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Kak n3BecTHO, opdaHHble 3aboneBaHus, K KOTOPbIM OTHOCATCA MMCTMOLMTO3bI, B TOM Yncie 6onesHb dparerima—-Yecre-
pa (b3Y), npoTekatoT nof Mackow Apyrnx 3aboneBaHuin, YTo 3aTPYyAHAET CBOEBPEMEHHYIO ANArHOCTUKY U nevyeHne. Hanu-
yre y NauneHTOB C HEeYCTaHOB/IEHHbIM AMarHO30M Pa3HOOOPa3HbIX CUMMATOMOB (CHUMKEHME MACChl TeNa, MXopaaKa, 03HO-
6bl, HOYHasA NOTNMBOCTb, HEAOMOraHWNe, OAbILIKA, XKaxaa, nonnyprs, 60nM B MblLLILEAX 1 CyCTaBaX, B AIMHHbIX TPY6GUaTbIX KO-
CTAX BEPXHUX U HUXKHUX KOHEYHOCTEN, B MOACHWLE UMW XKIMBOTE BCIACTBUE MOPAXKEHWA NoYeK 1/mnmn 3abproinHHOro du-
6p03a; 5K30¢TaNbM; Cbifb, KCAHTOMbI; YacTble MHOEKLMOHHbIe 3a60N1eBaHNA; HUCTArM, aTakcus, 4M3apTpus) TpebyeT HacTo-
POXeHHOCTVW Bpaueli B oTHoweHnn b3Y. PasHoob6pasme cuMnToMaTrKy 06yCoBIeHO BOBJIeYEHMEM MHOTUX OPFraHOB 1 CU-
cTem (op6UT, NOYEK, KOXK, FONOBHOIO MO3ra, B TOM Yncne runodusa; Nérkmx; cepaua; cCocyaos; TpybuaTbix KOCTel), UTo Tpe-
6yeT NpoBefeHsA TLaTeIbHOro 06CNeAoBaHNA, BKIOYaa Mopdosiornyeckyto BepndmrKaLmio naTonormyeckoro npotecca.
Mpw rncTonornyeckom nccnepoBaHmmn 6ronTtato Ana b3Y xapakTepHbl rcTMoLUTapHble MHOUABTPATHI (Tak Ha3biBaeMblIi
«MEeHUCTbIN TMCTUOLMTO3») C MPY3HaKamMy BOCNaNeHWA U NPUCYTCTBMEM MIaHTCKMX KeToK TyTOHa; NPy MMMYHOrCTOXUMU-
YeCKOM BbIABMAETCA MONOKNUTENbHOE OKPALLMBAHWE 3TUX TMIAHTCKUX KNneTok Ha CD68 — aHTureH n daktop Xllla. Mpwu octe-
oCUMHTUrpadunn BbIABNAETCA BblparkeHHasa CMMMETPUYHAA akKymynauma pagrnodapmnpenapara B MOPaKeHHbIX KOCTAX, Npn
peHTreHorpaduy B MecTax oCccanrnini — 3HauMMbli CUMMETPUYHbIN BunaTepanbHbIli OCTEOCKNEPO3 HAAKOCTHWLbI, MO AaH-
HbIM KT — «BOnocaTble» NoYKu, «0bnoXKeHHas» aopTa Kak cneicTBre MHGUAbTpaLUm rucTrouTamu. Boiasnaemas B nono-
BWHe cnyyaeB MyTauma reHa BRAF V-600E B coueTaHUM C O4HUM UM HECKONbKUMU KIIMHUKO-MOPGONOrmyeckmm npusHa-
Kamu no3BosAeT NoCTaBUTb NPaBUbHBIN AnarHo3. [JocTaTOUHO CNOXKHOW ABNAESTCA Tepanua 3Toro 3abonesaHna BBugy oT-
CYTCTBUA MHOTOLEHTPOBbBIX MEXAYHAPOLHbIX KIMHUYECKNX CCefoBaHWI, 0BYCNOBNIEHHOTO PEAKOW BCTPEUaEMOCTbIO STOM
natosiornn. Tem He MeHee B HacTosALLee BPeMA MPOBOAATCA KIMHNYECKNE NCCIeOBaHUA MO NPUMEHEHNIO NPenapaToBs pas-
NNYHBIX rPYNN B neveHny b3Y. HecoMHeHHO, YTO B CBA3M C pefKoCTbio 3aboneBaHNA U Manon MHGOPMMPOBAHHOCTbLIO Bpa-
Yeid, 6ONbLLON MHTEPeC NPeACcTaBnAeT COOCTBEHHbIN KIMHUYECKMI OMNbIT BeAEHWA TaKMX NaLMEHTOB.

Knroueeavsle cnosa: 6onesHb dpareima-Yectepa, rmcTMounTos, ABYCTOPOHHNI 3K30hTanbM, HU3Kogo3Has KT KocTen
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As is known, orphan diseases, which include histiocytosis, including Erdheim-Chester disease (ECD), occur under the
guise of other diseases, which complicates timely diagnosis and treatment. The presence of various symptoms in patients
with an unspecified diagnosis (weight loss, fever, chills, night sweats, malaise, shortness of breath, thirst, polyuria; pain in
the muscles and joints, in the long tubular bones of the upper and lower extremities, in the lower back or abdomen due to
kidney damage and/or retroperitoneal fibrosis; exophthalmos; rash, xanthomas; frequent infectious diseases; nystagmus,
ataxia, dysarthria) requires doctors to be wary of BEC.The variety of symptoms is due to the involvement of many organs and
systems (orbits, kidneys, skin, brain, including the pituitary gland; lungs; heart; blood vessels; tubular bones), which requires
a thorough examination, including morphological verification of the pathological process. Histological examination of biopsy
specimens for BEC is characterized by histiocytic infiltrates (so-called “foamy histiocytosis”) with signs of inflammation and
the presence of Touton giant cells; Immunohistochemistry reveals positive staining of these giant cells for CD68 antigen
and factor Xllla. Bone scintigraphy reveals a pronounced symmetrical accumulation of radiopharmaceuticals in the affected
bones; with radiography in places of ossalgia significant symmetrical bilateral osteosclerosis of the periosteum; according
to CT data - "hairy”kidneys, “lined” aorta as a result of infiltration with histiocytes. The BRAF V-600E gene mutation, detected
in half of the cases, in combination with one or more clinical and morphological signs allows a correct diagnosis to be made.
The treatment of this disease is quite complex due to the lack of multicenter international clinical studies due to the rare
occurrence of this pathology. However, clinical studies are currently being conducted on the use of drugs of various groups
in the treatment of BEC. There is no doubt that due to the rarity of the disease and the low awareness of doctors, our own
clinical experience in managing such patients is of great interest.

Keywords: Erdheim-Chester disease, histiocytosis, bilateral exophthalmos, low-dose CT scan of skeletal bones, symmetrical
bilateral osteosclerosis of the periosteum, fibrosis of the perirenal space, cells with abundant foamy cytoplasm, interferon
therapy, trametinib.
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BBeaeHue

B KJIMHWYECKOH MpaKTHUKe HEPeKU JHUATHO-
CTUYECKH CJIOKHbIE MALIUEHTHI, Y KOTOPBIX UMEIOT-
€51 OAUH WJIM HECKOJIbKO M3 MepeuyucaeHHbIX CUM-
NTOMOB, TAKUX KaK CHIXKEHUE MacChl TeJla, JUXO0-
paZiKa, 03HOOBI, HOYHAS MOTIUBOCTb, HEJOMOTa-
HUe, OJIbILIKA, KK/, IOJUYPHUSsI, 601U B MBIIIIAX
U CyCTaBax, B AJUHHBIX TPyOGYAThIX KOCTSIX BEPX-
HUX U HW>KHUX KOHEYHOCTEH, B MOSICHULE UJIH XKU-
BOTe BCJIEJCTBUE MTOPaXKeHHUs MOoYeK U/uJr 3abpio-
HMUMHHOTO $UOPO3a, IK30PTa/NbM, ChIlb, KCAHTOMBI,
YacTble HHPEKIMOHHbIE 3a60JIeBaHUs], HUCTArM,
aTakcus, Au3apTpus. [Ipu oTCyTCTBUU AHUAarHo3a
OHU J0/DKHBI HACTOPAKUBATh KJIUHUIIMCTOB B OT-
HOLIEHWHU TAKOro peJKoro 3aboJjieBaHUs, Kak 60-
Jie3Hb Jdpareiima-Yecrepa (b34) [1,2].

B 1930 r. aBcTpuiickuM natosioroM Iko6oM Ipa-
reiiMmom (Jakob Erdheim) u ero yueHukom Busibs-
moM Yectepom (William Chester) BnepBbie 6b111
onuvcanbl ABa cay4das b3Y. B 1972 r. TpeTuit cayyai
3aboJieBaHuUs 6611 onucaH PoHanbgoMm fAdde u 060-
3HavYeH UM Kak 6oJie3Hb Jdparerima-Uecrepa (b34)
[1,2]. B mocsenymoineM 66110 MOKA3aHO, 4YTO B MATO-
reHe3se OCHOBHBIM KOMIIOHEHTOM 3a60/1€BaHUS SIB-
JIIeTCSl XPOHUYEeCKOe HEKOHTPOJIMPyeMOe BOCIIa-
JIeHWe C BBICOKOW aKTUBHOCTbIO MOHOHYKJIeapHBIX
darouuToB, BKIKOYass Makpodaru v AeHApUTHbIE
KJIETKU, KOTOpble HAX0AsATCS B TKaHAX. Upe3mep-
Has npoJsindepanusi rUCTUOLUTOB NPUBOJAUT K I10-
PaXKeHUIO OPraHoOB M Pa3BUTHIO TAaK HA3bIBA€MbIX
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ructuonuTo30B [3]. CorsiacHo knaccudukanuu Bee-
MHPHOU opraHusanuu 3apaBooxpaHenus (BO3),
B34 — 3To ructuoyuTapHoe KJOHajJlbHOE 3a60-
JleBaHHe, KOTOpoe OTHeCEeHO B py6puky «Omyxo-
JIU U3 TUCTUOLUTOB U JEHJPUTHBIX KJIEeTOK». B Ha-
CTosillee BpeMs 3a60/ieBaHMe He KaacCUULIUPYET-
€Sl KaK 3JI0Ka4eCTBEHHBIN NMPOLecC UIX UMMYHHOE
pacctpoiictBo [1,2].

BoJsie3Hb yalle BCTpeyaeTcsl y My>K4HH, J1e010TH-
pyeT B cpesiHeM Bo3pacte (oT 40 go 60 JieT), peako
OTMeyaeTcs B e€TCKOM BO3pacTe.

B MupoBo#t MeJUIMHCKOHN JIUTepaType onuca-
HO 4yTb Gosiee 750 ciyqaeB b3Y, Ho ToyHas yacToTa
BO3HUKHOBEHUSI 3a60/1eBaHUsI HeM3BecTHA. CYUTaeT-
cs, 9TO 60JIe3Hb NMPOCTO HE BCET/a AUArHOCTHPOBA-
Ha WJIM JUarHOCTUPOBaHa HEBEPHO, BC/Ie/ICTBUE YETO
MOTYT NPONTH MecsiLibl, JaxKe Fo/ibl OCJ/Ie OsSIBJIEHHUS
nepBbIX cuMToMoB 534 110 ero Bepudukanuu [1,2].

CUMITOMBI U Te4eHUe 3a60/1eBaHUSI B OCHOBHOM
3aBUCAT OT BOBJIEUEHHs B MPOIECC OPTAaHOB PUCKa:
roJIOBHOTO MO3ra, CEPALA, MOY€EK, TeYeHH, a0OPTHI.
He6iaronpusTHBINA NPOrHO3 TedyeHUs 3ab0JieBa-
HUA oTMedeH npu nopaxenuu UHC u cepaua. Ilo-
pakeHHe KOCTel 4yacTo npoTeKaeT AJUTEIbHO Gec-
CUMIITOMHO. /l0CTaTOYHO YacTO BCTPEYarOTCs opa-
»KeHue op6uUT (B 25% cjyyaeB NpU ABYCTOPOHHEM
MOpaKeHUH MePUOPOUTATBHOU KJIETUYATKH IIPOUC-
XOAUT pa3BUTHe 3K30PTa/bMa U KCaHTeJIa3M, HHO-
r/la pa3BUBaeTCs HapyluleHHe 3peHUs1 (CHHUXKeHHe
OCTPOThI U AUIJIONHUS)), To4eK (CKOIJIeHHe TUCTH-
OIUTAapPHBIX MacC B NapaHedpaJbHON KJIeT4aTKe),
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roJIOBHOI'O Mo3ra (B TOM 4uc/e runodusa, 4To ya-
CTO aCCOLMUPOBAHO C Pa3BUTUEM HeCaxapHOTIO JiU-
abeta npumepHo y 30% nanueHTOB), IErKUX, KOXKHU,
cepaua [1,2].

[TopakeHUe 1IeHTPAJIbHOW HEPBHOW CHUCTEMBI
(HC) nposiBsisieTcss pa3HOO6pPa3HbIMHA CUMIITOMA-
MHU: ICUXUYECKUMH, KOTHUTUBHBIMH, TUPAMU/HbI-
MU, MO3KEYKOBBIMH. Yallle BCTpe4yarTCsl KOTHU-
THBHbIE PACCTPOMCTBA 6€3 NopakeHH!s BellleCcTBa
rojiopHoro Mo3sra (o gaHHbiM MPT), oTmedaeTcs
nnddysHoe, buremuchepHoe yMeHblLIEHUE TOJILU-
HbI KOPBI ¥ TOJIKOPKOBOTO ceporo BemjecTna [1,2].

[Ipy nopaxkeHHUU MOoYeK 4aCTO OTMeYaeTcs CKO-
IJIEHUEe TUCTUOLUTAPHBIX KJETOYHBIX MaccC B Ie-
pruHedpaabHOU KieTyaTKe. ONMUCAHBI CJAydYau U30-
JIMPOBAHHOTO MOpPaXKeHUs MepeHero cpesocTe-
HUS B BU/IE COJIMJHON OmMyxoJid 6e3 NpHU3HAKOB I0-
paKeHHUSs [PYTUX OPTaHOB M CUCTEM, XUJIE3HOTO ac-
uuTta (ckomsieHue UMbl B OPIOLIHON MOJIOCTH),
M30JIMPOBAaHHOTrO NOpa)KeHUe MevyeHu, MbIIIL, JIET-
kux [1,2,3].

OCHOBHbIE IMArHOCTUYECKUE KpUTepUHU 60J1e3-
HU Jpareiima-Yecrepa [1,2,3] npeAcTaB/ieHbl B Ta-
oJsune 1.

OKOHYaTeJIbHbIM MarHo3 06bIYHO OCHOBbIBA-
eTCsl Ha TPEX COCTaBJISIOIIUX: KIMHUYECKUE CUM-
NTOMBI, pe3yJbTaTbl OUOICUU U PAJUOHYKJIUHO-
ro CKaHUpPOBaHUA cKeJsieTa. CoryiacHO AMepUKaH-
CKOM acconuanuu ructuouuTo3oB (Histiocytosis
Association of America), JonyckaeTcsi HOCTaHOBKaA
AuarHosa b3Y Ha ocHOBaHUHU JJaHHBIX OCTEOCIUH-

THOrpadrU NPU HEBO3MOXKHOCTU NOJTYYUTh FMCTO-
JIOTUYeCKoe MoATBepKaeHue [2].

BoJiee yeM y moJioBUHBI NanueHTOB ¢ b3Y B 6uo-
NTaTaxX NOPAKEHHBIX TKaHeH HaXOAAT MyTaLUIo
reHa BRAFV600E, 4To accouquupyeTcs C BBICOKUM
PHUCKOM MOPAXKEHUsI KPUTUYECKHUX OPTaHOB TAKHX,
KaK [0YKH, MOYETOYHUKH, apTepUaJbHble COCYAbI
OPIOLIHOM MOJIOCTH U KOPOHApPHBIE apTepuH [4].

C kaKuMH 3a60/1eBaHUSIMU IPOBOAUTCA
auddepeHnuanbHaa guarHocruka b34?

JTo 3aboJieBaHHME HWHOrAZa OIIHOO0OY-
HO NMPHUHHUMAaeTCs 3a TUCTUOLUTO3 U3 KJIETOK
JlaHrepraHca, THCTUOLUTAPHYIO CApKOMY C HU3-
KoM nposindepanuvei, MmesanomMmy u ap. [lopaxe-
HUsI OPOUT MCEBAOTYMOPO3HOTO XapaKTepa Mo-
T'yT BCTpedaThbCsl Npu 6ose3HU ['peiiBca, 1MMdo-
Max, rpaHysieMaTo3e BereHepa, 6oJie3Hu lllerpe-
Ha, TUCTHUOLUTO3€e U3 KJeToK JlaHrepraHca, peTpo-
oysib6apHOM HUOPO3e, MOpPAKEHHE MOYEK — MPU
6osie3Hu Pozau-/loppmaHa, HUMMYHOTJIOOYJIUH
G4-acconuupoBaHHbIX 3a6osieBaHusx (IgG4-Ab)
— MPU UAUONATHIECKOM PETPOIEPUTOHEATHHOM
¢dubpo3ze (6ose3um OpmoHaa), nopakenue HHC —
IpU leMUEeJTMHHU3UPYIOIUX 3a60/eBaHUAX HEPB-
HOU cHucTeMbl, HecaxapHOM JuabeTe Pa3IMuHOr0
reHesa. [1,2,5]. [lnsa nuddepeHnasbHON JUArHO-
CTUKU MeX/y 3THUMH 3a60JIeBaHUSIMU HeOOX01U-
Ma OHOIICHS C IOCJAeAYIOUUMHA MOPHOJIOTHIECKUM
Y MOJIEKY/ISIPHO-TeHeTUYECKUM UCCJIeJ0BaHUSAMMU.

Tabmuma 1

OCHOBHbIE AUATHOCTHYECKHE KpUTEepUH 60/1e3HU Ipareiima-Yecrepa

Buj vcciaeaoBaHus

XapaKTepHucTHKa

T'uctosoruyeckoe

Hanuyue neHucToro TUCTUOLUTO3a C NIPU3HAKAMH BOCIIAJIEHHUA U TUTAaHTCKHUX KJie-
TOK TyTOHa, BO3MOXHO IIpoBeJieHne GHOICUHU KCaHTEJJIa3M.

I/IMMyHOFI/ICTOXI/lMI/I‘{eCKOE

[TonoxuTenbHOE OKpalirBaHue KaeTok Ha CD68 u Xllla.

OcTteocyuHTUrpadUYECKOE

BbIparkeHHasA CUMMeTpPHUYHasA aKKyMyJIALUs pajrodpapMaleBTHYeCKOro npenapara
(P®II) B mopaXéHHBIX JJMHHBIX TPyOYAThIX KOCTSAX HIKHUX U BEPXHHUX KOHEYHO-
CTeH, YTO COOTBETCTBYET OCTEOMETA00JHUYECKUM HapyLIEHUSIM HEYyTOYHEHHOT'O Te-
He3a.

PentreHorpadpuyeckue BbIpakeHHbIH CHMMeTPUYHbIN GU/IaTePabHBIA OCTEOCKJIEPO3 HAZLKOCTHHLIBIL.
KT novex «Bousocateie» nouku (“hairy” kidney) — ckomnsieHre ruCTHOLMTAPHBIX MacC B IepH-
Hedpa/bHOU KJIeTUaTKe.
«06s10’)keHHas aopTa» — (“coated” aorta) yToJilieHHe CTEHOK aOPThI 3a CYET HAKO-
KT aopThl .
IJIEHUsI B HUX rTUcTHOLUTOB (Serratrice J.,2000) [2].
[To mHenwuto D. Sabino u coaBT., o cpaBHeHUIO Bo3MOkHOCTel [13T, coBMelméHHOM C
M3T /KT KT (II3T/KT), ¢ 18F®AT u 18FNaF npu B34 ucciesoBaHue ¢ IIIOKO30M Jy4lle MC-

[0JIb30BaTh JJIs1 OLleHKH 3pPEKTUBHOCTH TePaNMU U HABUTALMH C LieJIbI0 GHOICHH,
a c pTopuzoM — A5 OLIEHKU IopaXkeHUs1 KocTeH [2].

OpHodoToHHass 3MuccuoHHas KT,
coBMeénHas ¢ KT (OPIKT/KT)

XpoHUYeCKUH MPOJYKTUBHBINA XapaKTep MOopaXKeHusl C BBICOKOW ocTeoMeTabosinye-
CKOW aKTUBHOCTBIO.
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KakoBbI BO3MOXXHOCTH Tepanuu npu b34?

[IpuMeHeHUe paHee CTEPOUJOB, LIUTOTOKCHUYE-
CKHUX MPenapaToB, JIy4eBOU Tepanuu U TPAHCILJIAH-
TalMU ayTOJIOTUYHBIX FeMOMO3TUYECKUX CTBOJIO-
BBIX KJIETOK B JledeHUH b3Y nmokasano HU3KYO KJIN-
HUYeCKYH0 3QPeKTUBHOCTb ITUX METO/0B N0 KOH-
TpPOJII0 3a60JIeBaHusl: IpeKpalleHre JedyeHUs Npu-
BO/IUJIO K ero nporpeccuu [1,2].

C 2005 r B JIe4eHUH UCII0JIb3YETCSA HHTEPpPEPOH-
anbda (IFN-a). MHoTOYMC/IeHHBIE PaGOThI MTOKa-
3ayi1 ero 3¢pPpeKTUBHOCTb B IEPBOU JIMHUU Te-
panuy, U B HacTosilliee BpeMsl IPUMeEHsIeTCS KaK
nHTepdepoH-anbda (IFN-a), Tak U merujMpoBaH-
HbIl [FN-a. JleueHHe NPOBOJUTCS B T€YEHUE JJIU-
TEeJIbHOTO BpEMEHH KaK CTallMOHAPHO, TaK U aMOy-
JIaTOpHO. Bbl/I0 NOKa3aHo, UTO 3Ta Tepanus cylie-
CTBEHHO CHIDKAeT PUCK CMEPTH y MALEHTOB C He-
6s1aronpusTHBIM nporHosom b34 [1,2,6,7].

B nedyenuu B34 ucnonb3yrTca TakKe UHTU-
OGUTOPBI UHTEPJIEMKUHOB, B YaCTHOCTU PEKOMOU-
HAHTHBIN pelenTOPHbIA aHTATOHUCT UHTEPJIeHKU-
Ha 1-anakuHpa. B cpaBHeHuU 3pPeKTUBHOCTH Jie-
yeHus1 b3Y aHakuHpoH, HHPIMKCMMAbOM U 3Ta-
HepuentoM 63 nanueHToB ¢ b3Y ¢ 1998 r,, no gaH-
HbIM KJUHUKH Maiio (Pouectep, CIIA), aHakuHpa
npoJeMOHCTpUpoOBasa 60Jiee BbICOKYIO 3QdEKTHB-
HOCTb. [I0 MHEHHIO aBTOPOB, aHAKUHPA — 3TO Tpe-
mapaT BbI6Opa BapUaHTa JIeYeHUs y MAllHEHTOB, KO-
TOpble He SIBJSAIOTCS KaHAUJATaMH Ha UHYIO Tap-
reTHY WJIU XMMUOTeEpaNuIo, a Takxe Tepalnuio
HUPHa u B cayyasx 6e3 nopaxkeHus L{HC. OTmeue-
HbI C/Iy4ad YCHEelUHOW Tepanuyd aHaKUHPOU manu-
eHTa ¢ b3Y c kpailHe TSXKEJIBIM MMepUKaApPAUTOM,
TaMIIOHA/I0UW cep/illa U cep/ieYHON HeI0CTAaTOYHO-
CTh10, 2 NAIUEHTOB — C NOpPaKEHUEM T'OJIOBHOTO
Mo3ra. iMeloTcsa ykasaHUs Ha yCIlellHoe NpuMe-
HeHUsl UHPIMKCMMaba (MOHOK/JIOHAJbHOE aHTUTe-
Jio, o6J1a/1arolee BbICOKOU adPpUHHOCTBIO K GaKTO-
Py HEKpOo3a OIMyXOJIU-Q) MPHU JIEYeHUH 2 MallUEHTOB
¢ B3Y c Taxésnolt cepeyHO-COCYAMCTON HeJ0CTa-
TOYHOCTBIO [1,2,7].

Touunnszymab (akTemMpa), peKOMOMHAHTHOE MO-
HOKJIOHAJIbHOE aHTUTEJIO K YeJI0BeYeCKOMY pelier-
TOpPY UHTEpPJIeHKHHA-6, MOXKeT ObITh 3P PEeKTHUB-
HbIM TOJIbKO IIPU HEKOTOPBIX JIOKAJIU3ALUIX IOpa-
»KEHHBIX OPTaHOB U CHUCTEM, B YACTHOCTH KOCTHOU
cucTeMbl (obJieryeHue 60J1eBOr0 CUHpPOMa), KOTO-
poe Mmo-BHUJUMOMY, OKa3blBaeT C/1abblil TepaneBTH-
yecku# 3¢ dekT y nanueHToB ¢ nopaxenuem L[HC.

[lepcrieKTUBHBIM SIBJSIETCS IPUMEHEHUE Tap-
reTHOUW Tepanuu, K KOTOpou oTHOcATCS BRAF-
UHrubuTOpHhl (BeMypadenub u gabpadpenutd). B Ha-
cTosIlee BpeMsl eAUHCTBEHHBIM 0J00pPEHHbBIM
YnpaB/ieHHEeM 110 CAaHUTApPHOMY HaJ[30py 3a Kaue-
CTBOM NHUILEBBIX NPOJAYKTOB U MeJuKkaMeHTOB CIIA
(FDA) npemnapaToM AJis TapreTHou Tepanuu B34
c noATBepxAEéHHOU MmyTalved rena BRAFV600E sB-
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JsieTcs BeMypadeHu6 BBU/Y KJIMHUYECKU 3HAUU-
MOTO0 NpeuMylLecTBa epej ApyruMu BUZaMu Tepa-
nuu. CTa0 U3BECTHO, YTO PE3UCTEHTHOCTD K BEMY-
padenu6by npu 534 He pasBuBaeTcs, IO3TOMY BO3-
MOXKHa Tepanus B Te4eHUe JJUTEJTbHOTO BpEMEHHU.
B cBfI3M € BBICOKHM NPOLEHTOM JIOXKHBIX pe3yJibTa-
TOB nayueHThl ¢ B3Y f0KHBI IPOXOAUTH TECTHUPO-
BaHMe Ha MyTauuio reHa BRAF c ucrosib30BaHuEM
CBEPX4YYBCTBUTEJNbHbBIX JUArHOCTUUYECKUX CUCTEM.
C ipyro¥l CTOPOHBI, y NALMEHTOB C OTCYTCTBUEM
MyTaluuu resa BRAF MoryT BCcTpedaTbCd Apyrue
MyTallMH, KOTOpPbIe TaKXKe MO03BOJISAT IPOBOJUThH
TapreTHoe JiedeHue [1,2,7].

[IpennosiaraeTcsl UCNOJb30BaHUE UHTMOGHUTOPOB
kuHa3bl 1 1 2 (MEK1, MEK2), Tak kak 6ea1ku MEK
SIBJISIFOTCSI BAXKHBIMU KOMIIOHEHTAMU CUTHAIBHOTO
IyTH BHEKJIETOYHOU CUTHAJIPETyJINPyeMOY KMHA3BbI.

[IpoBoOAsATCS McCaeN0BaHUs IO U3YYEHUIO Jle-
yeHus nauueHToB b3Y ¢ myTtanuen reHa BRAF fia-
6padeHn60M U TpaMeTHHHUO6OM. bblslo moKa3a-
HO, 4TO JjlabpadeHn6 06J1aaeT MeHbIIEH TOKCHY-
HOCTBIO 110 CpaBHEHUIO C BeMypadpeHHu60M (K IJIo-
X0 NepeHOCUMOCTH OTHOCATCS JIMXOPaiKa U 1o-
BbIlIeHHAs YCTaJIOCTh), MOXKET UCIO0JIb30BaAThHCS
B MOHOTepanuu. TpaMeTHHU6 HHTUOUPYET aKTUBA-
nuto MEK, Bbi3BaHHy0 reHoM BRAF, 1 UHTUOUDPYeET
akTuBHOCTb MEK-KHHas3.

B HEKOTOPBHIX ciay4dasix JedeHUue NPUMEHSIOT
OT/IeJIbHO, @ UHOT/[Ja COBMECTHO C UHTMOUTOpaMU
BRAF. UMaTHHK6 Me3uiaT 6blJ1 UCNIOJIb30BaH B He-
60JIBLIOM MPOLeHTE caydaeB 601bHbIX BIAY ¢ Heo-
HO3HAYHBIMU pe3yJibTaTaMH [2].

[IpencTaB/sAlIOT UHTEpec cooblieHUsT 06
ONbITEe MPUMEHEHUU METOTPEKCATA KaK B BbI-
COKMX /103aX B CJay4asiX GbICTPOro Nporpeccu-
poBaHusa b2OY, Tak ¥ B mojJep>KHBAIUUX
HU3KUX Jl03ax. TakK, IpU UCIOJIb30BAaHUH Y 2 Na-
LLUEHTOB C MOpaXeHHeM OpO6UT 6bljaa J0C-
TUTHYTa cTabuanu3anus 3a6oseBaHUs, JJIUTeNb-
HOCTb peMHCCUM cocTaBuJia 2 u 13 JsieT cooT-
BETCTBEHHO. Bo3M0oXxHO 3dPpeKTHBHOE UCI0JIb30-
BaHUe KJaZpubUHA B COOTBETCTHUU C LLUTOKHUHO-
BbIM npodusieM npu b3Y, ogHaKO ero TOKCUYHOCTh
OrpaHUYMBaeT NpUMeHeHUe 2-4 KypcaMU JieueHHUs
[2].

i1 yydieHus: KauecTBa XKU3HU MalfeHTa IPU
pedpakTepHoM TedyeHuu B3Y c Gosblioi onyxoJie-
BOM Maccoi omnpaB/JlaHO LIUTOPEAYKTHUBHOE Ollepa-
TUBHOE BMeIIAaTe/JbCTBO; /11 006/1er4YeHrs1 KOCTHO-
ro 60/1€BOro CUHJpoMa — JUCTAHLIMOHHAA Jy4e-
Basl Tepanus, Ha3HaYeHue 6uchocPoHaATOB.

BaxxHoU nHbopmanuen JJisd KJIUHUIMCTOB
B IJIaHe JudepeHIIMabHON JUAarHOCTUKY SIBJISI-
I0TCSl C/Iydyad TedyeHus 3a60JieBaHUs C COXpaHEHU-
€M BBICOKOI'0 YPOBHS KayeCTBa KM3HU Yy 4acTH Ia-
ueHToB ¢ b3Y B TeueHue JecaTuneTui (2, 7].

Y4uTbiBas peIKOCTb ONUCbIBAEMOU MATOJIOTHUH,
npe/iCTaBJIsieM Hallle KIMHUYeCKoe HabJIlo/[eHue.
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OnuvcaHue KJIMHUYEeCKOro ciy4das

[TanuenT K., 1979 1. p., BeTepaH 60eBbIX Ael-
CTBUW KOHTPTEPPOPHUCTHUUECKOHN omnepalnuu B Ye-
yeHCKo# pecry6snike B 2000-2001rr. (uMen paHe-
HUS), cUUTaeT ceb6s 60/bHBIM ¢ 30- JIeTHEro BO3-
pacTa, Korja cTaJl 3aMeyaTh M0OBbIlIEeHHe TeMIlepa-
TYpbI TeJia. Jledynsics no NoBOAYy XpPOHUYECKOTO TOH-
3UJJIUTA.

B 2015 r. npu o6cieJOBaHUU 10 TTIOBOAY JIU-
XOpaZKu 6oJiee 0JTHOTO Mecsilia U CyXOro Kall-
Jis ipy ¢uirooporpaduu NaToJOTMU HE BbISIBJIEHO,
o061 aHanu3 KpoBu (OAK) 6e3 ocoGeHHOCTEH.
C-peakTuBHbIHN 6esiok (CPB) — 8,6 mr/a (npu Hop-
Me 0-5). HazHaueHa NpOTUBOBOCHAINTENbHAS Te-
panus ¢ He3HAYUTEJbHbIM OJIOKUTEAbHBIM 3¢-
dekToM, coxpaHsJica cyodebpuautet. [Ipogomkan
paboTars.

B 2018 . TepaneBTOM 6blJ HallpaBJIeH K YPOJIO-
I'y C ’KaJlobaMHu Ha 03HOOBI IO HOYaM, 0610 CJa-
60cThb, moTepto Beca a0 20 kr. B OAK apuTtponu-
Tbl — 4,85x10'%/11, remorsio6un — 121 r/a, nei-
KonuTbl — 12,98x10°/51. B OAM 6€3 oco6eHHO-
CTeMH, MoceB MOYM Ha MUKPOQJIOPY CTEPHUJIbHBIM.

CPb — 8,9 mr/ua. /luarHocTUpoBaH JIBYCTOPOH-
HUU ruapoHedpos, ABYCTOPOHHUMN FHPOKAIU-
K03. BrickazaHHOe of03peHUe Ha TY6epKy1€3 Mo-
YernoJIOBOW CUCTEMBI, TYOEPKYJIE3HBIA NMANUIIAT
npu 1006C/IeI0BAHNY He MOATBEPAUIOCE. B HioHe
2019 r. KOHCYJIBTHPOBAaH HEBPOJIOrOM, peBMaTo-
JloroM. MckJoyanrucb TpoM603 KAaBEPHO3HOTO CU-
Hyca, BUCOYHBIA apTEePUUT, UMMYHOTJI00y/IUH G4-
accouuupoBaHHoe 3a6osieBanue (IgG4-AB) — pe-
TpOINepUTOHEeaTbHbIU GUOPO3, peTpobyIbOGAPHBIN
$ubpos, HelipodubpomaTo3 2 Tuna, 60se3ub Op-
MOH/Ia.

B cBsA3U c ’kasi06aMy Ha CHU>KEHUe 3peHUs
B6JIM3Y, OILyllleH1e OTEYHOCTHU JIEBOTO IJ1a3a, «IpH-
MyXJIOCTH JIEBOTO TIJla3a», «JIEBbIH IV1a3 60JiblIe
npasoro» B Mae 2019 r. o6paTuJsics K opTaaIbMOJIO-
ry. [Ipu ocMoTpe ry1a3Hoe s16J10KO c1eBa HE3HAYH-
TeJIbHO BBICTOUT BIlepe/]. /luarHocTUpoOBaHa Ipe-
cObUoNUs, aHrMoNaTHUs CeTYaTKU 060UX IJ1a3, IK30(-
Ta/IbM CJIeBa, BpoxKAeHHasa aHusokopusa. MPT ot
2021 r. — kapTHHA peTpPobYyIbO6APHBIX 06pa3oBa-
HUH 06eux riasHul D<S (puc. 1). OyaroBbie uame-
HeHHs TOJIOBHOTO MO3ra, pacloJioKeHHble HHpa-
TEHTOPHUAJIBHO.

Pucynok 1. MPT (27.07.2021 ) — KapTHHa peTpoGy/1b6apHbIX 06pa3oBaHui 06eux miasHul, D<S.
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PucyHok 2. KT opraHoB GproHoi noyaoctu (24.12.21 r.) — kapTuHa ¢puGPO3HbIX MU3MEHEeHUH NepupeHaIbHOT0
NMPOCTPAHCTBA C BOBJIEYEHHEM N0YEeYHbIX CHHYCOB, BePXHeil TpeTH MO4eTOYHUKOB, HaZI0OY€YHHKOB, ABYCTOPOHHE
KaJIMKONHEeJIOypPeTepPO3KTa3uH, KOHKPEMEHTOB JIEBOH MOYKH.

[Ipu o6cnesoBaHuM y ypoJiora B fekabpe 2021 r.
B OAK 3putponutoB — 5,24x10%%/1, HB — 139 1/,
serikonutoB — 11,61x10°/s1, CO3 — 26 MM/4, dubpu-
HoreH — 7,62 r/a (nmpu HopMe 2,2-4,4). [Ipu KT op-
raHOB GPIONIHOM MoJsiocTH oT 24.12.21 r. (puc. 2) npu-
3HaKH GUOPO3HBIX U3MEHEHUH MePUPEHATBHOTO MPO-
CTPaHCTBA C BOBJIeYEHHEM TOYEYHBIX CUHYCOB, BEpX-
Hel TpeTH MOYETOUYHMKOB, HAa/[IOYEYHUKOB, JIBYCTO-
pPOHHEH KaJIMKONMeJ0ypeTepo3IKTa3nH, KOHKpeMeH-
TOB JIeBO! NMOYKH. [IpU3HaKU renaTociJIeHOMerajanu
(173x70MM), KUCT TIeY€eHHU, FeMaHT UM TedeHu. bbL no-
CTaBJIEH Npe/iBapUTebHbBIN JUArHo3: CllJIeHOMeraaus
HesICHOTO reHesa. bosiesHb JpareiiMa-Yecrepa? Uau-
ONaTHUYeCKHUM peTponepruToHea bHbINA Gpubpo3 (60-
sie3ub OpMoH1a)? Bosie3nb lome?

31.01.22 r. B I'BY PO «K/1] «310p0oBbE» B T.
PocToBe-Ha-/[oHy» 6Gblyia BbINIOJIHEHA YPECKOXKHAS
6uoncus napaHedpasbHbIX UHQUJABTPATOB 110 TUILY
«pyTaapa» nox KT-naBeneHuem c SIRIO. I1pu ru-
CTOJIOTMYECKOM aHasiu3e 6uonrtara Ne7753-54/22
B IOCTaBJIEHHOM MaTepuasie puO6po3Hasi TKaHb
C 04YaroBbIMU CKOILJIEHUSIMU KJIETOK C OOUJIbHOH Iie-
HUCTOM IUTOIJIA3MOM C MEJIKUMHU 6a30UTbHBIMHU
aipaMu. MopdoJsiorruieckast KapTUHa He MO3BOJIS-
eT UCKJIIOYUTDb 60J1e3Hb JpAreliMa-ecrepa, u 14
YyTO4YHEHHs TUCTOreHe3a pekoMeHgoBaHo UI'X-
uccaenoBanue (S100, CD68, XlIlla). [Tpu UT'X CD68-
MapKep MakpodaroB-ruCTHOLUTOB MOJI0KHUTEb-
HbIH (rpaHyJIsipHO, IUTOIJIa3MaTH4YecKku), a CD1a
n S100 oTpuLaTeNbHBI, YTO B COOTBETCTBUU C MOP-
dosiornyeckoil KApTUHOM UCKJIIOYAET TUCTUOLUTO3
U3 Ky1eTok JlanrepraHca, 6ose3Hb Posau-/lopdmana.
Hanunuue BorisiBaeHHOUW MyTanuu V600E B rene
BRAF B coueTaHUM ¢ KIMMYHOJIOTUYECKUMU MapKe-
paMu MO3BOJIMJIO BBICTABUTH JUArHO3 «B3U».
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C y4éTOM KJIMHUKO-1a60paTOPHBIX JaHHBIX,
Mopdosiorudeckot kapTuHbl, UDT, BbIsiBJIEeHHOU
myTanuu V600E B rene BRAF, remaTtosnorom 'BY
PO «K/1J «3nopoBbe» B I. PocToBe-Ha-/loHy» Bepu-
dunupoBaHa 6osie3Hb Jparerima-Uecrepa. Ociox-
HeHUe — cIJleHoMerasus. [lopaxkeHne obeux op-
6uT, napaHedpasbHbIX IPOCTPAHCTB, KOCTHBIX
cTpykTyp. [Ipu ob6cienoBanuu B OAK apUTPOLUTEI
— 5,59x10%/n, remorsio6uH — 144 r/J, 1edKoLH-
ToB — 5,59%x10°/1. CPb — 105,4 MM/4, beppUTHH
— 490,94 ur/mu (npu Hopme 30-400).

C anpesa 2022 r. no utosnb 2022 r. mosy4asa uH-
TepdepoH anbda 2B no 3-5 man ME n\k 3 pasa
B HeJIeJII0 C HeKYNIUPYeMbIM HEeCTEPOUAHBIMU IPO-
TUBOBOCNAJIUTENbHBIMU CPeJCTBAMU, KOPTUKOCTE-
pOUJaMU FPUININIONOA0GHBIM CUHPOMOM

[Tpu M3T/KT ot 14.08.2022 1. 06Hapy>XeHbI MHO-
»KeCTBEHHbIE YYaCTKU YIVIOTHEHUS U pasparKeHUst
KOCTHOM CTPYKTYPBbI € U361paTebHON aKTUBHOCTbIO
@/II' B yka3aHHBIX OTJie/Iax KaKk POosiBJIeHUEe OCHOB-
HOTro 3a60J1eBaHUs, GHOPO3HBIE U3MEHEHUS NIepUpe-
HaJIbHOT'0 MPOCTPAHCTBA C BOBJIEYEHUEM HaZI04yed-
HUKOB ¢ a1 dPy3HoH akTuBHOCTHIO D/IT, nuddy3Ho
MOBbIIIEHHBIA MeTa601M3M D/II' B cTeHKaX »Key/i-
ka. 06'b€M NOpa’KeHUsI — PeTPOoOpOUTAIbHOE IIPO-
CTPaAHCTBO, AJIMHHbIE TPyOUaThle KOCTH, BEPXYLIKU
JIETKUX (Oy/1/1IE3HOE OpaKeHHE), 3a6PIOIIMHHbIE UH-
GUIBTPATBI 110 TUITY «BOJIOCATBIX» MTOYEK.

B cBfI3U C mJI0X0OW MepeHOCUMOCTbIO IpoBee-
Ha 3aMeHa Ha NeruJnpoBaHHbIA UHTepPdepoH (me-
racuc). C urosia 2022 r. nallMeHT MoJiy4as NeruH-
Tepdepon 3 myH EJl — 180 mx\m1 0.5 ms1 m\k 1 pa3
B 10 gHeM.

[To ganubim 13T /KT ot 05.03.2023 1., B cpaB-
HeHuu ¢ JaHHbIMU [13T /KT ot 14.08.2022 1. 661110
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OTMeYeHO CHU)XKeHUe YyPOBHSA akTUBHocTU P/
B 60JIbIIMHCTBE U3MEHEHHBIX KOCTEHN CKeJleTa, poCT
akTuBHOCTU @D/I' B ouare MATKUX TKaHeH JieBOro
6e/ipa (Ha ypoBHe 6OJIbIIOrO BepTesia) 6e3 YETKUX
CTPYKTYpHbIX u3MeHeHU! Ha KT, yMeHbIIeHHEe 06b-
éMa $prOpO3HBIX U3MEHEHUN IEpUPEHATBHOIO IPO-
CTPaHCTBA U 06J1aCTH HA/IOYEYHUKOB € A1udody3-
HOMU cTabuIbHOM akTUBHOCTbHIO O/IT, poCT aKTUBHO-
CTH B CTEHKaX XKeJyJKa, cuieHoMeranus. [lpy MPT
ot 13.03.23 r. yctaHoBJieHbl MP-kapTHHa CTPyK-
TYPHbIX U3MEHEHUH JIeBOU GeZJpeHHOHN KOCTH, Jie-
BOCTOPOHHUH KokcapTpo3 1 crenenu. [lpu OI/IC
oT 5.04.23 . — XpOHUYECKUH racTpUT aTpodpuye-
CKMH aHTpaJIbHOTr 0 OTAeJ1a 3aKkpbiToro tTuna C-1 nmo
Kimuro-Takemoto. [Ipu $r6poK0I0HOCKONNH NTATO-
JIOTUHY He BbISIBJIEHO.

Tepanust neruntepdepon 3 MmiH EJ[ — 180 Mxr\
M 0.5 ma n\k 1 pa3s B 10 gHeli — npoBoAuIach
c utoisg 2022 r. mo aBryct 2023 1. (MI0JIb-aBryCT
2023 r. — JIONIOJIHUTEJNbHO NIpeJHU30J10H 10 Mr
B CyTKH), 3aTeM Tepanus 6blja NpeKpalieHa B CBI3U
C OTCyTCTBUEM mpemnaparta. [[py 3TOM nmaueHT co-
XpaHsIJ1 pab0TOCIOCOOHOCTb, TPO/I0/IKAI pabOTaTh.

C 1neJsiblo onpejesieHHs] TAKTUKU JajibHeH1Iero
BeJleHHs NalUeHT Obl HanpasJieH B HanimoHasb-
HbI MegunuHckui UccnenoBaTtenbckuil LleHTp re-
MaToJsiorud (HMUIL] remaTosioruu), rje HaXoauJacs
Ha 00CJIe[OBAHUU B OT/[eJIEeHUH reMaTOJIOTUH U 0P-
¢danHbIX 3a60seBanuii ¢ 07.08.23 r. mo 18.08.2023 r.
B pyTUHHBIX J1JaG0PaTOPHBIX aHA/IM3aX 06palaiyd Ha
ce6s1 BHMaHUe CHIXKeHNe YPOBHSA TPOMOGOLIUTOB /10
159x109\J1, noBbIllIEHWE YPOBHA KpeaTHHUHA — [0
108,5 MKMOJ1b, ypOBeHb KeJie3a — 11,18 MKMOoJIb\JI,
depputnHa — 771,4 ur\mi, CPb — 24,64 mr\J, ajib-
6yMuH — 53,6%, ramma-ri106yauasl — 22,7%, um-
MyHor106yauHbl Ig G — 224ME\mu1, IgA — 150ME/
M, I[gM — 95ME\Mu1; B koarysiorpaMmme — pubpH-
HoreH (4,49r\J1), B 0611leM aHa/IM3e MOYU — be-
Jok (0,1r\s1). B OAK ot 08.08.23 . HB — 154r\J,
3p — 5,44x10\Js1, TpoM6 — 159x10°\J1, €K —
4,26x10°\s1, peTukynonutbl — 109,3x10%\ /.

[Ipr MPT 3a6p1olIMHHOTO0 NPOCTPAHCTBA C BHY-
TPUBEHHBIM ycuseHHeM oT 14.08.23 1. 06e mouku
pe3Ko M3MeHeHbl, KapTHHA BbIpaXKeHHbIX GUOPO3-
HbIX U3BMEHEHUH TSXKUCTOTO THUIA B MapaHedpasib-
HOM KJleTYaTKe — crnenuduyeckass KapTHHA «BO-
JlocaTbIX» Movyek. /laHHble U3MEeHEeHUsI pacnpocTpa-
HSAIOTCS Ha NOYeYHble CUHYCHI, GacCliUU MOYEeK, BO-
BJIEKAIOT B MATOJIOTMYECKUH MPOLLECC BEPXHIOKO
1\3 MO4YeTOYHHUKOB U 06a HaAToUYeyHUKa. UMeeTcs
HepaBHOMepHOE Cy:KeHHe MOYeTOYHHUKOB. Makcu-
MaJibHas ToJIIMHA GUOPO3HO-U3MEHEHHOHN KJIEeT-
yaTku cnpaBa a0 30 MM, cieBa — 25 MM, MOYKHU
yMepeHHO yBesnveHbl (paBasg — 8x7,5x12cwM, se-
Basgs — 7,5x5,8x11,5cm), mapanedpasibHblil Gubpo3.

[To ganHbiM MPT Ta306e/peHHbIX cycTaBoOB (6e-
JIpeHHbIX KocTel, 14.08.23 ) — pacnpocTpaHEéHHbIe
YYaCTKHU OCTeOCKJiepo3a (HauboJjiee BbIpaKeHHbIe
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B JIUCTaJIbHBIX MeTainadr3ax 6epeHHbIX KOCTEN).

[Ipu Huskozo3Hou KT kocTel ckesieTa OoT
14.08.23 1. o6HapykeHOo crnenudpruieckoe mopaxe-
HUe PeTpoOybOapHON KJIeTYaTKHU, MapaHeppaib-
HOU KJIeTYATKH, MOYEK, HAJMIOYEeYHHUKOB, ITpeca-
KpaJIbHOU KJIeTYaTKH, MHOXKeCTBEHHbIE CKJIEPOTH-
yecKue U3MeHeHUs IJIOCKUX KOCTel U KocTel npa-
BOW KJIIOYHILbI, AJUHHBIX TPyOUaThIX KOCTEH € KU-
CTOBUIHOW NEePeCTPOUKON UX MeTadU3apHBIX 30H,
remnarocrnjeHoMeranus. PeTpo6yab6apHo UHTpa-
KOHAJ/IBHO «TKaHb» 710 33x22MM, Ha GOHe KOTOPOU
He audPepeHIIUPYIOTCSA 3pUTeIbHbIE HEPBBI U He-
JocTaToyHo AuddepeHIIMpoBaHbl MbIIIIbI OPOUT,
JIBYCTOPOHHUU BbIpakKeHHbIH 3K30)TaNbM.

JlMarHoCcTUpOBaH HeJIaHTepPraHCOKJ/AeTOYHbIH
TUCTUOLMTO3 — 60Jie3Hb IparekimMma-Yecrtepa, pe-
KOMeH/0BaH Nnpuém nHruobutopa MEK-kuHas-
TpaMeTUHHUO 1 Mr\CcyTKH, KOTOpPbIH NALMEHT MO-
Jy4aeT ¢ HOs16ps1 2023 r. OTMevaeTcs y/aydlleHue
camMo4yBCcTBUs. U3 no60o4HbIX 3¢ deKTOB Ha poHe
npenapaTta OTMe4YeHO MOBbIlIEHHEe apTePUATbHOTO
JlaBJIeHU s, ChIlTb HA Koxke. O6paiiaeT Ha ce6sl BHU-
MaHUe BbICOKHH YPOBEHb KauyeCTBa KU3HU: MalU-
€HT NPOo/ioJKaeT TPYAOBYIO JiesATeJbHOCTb, paboTa
CBfI3aHa C KOMaH/JUPOBKaMHU.

3ak/sIroyeHue

[IpencTtaBieHHBIA KJAWHUYECKUH caydal Io-
Ka3blBaeT CJ0XXHOCTH JUArHOCTHUKU 6OJIE3HU
dpareiima-UecTepa (Ha NPOTSXKEHUH MHOTHX JIET)
BCJIe/ICTBHE KaK peJIKOM BCTpeyaeMOoCTH, TaK U Ma-
JIOW OCBeJIOMJIEHHOCTH Bpadyel 06 3TOMW MaToJIO-
ruu. bosiesHb MOXeT nmopaxaThb JII060U opraH WU
CHUCTEMY, UTO eLlé pa3 HAlOMUHAeT O HEOOX04UMO-
CTHU CKOOPJJMHUPOBAHHOM JieITEeJIbHOCTH Npe/icTa-
BUTeJIel pa3HbIX ClelUaJbHOCTEN (TepaneBToOB,
OHKOJIOTOB, T€MaT0JIOr0B, HePPOJI0roB, 0PTab-
MOJIOT'OB, TPABMAaTOJIOTOB, NATOJI0TOAHATOMOB, Te-
HETUKOB U T.J.) AJis BbI6Opa UHAMBU/AYAJIbHOTO
aJIropuTMa 06c/1el0BaHusl B KaX/JOM KOHKPETHOM
KJMHUYECKOM cay4dae. He06X0JUMBIMU SIBJSIOT-
csl MpoBeieHHe GUOINCUU NTOPAXKEHHbIX OPTaHOB,
MyTaLMOHHOTO aHA/IM3a, YCTAaHABJUBAIOILET0 My-
TanuoHHbIN cratyc BRAF u c-kit. /lanHble ocTeoc-
LUHTUTpAaQUHU B Clydae MOPAKeHUA KOCTEH MOTYT
WrpaTh pellamllyo poJb B IOCTAHOBKE AHarHo-
3a. TepaneBTHYECKUE BO3MOXHOCTH JJIsl JIeYeHUS
3TOM maToJIoruu pa3Hoo6pasHkbl, 0OHAKO TpebyeT-
Cs1 UHAMBU/IyaJbHO NOL006PAHHOE JIeUeHHE C HAU-
6osbiel 3pPeKTUBHOCTBIO B IIJIaHEe KOHTPOJIS 3a-
60J/1eBaHUSl.

duHaHcupoBaHue. VccieioBaHMEe He NUMeEJIO
CMIOHCOPCKOU MOAAEPKKH.

KoH}IUKT UHTEpeCcoB. ABTOPHI 3asIBJSIOT 06
OTCYTCTBUU KOHPJIUKTA UHTEPECOB.
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