HakonseHus POII.

[To pannbiM Y3U 13.09.2021 1. Takke oTMedeHa OT-
puLaTesbHas JUHAMUKa B BU/e YBeJUYeHUs] pa3MepoB
NeYyeHH U ceJle3eHKH, yBeJIMUeHNs pa3MepoB JUMPaTu-
YeCKHX Y3J10B B 00J1aCTH BOPOT CeJle3eHKH.

Cy4eTOM N0JIy4eHHbIX UHCTPYMEeHTaJ/IbHbIX IaHHbIX,
KOHCTaTUpoBaHO nporpeccupoBadve 'KJI u nanueHT
ObL1 epeBe/ieH Ha BTOPYIO JIMHUIO Tepaluy — UTapa-
6un 500 mr/m? x 2 p/cyT u kaaapubux (2-CdA) 9 mr/

M?/cyT c 1 mo 5 feHb Tepanuu. Tepanus no BeIGpaHHOM
cxeMme Hadata 20.09.2021 r. Ha 8 geHb 2 Kypca Tepa-
MWW IUTApabUH+KIaAPUOHH B 00IleM aHa/lM3e KPOBU
JedkonuThl coctassau 0,3 x 10°/1, TpombonuTsl 19 x
10°/n, remornio6uH 89 r/i. OTMeYeH MO beM TeMIlepa-
Typhbl Tesia 1o 390C. YpoBeHb IPOKaJIbLUTOHUHA KPOBU
cocTaBJisia 17 Hr/MJ1. Bplin B35ThI 06paslibl KPOBU JJIs1
MHUKPOOHO0JI0TMYECKOT0 UCC/Ie0BaHUs, BbINOJHEH Ma-
30K U3 aHyca, HayaTa aHTUOaKTepua/bHas Tepanus B
06beMe MUMepalUIIMH/Ta306aKTaM U aMUKalMH. Ye-
pe3 6-8 4acoB oTMeuyeHbl IPU3HAKHU JbIXaTeJbHOU He-
JIOCTAaTOYHOCTH, NOSIBJIEHUE OJBIIIKHU 10 38 B MUHYTY,
YTO NOTPeboBasIo epeBo/ia NaleHTa B OT/e/leHue pe-
aHUMaluU U uHTeHcuBHOM Tepanuu (OPUT). [IpoBoau-
Jlack ctuMyasanus aeiikonoasa I'-KC®, samectuTesnbHas
Tepamnus 3pUTPOLUTHOHN B3BEChIO U TPOMOOKOHLIEHTpa-
ToM. [lo faHHBIM peHTreHOrpaduu OpPraHoB IpyLHOU
KJIeTKM 0YaroBblX W WUHQUIbTPATUBHBIX H3MeHEHUH
B JIETKUX He ObLI0. TeM He MeHee, COCTOsIHUe pebeHKa
YXyZALIaJ10Ch, HAPACTAJI0 YUCJI0 INU30/0B JIUXOPAJKY, B
CBSI3U C YyeM Oblya IpoBeJieHa 3KCKalalKsl IPOTHBOMHU-
KpOOHOW Tepamuu: NUIepalyIMH/Ta306aKTaM ObLI
3aMeHeH Ha MepoleHeM, K Ha3HaueHUsM J006aBJieH BO-
PUKOHA30J1.

[lo faHHBIM MHKPOOGHOJIOTUYECKOTO HCCIe[0Ba-
HUS Ma3Ka U3 aHyca - poct Pseudomonas spp 1 x 105,
C y4eTOM YyBCTBUTEJbHOCTU BO3OYAUTE/SI MEPOIIEHEM
ObL 3aMeHeH Ha 1edTa3uJUuM+aBubaKTaM, K Tepanuu
JobaBJieH KOIMCTHH. HecMoTpsl Ha NpoBOAKMMYIO Tepa-
MU0, COXPaHsIach JUX0paZKa 10 GeOpUunbHbIX HUdp,
HapacTaJly sIBJIeHUs CelCHUCa, B KPOBU — POCT NMPOKa/b-
nuToHUHA A0 37 Hr/miu, C-peakTuBHOro 6esika o 136
MT/JI, B CBSI3U C YeM ObLJI0 IPUHSATO pelleHMe O NpoBe-
JleHUHU 3KCTPAKOPIOPaJbHbIX METOAOB JeTOKCUKALUH.
BrinosiHeHbl 3 COpOLMOHHBIX CeaHca C NpUMeHeHHeM
JleTOKCUKALMOHHBIX KOJIOHOK. [IpoBesieHHas Tepanus
okasasacbh 3¢ PpeKTUBHOM, 103BOINUJIA KYIIUPOBATh Cell-
TUYecKoe COCTOsIHUe. BoccTaHOB/IEHUE JIEHKOLUTOB [J10
1,5 x 10°/n oTmedeHo k 12.10.21, KynupoBaHUe JIUXO-
pajku - k 14.10.22, HopManusanus NpoKaJbLUTOHUHA
u C-peakTuBHOrO0 6esika - 15.10.21.

15 oneHku 3ddekTa nocie NpoBeeHHOTO JIeUeHHUs
M0 CXeMe I[UTapabuH+KJIaApUOUH BbiosHeHo Y3H, no
JAHHBIM KOTOpOT0 - OTpULlaTe/IbHasl AUHAMUKA B BUJle
yBeJIMYeHusl yucaa JuMpaTUYeCcKUX y3/10B B BOPOTax
ceJsie3eHKU (BU3yaJIU3UPOBAIOCh 5 TUMPaTUYECKUX Y3-
JIOB pa3MepoM Ji0 11 MM), nosBJIeHUs eJUHUYHBIX yBe-
JIMUeHHBbIX JUMPATHUUECKUX y3JI0B B BOPOTaxX NeYeHH,
VJIbTPa3ByKOBBIX NpU3HaKoB GUOPO3a NPU COXpaHsIo-
IMXCA yBeJUYEHHBbIX pa3Mepax IeyeHU (KOCO-BepTH-
KaJIbHbIU pa3Mep NpaBow J0Jid nedeHu - 139 MM, JieBO
Jonu - 55 MM) U ceneseHku (113 x 49 mm).

[Tpu npoBeaenuu cuuaturpaduu ¢ 99 Tc Ha ckaHoO-
rpaMMax CKeJjleTa - O4ard IOBBIILIEHHOTO HAKOIJIEHUS
POII B KocTsAX yepena, KOCTSX Ta3a, [PyAUHe U Hepas-
HOMepHOe MOoBbllIeHHWe HakoIsleHUss PO®Il B obsactu
NPOKCUMAJIbHBIX OT/eJIOB IlJIeYeBbIX, 6epeHHbIX KO-
CTell U KOoCTel NpeAnJednii, a Takxe B 00JaCTH HUX-

41



BECTHUK T’EMATOJ10OInN, Tom XVIII, N° 4, 2022

14

24

/

15
Puc 14 u 15 cocmosanue Koxcu 20106bl 00 HAYALA JleYeHUs.
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Puc 24 u 25 — cocmosinue Koxcu 207108bl nocie 2x Heoelb

mepanuu — paspeutleHue 3J1emMerno6 Colnu.

He-TPYAHBIX T03BOHKOB. [lo cpaBHeHUIO € NpeAbIAYLIUM
HCC/eJOBaHUEM OTMEYaeTCsl YMeHbIleHHe YPOBHS Ha-
komieHuss POII B o6s1actu KocTel depena. [losiBUIOCH
HepaBHOMepHOe TOoBblllleHHe HakomaeHus POIl B 06-
JIACTH OTJIeJIbHBIX pebep cieBa. B Apyrux otaenax - 6e3
CYIeCTBEHHOHN JUHAMUKHU.

B cBsi3u ¢ oTcyTcTBUEM 3ddeKTa mocie NpoBefeH-
HOTO TPOTHBOOMNYXO0JIEBOTO JIeYEHHUs, TKEIbIMU OC-
JIO)KHEHUSIMA MOCTXMMHUOTEPANEBTUYECKOr0 IMepHoja
Y BBICOKMM PHUCKOM pa3BUTHS PaTaNbHbIX 0CI0XKHEHUH
npu npoBejieHny nosuxumuorepanuu (I1XT), coxpans-
I0I[eHCcs OpraHHOW AucCOYHKIHMEH (runoajbbyMuHe-
MU, Tpebylolasi 3aMeCTUTENbHbIX TPaHCPy3Uil abby-

A

MUHa 2 p/Hen; neiikoneHus lllct, Tpom6onuTonenus IV
cT, aHeMu4eckuil cuazapoM Il ct) 6110 MpUHATO pelle-
HUEe 0 HEBO3MOXKHOCTU MPOJOIKEHUS XUMUOTEPAUH.
151 onpefiesieHHs BO3MOXXHOCTH IPOBeEHUS Tepanuu
BRAF-unru6utopoMm BeMypadeHHOOM MNpeIpUHSTA
NONbITKA MPOBEJEHUS MOJIEKY/ISIPHO-TeHETUYECKOT0
UCC/IeIOBAaHUS HA THUCTOJIOTMYECKUX OJIOKAX WHHUIU-
aJbHOM OHMOICHM, HO OCTaBIIMKCA 00'beM MaTepuasa
0Ka3aJiCsl HeJI0CTaTOYHbIM /ISl IPOBEJEHUs UCCIe[0-
BaHus. [IpoBe/ieHre GUOINCUM TOSIBUBIIUXCA MO JIaH-
HbIM Y3U nuMdaTHdecKux y3J10B B GPIOIIHON MOJI0CTH
WJIM 04aroB KOCTHOH JIeCTPYKLMU ObLIO CONMPSIKEHO C
BBICOKMMHU XUPYPTrUYECKMMU U aHECTE3UO0JOTHYECKU-

Puc.3. Cocmosnue xootcu sxcusoma u cnursl 00 HA4ana iedyenus (Ha momeHm nocmynienus 6 utone 2021 2.)
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Puc. 4 Cocmosnue xooicu odrcusoma u chnuHvl 00
Hayana mepanuu eemypogerubom.

MU pHUCKaMH, BBUAY TPOMOOLUTONEHUH, TpeboBaBLIEN
NpOBeJileHUs] 3aMeCTUTEJbHON KOPpPeKLUH TpoMOo-
KOHILIEHTPAaTOM, JIeKONeHUU (JIEMKOLUTBI 110 JaHHBIM
o6Iero aHaav3a KpoBu coctaBisad 1,5 x 10°/x), co-
XpaHsilollerocs: 6eJKOBOCUHTeTHYeCKoro JeduuuTa
(061U 6esoK MO JaHHBIM GMOXMMHUYECKOT0 aHa/Iu3a
KpoBHU 58 r/J, anbbyMuH 28r/71, HeCMOTpS Ha 3aMeCTH-
TeJIbHYI0 Tepanuio albOyMUHOM).

Y4yuThIBasi HEeU3BECTHBIA MOJIEKYJIIPHO-TeHeTH4e-
CKUM cTaTyc 3aboJsieBaHus, nporpeccuto 'K/l Ha doHe
NPOBOJMMOTO JiedeHUs, HaJIuuMe COYeTaHHbIX COMaTH-
YeCKHUX OC/J0KHEeHUH, HO OIMCaHHOH [JOCTAaTOYHO BbICO-
kol yactoTe (60%) mytauuii B reHe BRAFV600E npu
[KJl 6b110 IpUHATO pelleHUe 06 IMIUPUYECKOW Te-
panuu BRAF-unru6butopom BemypadeHun60M. JaHHOE
pelleHHe ObIJIO 3aKpelJieHO pellleHWeM KOHCHUJIHUyMa
Bpayen.

[TauvieHT Havyan npueM BeMmypadeHHba B MOHOpe-
»kuMe B Hos16pe 2021 r. B Teuenue 1 Mec Tepanuu oT-
MedeHa MOJIOKUTeJIbHAsA JUHAMUKa B BUJe yMeHblle-
HUS 5JIEMEHTOB ChINH, CHUXKEHUS 4acTOThl TpaHCy3Un
TPOMOOKOHIIEHTPATa, anbbyMuHa (puc.4-5). Ha BTopom
Mecsille Tepanuy NMOoKa3aHUM K TpaHchy3usM TpoM6o-
KOHIleHTpaTa U alibbyMHUHa He ObLI0.

Jledyenue 60J1bHOM TepeHOCUT Xopo1uo. HexenaTtenb-
Hble fIBJIeHUS U OCJIOXKHEHUS TepaluH He OTMeveHBbl.
I[Ipy KOHTPO/IBHOM 06C/Iel0BAaHNHU Yepe3 6 Mec. OT Ha-
yajia Tepanuu BeMypapeHn6om (Maid 2022 r.) B 06111eM
aHaiM3e KpoBU JieHKouThl 3,39 x 10°/71, sapuTponuTs
3,69 x 1012/n, remorno6uH 110 r/a, TpomMb6ouuTsl 150
x 10°/1, HeriTpoduael 1,93 x 10°/51. [lokazaTenu 61Moxu-
MHYEeCKOT0 aHa/iM3a KpPOBH - B Ilpe/iesiax pedepeHCHbIX
3HaueHui. [lo gaHHbIM Y3 opraHoB 6pIOIIHOM MOJIO-
CTH IleyeHb OCTAEeTCH YBeJUYEHHOH, KOCO-BepTHUKa/b-
HbI pa3Mep NpaBol AoJiu medyeHH - 130 MM, JieBoi
Joau - 41 MM, napeHxHUMa cTaJja 60Jiee O4HOPOJHOH,
IXOTeHHOCTb cpefiHAA. KOHTypbI poBHBbIe, yeTKue. BHy-
TpUIleYeHOUHbIe >KeJYHble MPOTOKH He pacliMpeHBbl.
XenuHblil My3bIpb B 00beMe He yBeanyeH, 64 X 19 My,
NPOCBET aHIXOTeHHbIH, CTEHKU He yToJuleHbl. Ceje-
3eHKa yBeJiMYeHa B pa3Mepax - 131 x 45 MM, napeHxu-
Ma cpefiHEN 3XOTeHHOCTH, KOHTYpbl poBHble. [Ipu KT

Puc. 5 Cocmosinue kodtcu dcueoma u cnumbvi
cnycms 6 mecsayes npuema eemypogpenuoa.

u cuuHTUrpaduu c 99Tc oTMeyaeTcs BOCCTaHOBJIEHHE
OOJIbIIMHCTBA JUTHYECKUX JepeKTOB TeMeHHbIX, BU-
COYHBIX, BEpXHEYETCTHBIX, T0OHOM, 0CHOBHOU KOCTEM.
KocTHas cTpykTypa nopakeHHbIX KOCTeH HeOZAHOPOA-
HO ynioTHeHa. COXpaHATCS JUTHYeCKUe OYaru B Te-
MeHHBbIX (10 14 MM cripaBa, 11 MM cyieBa) U I06HOM (He-
CKOJIBKO MeJIKMX 0Ya’KKOB /10 3MM C 30HOH CKJIepo3a 10
nepudeprn) KoCTX.

TakuMm o06pazoM, nocjie 6 Mec. Tepanvy MOKHO KOH-
CTaTUPOBATh YacTU4YHbIK 3¢deKT Ha $oHe NMPOBOAU-
MOU Tepanuu BeMypadeHHO0M B MOHOpexUMe. boJib-
HOM NPOJl0/IKaeT JieueHHe.

O6cyxaeHue

Brbicokasi 3$deKTUBHOCTb Tepamuu OOJBHBIX C
BIlepBble YCTaHOBJeHHbIM auarHo3oMm ['KJI o6ycios-
JleHa yly4llleHueM JUarHOCTUKHU U pa3paboTKON pUCK-
aZlaliTUPOBAaHHBIX PEXUMOB Tepanuu. TeM He MeHee,
nevyeHue peuuauBoB 'KJI npeacraBiisieT coboit ciox-
Hyl0 3ajayy. [IporpaMMbl MoJIMXMMHUOTEPANIMU BTOPOH
JIMHUH, OCHOBaHHble Ha IPYMeHEeHUH KIaJpub1Ha, s1B-
JIIIOTCS BeCbMa TOKCUYHBIMU.

[lo Mepe u3yyeHUs] MOJIEKYJISPHO-OMOJIOTMYECKUX
ocob6enHocreit 'KJI okasasnocsk, 4yTo B 60% cay4yaeB 06-
HapyxxuBaetca MyTauuss BRAFV600E, kortopas crajna
MHUILEHBIO /14 JedCTBUS TapreTHOro npenapara BeMy-
padenu6. Mytanus BRAFV600E sBisieTcsi akTUBUPYIO-
el ¥ IPUBOAUT K ObICTPOMY NOBBIIIEHHUI0 aKTUBHOCTH
RAF-kuHasbl U nociefywolleld akTUBALMK CUTHAJIBHO-
ro nytu RAS-RAF-MEK-ERK-MAP. B Hactoduiee BpeMs
ONbIT NpuMeHeHUs1 Bemypadenuba npu 'KJI orpanu-
yeH ONMCAaHUWEM HeCKOJIbKHUX KJIMHHYecKUX HabJofe-
HUM, HO pe3y/IbTaThl, BeCbMa 0OHaZexkuBatolue [7].

[IpeAcTaB/eHHbIA KJIWHUYECKUH C/ly4yal [eMOH-
CTPUPYET HEOOXOJUMOCTb GOJIblLIEN OHKOJOTHYECKON
HaCTOPOXEHHOCTH CO CTOPOHbI Bpauel-epMaToJI0r0B,
0c06eHHO NpY HeapPeKTUBHOCTH NPOBOJKUMOTO Jleye-
HU$l, HA3HAYEHHOT0 110 NI0BO/Y HEONYX0JIEBOM KOXKHOM
NaTO0JIOTUHU (aTONMYECKOTO lepMaTHUTa, Icoprasa 1 Ap),
KOTOpast MOXKeT HalloMUHATb KoxHble nopaxenus ['KJL

HeTunu4yHbIf /1 aTONWYECKOTrO JlepMaTUTa aHaM-
He3 3a00/1eBaHuUs, KJIMHUYeCKasi KapTUHA, OTCYyTCTBUE
3¢derTa OT TONMUYECKUX KOPTHUKOCTEPOUJOB U 3JIH-
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MUHALMOHHOHN JMeThbl 3aCTaBUJM YCOMHUTBCA B JjUa-
raose. [IpeBasipoBaHre NOpaXeHUs OLHOIO OpraHa, B
JJAHHOM CJlydae KOXHU, 6e3 pa3BepHyTON KIMHUYECKOH
CUMIITOMATHKU 3a60JieBaHUs IPUBEJIO K JUarHOCTUYe-
ckoil omnbke. OJHaKO, M3HAYATBHO 06palIalOT Ha cebst
BHMMaHHUe: HexapaKTepHas JJil aTONUYecKoro JepMa-
THUTA JIOKaJM3alUs ChllY, KaK B [IepBOM, TaK U BTOPOM
BO3paCTHOM IlepuojJie (MHTAaKTHble KpyNHble CKJaJ-
K1), HETUIIMYHas OKpackKa 3/1leMeHTOB (KpacHO-KOpHY-
HeBas, 60poBas), OTCYTCTBUe Yy MalyeHTa 4-X JeT B
KJIMHAYeCKOW KapTUHe MHQUJIbTPALUY, JUXeHU3al 1y,
IKCKOpHUALMK, 04aroB TUIIO- WM TUIEePIUTMeHTaLUU
B 30He pa3pellMBLIMXCA BbICBIMAHUK, cuMmnToMa /leH-
HU-MopraHa (Dennie-Morgan) - npof0JIbHON CKJIaIKU
HW)KHEro BeKa, OTCYTCTBHE TaKOT0 NaTOTHOMOHUYHOTO
CUMIITOMaA /Il aTONUYEeCKOro JlepMaTUTa Kak 3y7 B Te-
YeHUH BCeTo Neproja 60J1e3HH, HaKOHel, - OTCYyTCTBUE
3¢dexTa OT MeCTHOro NpUMeHeHUs IJIHOKOKOPTHUKO-
crepouzioB. JuddepeHnaibHblil JUarHo3 Npu arto-
NMYeCKOM JlepMaTUTe TPaJULMOHHO IPOBOAAT C cebo-
peilHbIM, NeJleHOYHbIM, ajllepruieCKUM KOHTAKTHBIM
JlepMaTUTOM, OObIKHOBEHHBIMU MXTHO30M U ICOpHa-
30M, MUKPOOHOM 3K3eMOi, po30BbIM JuiaeM Kubepa,
reprneTuOpMHBIM lepMaTUTOM JJJ0pUHTa, CHHPOMOM
BuckotTa-0spuya, JeCKBaMaTUBHOW 3pUTPOJEepMUEn
JleliHepa-Myccy, 0HaKO OHKOJIOTMYecKast HaCTOPOKeH-
HOCTb TpebyeT npoBeieHus juddepeHMaNIbHOIO JUa-
rHo3a u ¢ 'KJIL.

JunuTtenbHbil anHamHes ['KJT (2 roaa) cioco6cTBOBAN

JUCCeMUHAlMU ONYX0JIeBOr0 NpolLiecca, B pe3yJbTaTe
Ha MOMEHT nocTaHoBKU fuarHosa ['KB 6b11 yxe MHoro-
CUCTEeMHBIM, MHOTOOYaroBbIM C NIOpaKeHHWEeM OpraHoB
pucka. [logo6Has pacnpoctpaHeHHocTb ['KJI siBasieTcst
bakTOpOM He6JIaroNpUATHOrO MPOTHO3a C BEPOSATHO-
cTbio rubenu nanueHTa B 20% ciydaeB. Tepanus nep-
BoM JimHKU 1o npoTokoay LCH Il okazanach HeadPek-
TUBHOM. [loNbITKa Tepalnvyu BTOPOM JIMHUM IO CXeMe
UTapabUH+K/Ia[puOUH CONPOBOX/anach pa3sBUTHEM
’KU3HEYTPOXKaIOIIUX OCJI0KHEHUH 6e3 MpOTUBOONYXO-
seBoro adgdexTa. B kauecTBe Tepanuu TpeTbell IUHUU
Obl1 paccMOTpeH BeMmypadeHU6, KOTOPbIA MO3BOJIKI
MOJIyYUTh NPOTUBOOMNYX0JeBbIN 3ddekT. bosbHON Gy-
JleT NPOoJ0JiKaTh Tepaluio, NOCKOJAbKY peKoMeHAaLuN
10 ONITUMaJIbHOM NPOJ0JKUTENbHOCTH JIedeHUs] BeMY-
padeHH60M B HACTOsIIlee BpeMs HET.

KoH}/IMKTBI HHTEPECOB OTCYyTCTBYeT

UctouHuk ¢uHaHcUpoBaHuUA: HccienoBaHue He
MMeJI0 UCTOYHMKA GUHAHCUPOBAHUS

BkJiag aBTOpOB

KoHuennus v Au3aiH: Bce aBTOPbI

C6op ¥ 06paboTKa JaHHBIX: BCE aBTOPHI

I[IpesocTaBieHde MaTepUaloB HUCC/Ae[0BaHUA: Bce
aBTOPbI

AHa/nu3 ¥ MHTepHpeTalus: Bce aBTOPbI

[loAroToBKa PYKOIUCHU: BCE aBTOPBI

OxoHyaTe/IbHOe 0Zl06peHHe PYKOIIMCH: BCe aBTOPbI
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