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bonesnv Ipdeeiima—Yecmepa (BIY) — pedkoe u wacmo uenopupyemoe epauamu 3a601e6anue, Kak npasuno, ¢ HebAaeoNPUSMHbBIM NPOSHO-
3om. Ilepevie 2 cayuas BIY Oviau onucanvt ascmpuiickum namonoeom Hdxobom Ipoeeiimom (Jakob Erdheim) u eco yuenuxom Bunvsamom
Yecmepom (William Chester) ¢ 1930 e. Dmuonoeusi u yacmoma 3ab6oneeanusi Heusgecmuwl. XpoHuueckoe HeKOHMpoaupyemoe 0cnaieHue
A6AEMCS OCHOBHbIM KOMHOHEHMOM 3a601e8anus. Boae3ns wauje nposieasiemces 6 cpeOHem 603pacme u 6CMpeaemcs: NPEeUMyulecmeeHHo
¥ Myscuun. IghghexmusHoii cxemvl mepanuu He pazpabomano. JKcnepumMeHmansHole cxembl Ae4eHUs NO360AH0M 6 HeKOMOPbIX CAYHASX
Konmpoauposams 3abonesanue. B 2016 2. b4 6vira kaaccuguyuposana Beemuphoii opeanuzayueii 30pasooxpanenus Kak 2ucmuoyumap-
Hoe KAOHaAbHOe 3a004e6aHuUe U OMHeCeHa 6 PYOPUKY «ONYXOAU U3 eUCMUOUUMO8 U OeHOPUMHbIX Kaemok». boaee norosunsl nayuenmos
¢ b9 umerom mymayuu eena BRAF. Ha cecoonswnuii denv opeanuzosan Inobanvhbiil anvsamc no uzyyeruro B39 (Erdheim—Chester Disease
Global Alliance, ECDGA), npuszgéannbiii 006edurnums 045 peuienus npodaemvl OUAHOCMUKU U AeHeHUs 30001e8AHUSL KAK MeOUYUHCKUX
Cheyuanucmos, max u nayueHmos, cmpaoarouux om smoii namoaoeuu. B anrvance 3apecucmpuposan 571 nayuenm ¢ 534, 1 u3 komopuix
u3 Poccuu. OkoHuamenvHblii OUaeHO3 CMABUMCs Ha OCHOBAHUU 2UCHOA02UYECK020 UCCAE008AHUSL, OCHOBHOU XapaKmepucmuKoli Komopozo
A6A5€MCA HAAUYUe NeHUCMO020 2UCIMUOYUMO3A C NPUSHAKAMU 80CNANeHUs U cueanmckux Kaemok Tymona. TIpu ummyHocucmoxumuveckom
auanuze Kaemxu noaoxcumensto okpawusaromess Ha CD68 u XIlla. Cywecmsyrom paduonocuyeckue npusHaKu, yKasvléaioujue Ha 603-
MOJCHYIO accoyuayuio ¢ 3a6oieéanuem. Jmo cneyuduueckas, noumu namoesHOMOHUYHAS CYUUHmMUepagduueckas Kapmuna ckeaema, «o0a0-
JICEHHAS» AOPMA U «BONOCAMbLE» NOYKU NO OAHHbIM KOMNbIOMEPHOU momoepaguu.

B cmamve npodemoncmpuposar KAUHUMEeCKUl CAyuall NayueHmKU ¢ enepsole eviserennoil bAY ¢ nopacenuem kocmeli u coeOuHUMeNbHOLL
mKanu, ¢ debromom 3aboaeeanus 6onree 10 nem Hazad. /g nocmanosku oKoH4amenvbHo2o duazHo3a nompebdosanroce 4 mec. Bvinoanen
WUPOKULL nepeueHb OuazHoOCmu4eckux npoyedyp, npogedenvl 3 buoncuu.

Karouesnie caosa: 6oneznv Ipoeeiima—Yecmepa, 00HOPOMOHHAS IMUCCUOHHAS KOMNBIOMEPHAS MOMO2PAPUSL, COBMEUCHHAS C KOMNbIO-
mepHoii momoepagueil, NO3UMPOHHO-IMUCCUOHHASL MOMOPADUS, COBMeUueHHas ¢ KomnblomepHoil momoepagueti, BRAF, pedxkuil kaunu-
yecKkuil cayuail
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Erdheim—Chester disease (ECD) is a rare and frequently neglected disease, usually with a poor prognosis. The first two cases of ECD were
reported by Austrian pathologist: Jakob Erdheim and his apprentice student William Chester in 1930. The etiology and disease incidence are
unknown. One of the main components of this disorder is a chronic uncontrollable inflammation. Clinical manifestations of the disease can
be very different. ECD affects predominantly adults, usually male population. There is no effective treatment developed yet. In 2016 ECD
was classified as histiocytic neoplasm by the World Health Organization and was categorized as “tumors of histiocytes and dendritic cells”.
More than half of patients testing positive for the BRAF mutation. There is a Erdheim—Chester Disease Global Alliance (ECDGA), which try
to unite and provide with information about diagnostics and treatment of this rare disease both patients and doctors. Today, there are 571 regis-
tered patients and only one from Russia. The final diagnosis is made on the basis of histological finding such as infiltration with foamy histio-
cytes, signs of inflammation and Touton giant cells. Immunohistological analysis is usually CD68 and XIlla positive. There are radiological
finding indicating a possible association with the disease. There is this specific, almost pathognomonic scintigraphic picture of the skeleton,
“coated” aorta, “hairy kidney” patterns on computer tomography.

We demonstrate a clinical case of a patient with a newly diagnosed ECD with bone and connective tissue involvement, with manifestation
of this disease more than 10 years ago. It took four months to make the final diagnosis. There were three biopsies and a wide range of other
diagnostic procedures.
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Bsepnexue

[ucTuonuUThI MpeacTaBiIsiioT cO00ii MOHOHYKJICApHBIE
¢daronuTsl, BKIFOYast MaKpodaru U IeHIPUTHBIC KISTKH,
KOTOpBIE HAaXOMATCS B TKaHSX. [MCTHOLMTO3BI — pa3HO-
oOpasHag rpymniria 3a0oJjieBaHU, BEI3BAHHBIX Ype3MepPHO
mpordepanreil TMCTUOIUTOB, KOTOPHIE MOTYT IIPUBECTH
K IIOPaxkeHMIO OPTaHOB U JaxKe K 00pa30BaHUIO OITyXOJei
[1]. CoBpeMeHHas KnaccU(PUKALIVS THCTUOLIMTO30B BKITIO-
yaet 5 rpynn (L, C, R, M, H), chopMupoBaHHBIX Ha OC-
HOBE KJIMHUYECKUX, PEHTTeHOTpa(UUeCKNX, IMaToJI0T -
YeCKuX, (GeHOTUITNIECKIX 1 MOJIEKYJISIPHO-TeHETHUIECKIX
ocobeHHocTeli [2]. B HacTosiee BpeMs 6071e3Hb Dpareii-
Mma—Yecrepa (bBY), taHrepraHcOKICTOUYHBIC TUCTUOIIM -
to3bl (JIKI') 1 roBeHUIIbHASI KCAHTOTPaHYJIeMa OTHECEHBI
Kk omnHoi rpynme L (Langerhans group). ITpu BAOY nato-
JIOTMYIECKIE TUCTHOLIMTHI HAYMHAIOT HAKAIUIMBAThCS B pa3-
HBIX OpraHax ¥ TKaHsX, YTO CO BpeMEHEeM ITPUBOIUT K T10-
SIBJICHUIO Pa3IMYHBIX CUMITTOMOB, BKITIOYAsI TIOJTMOPTaHHYIO
HEOOCTaTOYHOCTh. XPOHNYECKOE HEKOHTPOJIMPYEeMOE
BOCITaJICHNE — OCHOBHOM KOMITOHEHT 3a00jieBaHus1. Cun-
TaeTcsl, YTO BOCMAICHUE — Pe3y/IbTaT UMMYHHOI'O OTBETa
OopraHr3Ma Ha HeM3y4eHHBII ITPoIiecC 3a00JIeBaHMS M1 OHO
He SIBJISIETCSl €r0 OCHOBHOI NMpUUYMHOIi. B 6ojee panHux
HCCIICIOBAHUSIX ObLUT OOHAPYKEHBI PA3TAIHbIC ITUTOKUHEI
B ouarax bOY, npearonoxuTeIbHO 0Ka3bIBAIOIINE PETY-
JIITOPHOE BJIMSHUE Ha Mpoivdepalnio THCTUOLIUTOB.
L. Arnaud u coasr. y 37 maunentoB ¢ bOY npoananmnsu-
POBaIM KOJIMIECTBO PA3IMIHBIX LIMTOKMHOB B CHIBOPOTKE
KPOBU U M3y4Yuau BiausHue uHrepdepora o (MPH-ao)
Ha Hero. bela mpeanpuHsTa IOMBITKA ¢ TIOMOIIBIO aHa-
JI3a MHOTOIIapaMeTPUYECKUX JAHHBIX Pa3padoTaTh HOBbIE
TUIIOTE3BI M OIIPEACINTh HOBBIC ITyTH JiedeHMsT. MHTepec-
HO, UTO M3y4YeHHbIe TTpodIN 23 IIUTOKUHOB OKAa3aJInCh
0COOE€HHO CTaOuJbHbI Ha WHAMBUIYAJIbHOM YPOBHE,
YTO TTO3BOJISIET UX UCTIOJIB30BATh TSI KOHTPOJIS JICUCHMS
KOHKPETHOTO TanueHTa. JJaHHbIe TTOMYepKUBAIOT CYyIIe-
CTBOBaHME CUCTEMHOIO0 MMMYHHOTO HapyieHust mpu bOY,
YTO MOXKET ITOCIYXKUTh OCHOBOM [T JAJIbHEUIIETO U3y4de-
HUS IPUYWHBI pa3BUTHS U JISUEHUS 3TOTO 3a00s1eBaHus [3].

Bonesnnr Dpareiima—YecTtepa yalie BCero MmposiBIIs-
eTcs B CpemHeM Bo3pacTe (MemuaHa — 53 roga), y AeTeit
3a0o0yieBaHME pa3BUBaeTCd KpaitHe penko [4, 5]. YacToTa
BCTpeyaeMocTH 3a00eBaHus HeusBecTHa. B 2016 . bOY
OblTa KJlaccuduupoBaHa BceMupHoil opraHnusanuein
3PaBOOXPAHEHUS KAK TUCTUOLIMTAPHOE KIIOHAIIBHOE 3200~
JIEBaHME 1 OTHECEHA B PYyOPHUKY «OITYXOJIU U3 TUCTUOLIUTOB
W IEHAPUTHBIX KJIETOK» W AOJKHA OBbITh OTAM((MepeHIIN-
pOBaHa OT IPYrux 3a00eBaHUii, BXOIAIINX B CEMEWCTBO
IOBEHUJIBHOM KCaHTOrpaHyseMmbl [6]. boiiee monoBuHbI
nauveHToB ¢ bAOY umelor myranuio reHa BRAF B opa-

JKEHHBIX TKAHAX U LIUPKYJIMPYIOLIUX MOHOLUTAX, KOTOPast
BBI3BIBACT 3aMEHY IJTYyTAMUHOBOI KMCJIOTHI Ha BAJIMH B T10-
summu 600 6enka BRAF V600E [7]. BRAF nipencrasisier
c000i1 CeprMH-TPEOHNHOBYIO IIPOTEMHKMUHA3Y, BKIIIOUCH-
HYIO B CUTHAJIBHBIH ITyTh MUTOTCHAKTUBUPYEMOI1 IIPOTE-
nakrHa3el (MAPK), mocpenctBoM KOTOpoit OCyIIecTB-
JISIeTCsT peryisnus npoiaudepanun KieTok [8]. Pexe
BCTpEYArOTCS IpyTve MyTaruu, Takue Kak PIK3CAwn NRAS,
IIPY KOTOPBIX IICHTPAIBHYIO POJIb UTPAET aKTUBALIUS ITyTU
RAS-RAF-MEK-ERK nocpenctBom nepenayyt CUTHAJIOB
RAS-PI3K-AKT [9, 10].

Ilepsolie 2 cnyvyas BOY OblIM onrcaHbl aBCTPUMCKUM
marojoroM flko6om Bpareiimom (Jakob Erdheim) u ero
aMepHKaHCKNM yuyeHnKoM Bussimom Yectepom (William
Chester) B 1930 . [11]. B 1972 1. P. SApde (Ronald Jaffe)
COOOIIMII O 3-M cliydae 3a00JIeBaHMs U Jajl eMy Ha3BaHMe
«bone3np Dparerima—Yecrepa». Ha cerogusaimnuii neHb
opraamnzoBaH [1o6ansHbiit anbssHe BOY (Erdheim—Chester
Disease Global Alliance, ECDGA), npu3BaHHBII 00be-
IUHUATh MEIUIIMHCKUX CIICIIMAIMCTOB U IMAIlMeHTOB IS
pelIeHus Ipo0eMbl TUATHOCTUKHU U JICYCHUST JAHHOTO
3aboneBanusd [12]. B HacTosiee BpeMsT B MUpe 3aperu-
ctpupoBaH 571 naumeHT ¢ BOY, Haxongmmiics o Ha-
omoaeHueM, U3 Hux 1 6oinbHOM U3 Poccuu. I1o gjaHHBIM
Pa3HBIX UCTOYHUKOB JINTEPATYpPhI, BceTo onucaHo ot 500
1o 600 cirygaeB 3TOr0 3a00JIEBaHUST B MUPE 3a BCIO MCTO-
pUI0 HAOJIIOAEHUIA.

RnuHu4yeckaa KapmuHa u JuarHocmuka

ITockonbky BOY BcTpewaeTest KpaiiHe penKko, a Kiim-
HUYECKUE MPOSBICHUS MOTYT UMETh ITUPOKUI CIIEKTD,
Ha IIpaKTHKE e TPYIHO TMarHOCTUPOBaTh. MOryT IpoitTu
MeCSIIBI ¥ JaxXKe TOIBI ITOCIIE TTOSBICHUSI IIEPBBIX CUMIITO-
MOB 3aboJyieBaHUs 10 ero Bepudukaunu. Jduarno3 bOY
CTaBUTCS IO pe3yJIbTaTaM THCTOJIOTHYECKOT0 UCCIeIOBa-
HMS, OCHOBHOU XapaKTEPUCTUKOU KOTOPOIO SIBJISETCS
HaJIMYMe TICHUCTOTO TUCTUOIINTO3a C IIPU3HAKAMM BOCITa-
JICHUS Y TaK Ha3bIBaeMbIX THTAHTCKUX KJIETOK THIa TyTo-
Ha. B ormmume ot JIKT, xinetku nmpu BOY He nmeloT rpaHyn
Bupbeka 1 He okpammBaloTcs nonoxureabHo Ha CDla.
KieTku omnyxoieBoro cyocTpara moJjloKUTeJbHbI B peak-
i ¢ CD68, CD163 u ¢pakropom XIlla. Hekortopslie ru-
CTUOLIMTHI TpU MMyHoTucToxummdeckom (MI'X) uccre-
noBaHuu skcnpeccupytor S-100 [3, 13]. OkoHYaTeIbHBI
INArHO3 OOBIYHO OCHOBBIBAeTCS Ha 3 COCTaBIISIONIUX:
KIMHUYECKHE CUMITTOMBI, Pe3yJIBTaThl OMOIICUY U PaIro-
HYKJIMIHOTO CKAaHMPOBaHMsI cKeJreTa. JJaHHbIe OCTeOCIIMH-
turpacduu (OCI) IBISIOTCS MOYTH TATOTHOMOHNYHBIMU,
ITOCKOJIBKY 0O0JIE3HB ITPEUMYIIIECTBEHHO MOpaKaeT IINH-
HBIE TPYOJAThIe KOCTU HIKHMX Y BEPXHUX KOHEUHOCTEM
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(oxo10 90 % Bcex onmMcaHHbIX HabII0AeHuiH). BripaxeH-
Hasli CAMMETPUYHAs aKKYMYJISILUS paguodapmaleBTuye-
ckoro mnperapata (PPIT) B mopaskeHHBIX KOCTSIX SIBIISICTCS
BaXHBIM ITPU3HAKOM HapYIIEHUS MUHEPAJIbHOTO KOCTHO-
ro ooMeHa. AMepUKaHCKash acColMalivs TMCTUOLIMTO30B
(Histiocytosis Association of America) gomyckaeT IocTa-
HOBKy auarHo3a bOY Ha ocHoBanun gaHHbix OCI mipu
HEBO3MOXXHOCTH IOJIYYUTh TUCTOJIOTUIECKOE TTOATBEPXK-
nenue [14]. TIlpu peHTreHorpadgum nopaxxeHHbIE KOCTA
BBIIVISIASIT YIDIOTHEHHBIMM B pe3yJIbTaTe IIpoliecca BhIpa-
KEHHOT'O CUMMETPHYHOTO OMJIATEPaTbHOIO OCTEOCKIIEPO-
3a HaAKOCTHULBI [15].

MoxeT BCTpeuaThCs MopaXkeHHe OpOUT (Jallle IBYCTO-
POHHEe C pa3BUTHEM K30 TalbMa M KCAaHTEIa3M), TIOYEK,
KOXH, TOJIOBHOT'O MO3Ta (B TOM YHCJIe TUodu3a, 94To Ja-
CTO aCCOIIMMPOBAHO C Pa3BUTHEM HECaxapHOTO auabeTa
npuMepHo y 30 % maLueHTOB), JIeTKUX, cepaia. Bopie-
YEHUE B OITYXOJIEBBIM IMPOLIECC LEHTPAJTbHOU HEPBHOU
cucremsl (LTHC) mposiBisieTcst HMIMPOKUM CIIEKTPOM CUM-
IITOMOB: OT IICUXNYECKNX, KOTHUTUBHBIX 10 ITMPaMUTHBIX
1 MO3XeuyKoBbIX. bBOY nHorma ommb0YHO MPUHUMAIOT
3a JIKT. IIpu nmopaxxeHuu nmoyexk 4acTo OTMEUaeTcsl CKO-
IUICHUE TUCTUOIIUTAPHBIX MacC B IiepruHe(paTbHOM KIIET-
yaTtke. [Toukn nmpuobperaior cnenuduieckyio Gopmy,
HabJromaeMyo mpu KomiblotepHoi tomorpaduu (KT), —
TaK Ha3bIBaeMasl «BoJsiocarasi» rmouka (“hairy” kidney) [16—
18]. U3meHeHus B 0011IeM aHaIu3e MOYM MOTYT He BBISIB-
JISITBCA.

E1ie onyH N1aTOrHOMOHUYHBIN PEHTTEHOJIOTNYeCKUt
npusHak bOY — nmopakeHnue aoptel. Korga B ee cTeHKax
HauYMHAIOT HAKAILIMBAThCS KOMIUIEKCHI THCTUOLIMTOB, OHA
yTOJIIIAeTCs U MpuobpeTaeT crienududeckuit um. Crie-
muansHo 11g bAOY ¢ mopaxenuem aopthl J. Serratrice
n coanT. B 2000 . BBeJileH TEpMUH «O0JI0XKEHHAas» aopTa
(“coated” aorta) [19]. CooO1ieHMs B IUTEPAType O JTaHHOM
(deHOMEHE He IBIIIIOTCS peakocThio [17, 20, 21].

IMopaxenus LTHC accouunpoBaHbl ¢ HEGIArONpu-
SITHBIM IIPOTHO30M M BCTPEYAIOTCS Y TPETH IAIIMCHTOB
¢ bOY. Yaie y 3TUX manyeHTOB HAOI0IAaI0TCI KOTHU-
TUBHBIE HApYIICHNS O¢3 TTOPakKeHMSI BEIIeCTBA TOJIOBHOTO
MO3ra IT0 JaHHBIM MarHUTHO-PE30HAHCHOI ToMOrpachuu
(MPT). E.L. Diamond 1 coaBT. OMMCHIBAIOT U3MEHEHUS
TOJIIUHBI KOPHI y 11 nalueHToB 6e3 CTPYKTYPHBIX U3Me-
HeHuit mo pesyasraram MPT. I1o cpaBHeHUIO ¢ KOHT-
POJILHOW TPYIIION COOTBETCTBYIOLIETO BO3pacTa y rmauu-
eHToB ¢ bAOY nabmonaercs quddysHoe, ouremuchepHoe
YMEHBIIIEHUE TOJIIIUHBI KOPBI U MOIKOPKOBOTO CEPOTO
BeIleCTBa. DTHU JaHHBIC SIBJISIIOTCS MEPBBIMU, ITOATBEP-
XKIAIOIMMMY HaJIN4YUe HEBPOJIOTMISCKUX PACCTPOMCTB
y maureHToB ¢ BAY 6e3 HenmocpencTBeHHOI MHMWIBTpa-
muu IHHHC ructuoumramu [21, 22]. HeBponoruueckue
paccTpoiicTBa, BcTpeuaeMmble Tipu BOY, He obmamaioT
crnennUIeCKUMHU YepTaMU M MOTYT HaOJII0IaThCs
pu apyrux 3adoneBaHusx [23]. [1pu mopaxeHun nepu-
OpOUTATBLHOM KJIETYATKH Y MAIIIEHTOB YaCTO OTMEYAI0T-
¢s1 K30(hTaJIbM M MHOTIA HapyIlIeHe 3peHMsT (CHIDKCHIE
ocTpoThl 1 guruionus) [24]. Hapsny ¢ nopaxenuem LTHC

HeOJarONpPUSATHBIN IIPOTHO3 MMEIOT IAIIMEHTHI C BOBJIE-
yeHueM cepaua [24].

B HekoTopbIX ciyuyagx niposiBiieHust bOY moryt nmpu-
HUMAaTb IPUIYUTUBEIE (POPMBI M CUMYIUPOBATH OITyXO0JIe-
BBII mpouecc u apyrue 3abonesanusi. K. Lee u coast.
OIMKMCHIBAIOT M30IMPOBAHHOE ITOpaXKeHUE TIEPEIHETO Cpe-
JIOCTEHMS B BUJIE COJIMIHOM OITyXOJIM Oe3 IMPU3HAKOB I10-
paXkeHUsI APYTUX OpraHoB U cucteM [25]. OmnrcaH penkuit
cJTy4yail XuJIe3HOTo aciuTa (CKorieHue TMMQBbI B OpIoI-
Holi nosiocTn) y nauueHTku ¢ bAY [26]. [TopaxkeHue me-
yenu 1ipy bOY Habmogaercs penko. Coobiiiaercs o cirydae
C IWaTHOCTHMPOBAaHHBIM M30JIMPOBAHHBIM ITOpPaXCHUEM
Me4YeHU y HALIMEHTKH 56 JIeT ¢ HeOIaronpusITHBIM UCXOI0M
3a0oneBanus [27]. Ectb coobiieHre 06 N30J1MPOBAHHOM
MopakeHUU MbIIII [28].

CUMIITOMBI ¥ T€UEHHE 3a00JIEBAaHUSI B OCHOBHOM 3a-
BUCSAT OT BOBJICUCHMSI B IIPOIIECC OPraHOB PHCKA: TOJIOB-
HOTO MO3Ta, Ceplia, oYek, ImeueHu, aopTel. [lopakeHue
KOCTEeH 4acTo MpOTeKaeT IIUTEIbHO 0eCCUMITTOMHO. Of1-
HaKO €CTh CTaTbH, OIMCHIBAIOIINE OECCUMIITOMHBIX ITa-
LIMEHTOB HE TOJIBKO C TTOpPaXXeHWeM KOCTei, HO U aOpTHlI,
noyek [17]. BoAbLIMHCTBO CUMIITOMOB, BCTPEYAIOLLIUXCS
Yy 9TUX NAIIMEHTOB, HE SIBISIOTCS IMAaTOTHOMOHUYHBIMU
npu3HakamMu bOY u yacto HabmoaaTCs y MallMeHTOB
TepaneBTU4eckoro npoduist. Hekotopsle Hanbonee pac-
IIPOCTPAaHEHHBIC CUMIITOMBI:

* 00JIb B IJIMHHBIX TPYOUATHIX KOCTSIX BEPXHUX U HIXK-
HUX KOHEYHOCTEM;

* TIOTepsl MACCHI TeNA, TUXOPATKa, HOYHAS MOTIUBOCTD,
00JIM B MBIIIIIIAX U CYyCTaBaX, HEIOMOTIaHUE, TPUIIIIO-
NOA00HBIE CUMIITOMBI;

* XXaXk1a 1 MOJINypHsl, ACCOITMMPOBAHHBIC C HECaXapHBIM
nuabeToM;

* aTakcus, IU3apTPUsI, HUCTArM;

* 00JIM B TTOSICHUIIE WJIU KUBOTE, CBSI3aHHBIC C ITOpaXke-
HHEM IT0YEK M/ WIN 3a0pIOITMHHBIM (pOpo30M;

* 3K30(TaTbM;

* IIOAKOXHBIC 00pa30BaHMSI (KCAHTOMBI), CHIITh;

* OIBIIIKA;

* TIOBBIIIEHHAS] BOCIIPUMMYNBOCTD K MH(PEKIIMSIM.
[ManmeHT MOXET MMETh pa3IunIHOE COYeTaHUE BHIIIE

yKa3aHHBIX CUMIITOMOB, 4TO 4acto AeiaaeT BOY TpymHo
JIMArHOCTUPYEMOM.

B mnarnoctuke bOY HemanoBaxHast pojib OTBOIUTCS
SIIEPHOM MEOULIMHE — IIO3UTPOHHO-3MUCCUOHHOMN TOMO-
rpacduu (I19T) ¢ dpropaesokcurmokosoit (OAT) u OCI’
[28, 29]. PaboTt, pacKkpsIBalOIIMX POJIb X BO3MOXHOCTHU
pagmoHyKIMaHo#i nuarHoctuku bOY, mano. CuyHTHTpa-
¢duueckasa KapThHa crieurduyIHa I JaHHOTO 3a00JIeBa-
HUsI, TaK KaK He HaOJI0JaeTCs IPU APYTUX ITaTOJIOTHSIX.
IIpencraBngeT nHTEpec padota D. Sabino u coaBT. 110 cpaB-
HeHuto BoaMoxkHocTel [19T, copmerrentoii ¢ KT (ITST/KT)
¢ BF-®OTI n ®*F-NaF y nauuenra ¢ BOY. ABropsl mosa-
TrafoT, YTO MCCJICIOBAHME C TTFOKO30M JIyJIIIe UCIIOIb30BaTh
IIJIST OLIeHKY 3((GEKTUBHOCTU TEPAITUU M HABUTAILIUH JIJIST
ouorcuu, a ¢ GTOpUaOM — I OLIEHKU MOPaXEeHUs KOC-
teit [30].
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Bonee yem y monmoBuHb mauneHToB ¢ BAY B 6uonTa-
TaX MOpakeHHBIX TKaHeil HaxomdaT MyTauuio reHa BRAF
V600E. Okasanochk, 4TO y HOCUTEJIEH TOM MyTallUK 110~
BBIIICH PUCK ITOPAKEHUS KPUTUIESCKIX OpraHoB. bojibioe
MIPOCIIEKTUBHOE MCCIenoBaHue, IpoBeneHHoe M. Nikpa-
nah u coasr. B 2018 1., Bkmouusiiee 61 naunenrta ¢ bOY,
B KOTOPOM COITOCTaBJISUTMCh TMAaTrHOCTUYECKNE HAXOIKHU
no gaHnHeIM KT u MPT, noareBepanio, 4To HaIu4ue My-
Taluu OBLJIO aCCOLIMMPOBAHO C MOBHIIIICHUEM pHUCKA T10-
paXkeHUs TTOYEK, MOYETOYHUKOB, apTepHAIBHBIX COCYIOB
Opro1THoM noiocT [31] 1 KopoHapHBIX apTepuii [32].

IMockonbky BBY gaBngercs penkuM 3adojieBaHUEM,
KPYITHBIX PAaHIOMM3UPOBAHHBIX UCCIICIOBAHUI 1O HACTO-
SIILIETO BpEMEHN HE MPOBOAUIOCH. TakXkKe He CyILECTBYET
OIpeIeICHHON CXeMBI TepaITiy, KOTOpas IOJIydria Obl
IIMPOKOE ITpu3HaHMe. B HacTosIee BpeMsT aKTMBHO M3-
YYarOTCS ¥ MIPUMEHSIIOTCS TApTeTHBIC IIperapaThl IS Jie-
yenusa bOY (Bemypadenuno, nabpacderuo).

IIporHo3 3a0oeBaHusI, KaK IpaBUjI0, HeOJaronpusT-
HbIA. Y NalMeHTOoB ¢ IopakeHreM TOJIbKO KOCTel 00JIe3Hb
MOKET OBITh HE IMarHOCTUPOBAaHA B TEUCHME HECKOIbKIX
JIeT, B TO BpeMs Kak npu nopaxennu LITHC, cepaua, mo-
YEK U IPYTUX BHYTPEHHUX OPTAaHOB MOXET 3aKOHYUTHCS
Tparudecku B T€UYeHUE KOPOTKOro BpeMeHu. Ilocie mo-
cTaHOBKM nuarHo3a bOY BaxXHO ycTaHOBUTH UCTUHHYIO
pacrpocTpaHeHHOCTh 3a001eBaHus. [TockonbKy 601e3Hb
MOXET mopaxaTb J000i OpraH WU CUCTEMY, TUArHO-
CTHKa OyIeT 3aBHCETh OT KOHKPETHOTO KIMHUYECKOTO
cliydasi. AIropuTm oOciie10BaHUSsI JOXKEH ObITh MHAUBU-
TyaJIbHBIM.

Jleyenue

Ha ceromHsimmamnii 1eHbs HE CYIIECTBYET YHUBEPCATb-
Horo 3¢ dekTuBHOro tekapcrsa oT bAY. Jlyuime meToab
Tepaluu, TOCTYIIHbIC CEeTOMHsI, IMO3BOJISTIOT KOHTPOJIM-
pOBaTh M MHOTNA CHIXXATh PUCK IIPOrPEeCCUPOBAHMS 3a-
ooneBanms1. Pannme nmonbiTku geyeHnst bOY Bkmovyanmm
IIPUMEHEHUE CTEPOUIOB, IUTOTOKCUYECKHUX IIPEIapaToB,
JIy9eBYIO TePAIMIO U TPAHCIJIAHTAIIMIO ayTOJOTUYHBIX
TeMOITOATUYECKUX CTBOJIOBBIX KJIIETOK, OMHAKO KIIMHUYEC-
ckas 3(pPeKTUBHOCTH 3TUX METOAOB 3a4acTylo ObljIa He-
cocrosgTenbHol [33, 34]. Umewiuecs orpaHU4YeHHbBIE
JIaHHBIC CBUICTEIBCTBYIOT O TOM, UTO IPH IMPEeKPaIIeHUN
JiedeHus 3a00J1eBaHUE MOXKET OBICTPO IporpeccupoBarh [1].

HmMyHomepanus

HNuTepdepon — 6e0K, KOTOPHIN OpraHu3M BhIpada-
TBIBACT, IIOMOTast 00POTHCS C Uy*KEPOTHBIM areHTOM, TAKM
Kak Bupyc. [Ipumenenne MPH-o, Kak npaBuiIo, OTHO-
cutcd K 1-i munnu tepanmuu bOY. IepBas paborta, B KO-
TOpOIt coobIIaeTcs 06 3(pHEKTUBHOCTY 3TOTO BUIA JICUESHUS],
nmatupyetcs 2005 1. [35]. JledueHre 0OBIYHO OCYILIECTBIIS-
eTCs B TeUCHUE JUINTEIBHOTO BPEMEHM M MOXKET IIPOBO-
IUTbCs amOyaaTopHo. [IpeacTaBisitoT HayYHBIM MHTEpEC
2 6oJipIIMe padOTHI O NU3Yy4eHUIO 3 (HEKTUBHOCTY MOHO-
tepanuu UDOH-a. B 1-i1 paboTe onucaH OMNBIT JICUCHUS
8 TmanmeHToB ¢ MyabTUCHCTEMHOM (hopmoit BOY. D dek-

TUBHOCTH Tepanuu UDPH-a y manmeHToB ¢ TTopakeHueM
CepAeYHO-COCYAUCTON CUCTeMbl OblIa HEOOHO3HAYHOM.
JleyeHne npuBesIO K YaCTUIHOMY PErPECCUPOBAHUIO CHIMIT-
TOMOB «00JI0KEHHOI» a0PTHI Y OMHUX ITAIIUEHTOB 1 K IIPO-
IPECCUPOBAaHUIO B BUIEC HApaCcTaHs CepICIYHO-COCYINCTOMN
HEeIOCTaTOYHOCTH Y APYyrux. JIBa ImammeHTa yMmepiu B IIpo-
mecce yieueHus [36]. Bo 2-i1 pabore rnmpoaHaInM3upOBaHbI
53 cityyast B nepuoz ¢ 1981 o 2010 ., u3 Hux 46 nauyeH-
toB nonydanu MOH-a. Belio mokazaHo 4To Tepanus cy-
IIECTBEHHO CHIKACT PUCK CMEPTHU Y 3TOM TPYIIIHI Ialll-
€HTOB ¢ HeOJIaronpusITHBIM MPOTHO30M [37].

[Tocte OTKPHITHUS CETH XeMOKIMHOB/ LIMTOKWHOB, yJa-
CTBYIOIIMX B pa3Butnu bOY, MHOroooemarIme pe3yib-
TaThl OBLIM IPOAEMOHCTPUPOBAHBI IIPY IMPUMEHECHUH
OMOJIOTMYECKN aKTUBHBIX BEIIECTB — MHTMOUTOPOB MH-
TepiaekuHOB [38, 39]. AHakKMHpa — peKOMOMpPaHTHBIN
PELETITOPHBIN aHTaTOHUCT MHTEJICHKIHA 1, MCITONIB3yeTCsI
JIJISI YMEHBIIIEHHST CUMIITOMOB M 3aMEJICHUS IIPOrPeCCH-
POBAHUS CTPYKTYPHBIX IIOBPEXKICHMI ITIPY PEBMATONIHOM
apTpuTe OT YMEPEHHOM 10 TsKesloil crerneHu. Teparust
aHAKMHPOU MOXET CHU3UTDb CIIOCOOHOCTh UMMYHHOM CH-
cTeMbl 00poThes ¢ nHGpeKsIMu. MHTepeceH OnbIT K-
nuku Maiio (Pouectep, CIIIA), mpencraBuBIIeit HepaH-
JTOMHU3MPOBAHHOE PETPOCIEKTUBHOE HCCICIOBaHME
JICYSHUST aHAKMHPOI, MTHOIMKCUMAa00M 1 3TaHEPIICIITOM
63 manmenTos ¢ BOY ¢ 1998 . Ha maHHBIII MOMEHT 3TO
HCCIIEI0BaHNE — OMHO M3 KPYIHEHUIINX B MUpe. ABTOPHI
IMOAYEePKUBAIOT, UTO M3-3a PEIKOCTHU 3a00JIEBaHUSI COBpPE-
MEHHBIC IIPOCTICKTUBHBIE HCCICI0OBAHNS IIPOBECTU 3aTPY/I-
HUTEIHHO. M3 3 M3ydyaeMbIX TepalleBTUYECKHX IIPerapaToB
TOJIbKO aHAKWHpPa IIPOAEMOHCTPUPOBaIa KINHUIECKYIO
3(pPeKTUBHOCTh. AHAKMHpPA MOXET paccMaTpUBaThCs
KaK BapuaHT JICUCHHUS y MAaIlMEHTOB, KOTOPbIC HE SB-
JISIIOTCS KAaHAMIATaMU Ha MHYIO TapreTHYIO WA XUMHO-
Tepanuio, a Takxe Tepanuio MOH-o 1 B ciyyasax 6e3
nopaxenusd LIHC [40]. B npyroii pabote oTMedaeTcs
BBIPaXKE€HHBIN MOJTOXUTEIbHBIN 3(pPeKT IedeHus aHa-
KnHpoii mauneHTa ¢ bOY ¢ xpaiiHe TSKeIbIM TTepuKap-
JIIUTOM, TAMIIOHAIOM CEpALIa U CEpACYHOM HEAOCTATOYHO-
cthio. Yepes 2 mHS Tociie Havyajia Teparuy HabJIioaaaoch
KIMHAYECKOE VIIYUIIEeHNE: pe3KOe YMEHbBIIICHIE MapKe-
poB BocmaneHus (C-peakTUBHBIN 0€J10K) 1 YMEHBIICHUE
BeIIOoTa B iepukapm [41]. Takke coobmiaercs o 2 ciryda-
SIX YCIIELIHOM Tepanuy aHAKWHPOM IMALMEHTOB C II0pa-
XeHMeM TOJIOBHOTO Mo3ra [42].

Eme onuH mipemapar — TonmiamsymMab (akTempa), pe-
KOMOMHAHTHOS MOHOKJIOHAJIbHOE aHTUTEJIO K YeJI0Be-
YEeCKOMY peLenTopy MHTepJeiiKuHa 6, — omo0peH ajis
JICYEHUSI PEBMATOUMAHOTO apTpUTA CPEIHEU M TIXKEIOMU
creneHeil. Toumnm3ymad MoxeT OBITh d(P(PEKTUBHBIM
TOJIBKO TTPU HEKOTOPBIX JIOKATU3AIMSIX ITOPaKeHHBIX OpP-
TaHOB U CHUCTEM U, II0-BUINMOMY, OKa3bIBaEeT CJIA0bIi Te-
paneBTHYeCKUI 3(PDEKT y MAlMEeHTOB ¢ ITOopaxkeHUueM
IIHC. HecmoTpst Ha TO 4TO HET OIMyOJMKOBAHHBIX PaOOT
10 3TOMY BUAY JICYCHUSI, €CTh COOOIICHMS O TOM, UTO ITa-
LIMEHTHI UCTIBITHIBAIM 00JIETYCHUE KOCTHOTO 00JIEBOTO
CUHIpOMa MpH JIeYeHUU Tounan3ymaoom [12].
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Tapremnas mepanus. BRAF-usru6umopbl

(Bemypathenud u pabpathenud)

VipapiieHre 0 CAaHUTapHOMY HaJI30py 32 KaueCTBOM
MUIIeBIX ITponykToB 1 MennKameHToB CIIIA (FDA) omo-
o6puito BeMypadeHuo 11 TApreTHOM Tepany MallueHTOB
¢ BOY ¢ moarsepxneHHoi myrauneit reHa BRAF V600E.
Ono6peHne OBIIO MOJIyYeHO HA OCHOBE JAHHBIX, COOpaH-
HBIX BO BpeMsI YCIICIITHOT'O KIIMHUIECKOTO UCCIIeI0BAHNS
B MeMopuaabHOM OHKOJIOTMYEeCKOM LieHTpe uM. Cioy-
na—Kerrepunra B Heio-Mopke. B HacTosiiee Bpemst 310
eIMHCTBEeHHBII on00peHHbI FDA npenapat mjis 1edeHust
BBY. HemHorum 6oJiee 1moaoBUHBI naimeHToB ¢ bOY
nmeroT myranuio reHa BRAF V600E, 4ro mo3Bossier mc-
MOJIb30BaTh UHTUOUTOPHLI BRAF nns neyenus bOY B ciy-
yae oOHapykeHus 3Toii mytauuu [43]. [Tosgsasionuecs
IaHHBIC CBUIETEJIBCTBYIOT O TOM, YTO HamueHTs ¢ bOY
IOJDXHBI MTPOXOINTh TECTUPOBAaHME HAa MYTAllMIO TeHa
BRAF ¢ ucrionb3oBaHuEM CBEPXUYBCTBUTEJbHBIX AMar-
HOCTHUYECKHUX CUCTEM, IIOCKOJIbKY MMEET MECTO BBICOKMIA
MIPOIIEHT JIOXHBIX pe3yabTaToB. OTMEUYaeTcs, 4YTO pe3u-
CTEHTHOCTb K BeMypadenunoy npu bOY He pa3BuBaeTcs,
KaK 3TO HaOJII01aeTCs MPU JIeYSHUHU HEKOTOPBIX APYTUX
¢dopm paka. Pe3ynbraThl MccaeqoOBaHUI MOKA3bIBAIOT,
YTO MMAllMeHTaM, BO3MOXHO, HEOOXOMUMO IIPUACPKIU-
BaThCsI 3TOTO BUIA JICUCHUS B TCUCHHNE HEOIIPEIEeICHHO-
ro repuona BpeMeHu [44].

B HacTos111e€ BpeMs HayaaIu U3ydaThb BIUSHHE JIeUe-
Hus fabpadeHno0oM 1 TpaMeTUHMOOM y TTarmeHToB ¢ bAOY
¢ myranueit reHa BRAF. HenaBHee uccliemoBaHue Jajio
OCHOBY IIpEIIojiaraTh, 4TO y IMallUEHTOB C OTCYTCTBHEM
MyTauuy reHa BRAF MOTYT BCTpedaThbCsl Ipyrue MyTaluu,
KOTOPBIE TAKXKe TIO3BOJISIT IIPOBOIUTE TApreTHOE JiedeHwme [9].

ITo Mepe mocTyIUIeHUSI TaHHBIX TIPU ITPOXOJIKUTEb-
HOM Tepanuu BemypadeHUO0M OOHapyXKeH IOOOUHbII
3((DEKT — CUCTEMHBII BaCKYJIUT, KOTOPBI MOXKET IIpe/-
CTaBJIITh OMACHOCTD JJIs XXWU3HU TanueHTa [45]. OnbIT
HCcToJib3oBaHus nabpacdenmnoa mpyu bAY mmokaszan, yro npe-
mapar obJ1amaeT MeHbIIIeH TOKCUMYHOCTBIO 10 CPAaBHEHUIO
¢ BemypadeHNOOM, XOTSI 3apeTUCTPUPOBAHBI CIyIan He-
MMEPEHOCUMOCTA ¥ TOKCUYHOCTH, BBI3BAaHHBIC €TO IIPH-
emoM. Coobiiaercs o iedenuu 11 mmamumenToB ¢ BOY B pe-
KUMe MOHOTepanuu nadbpadeHnooM. [AByM mamueHTam
MIPUIILIOCH TIPEePBaTh TEPANHUIO IO IPUYNHE JTUXOPAIKU
¥ OMTHOMY — CHU3UTD J03Y MpelrapaTa 13-3a MOBBIIIEHHON
yromsiemMocT [46]. CaMoe KpyInHOe HepaHIOMHU3MPO-
BaHHOE HcCiIeqoBaHue BKiIodaeT 165 manuenTos ¢ bOY,
3apernCTPUPOBAHHBIX B miepuon ¢ 1995 mo 2016 . Y 133
(81 %) GonbHBIX ObLIAa OOHApYXeHa MyTaLus reHa BRAF.
Bce maumeHTHI ToJTydaiv Tepanuio BeMypadpeHnooM, Ja-
opadeHnOOM u/mnu KooumMeTuHUOOM. OlieHKa 3pdek-
TUBHOCTH JICICHHSI OCYIIECTBIISIIACH 10 naHHBIM [19T /KT
¢ BF-®JTI yepe3 6 Mec ¢ mpUMeHEHHEM KPUTEPUEB
PERCIST 1.0: monHBIi 0TBET (OTCYTCTBHUE BCEX MeTabO-
JINYECKN aKTUBHBIX 00pa30BaHUIT), YACTUYHBIA OTBET
(cHxeHue 6oJjiee yeM Ha 30 % MaKCUMMaIbHOTO 3HAYEHMS
craHjgaptHoro HakoruteHus (standardized uptake value,
SUV) POIT mexny HanboJiee aKTUBHBIMU 00pa30BaHMsI -

MM IO 1 TIOCJIE JISISHUST), cTa0mm3aus (0e3 M3MEeHEHMIN),
MporpeccrupoBaHue 3a00JeBaHMs (YBeJIMUEeHUE 00Jiee UeM
Ha 30 % maxkcumasnabHoro SUV MM mosiBieHUe HOBBIX
ouaroB). [IpenBapuTebHBIE PE3yIBTaThl CBUICTEILCTBYIOT
0 TOM, YTO ITpUMEHEHMEe MHTMOUTOPOB reHa BRAF ipu nie-
yeHM bOY nMeeT KTMHUYECKN 3HAaYMMOe IPENMYIIECT-
BO Ilepe IPYTUMU BUIAMU TePaIlii, HECMOTPS Ha TO YTO
3aboyieBaHUe SIBIsIeTCs peakuM [47].

HexoTophle 13 HOBEMIIIMX UCCIEA0BAaHUM B 00J1aCTU
neueHrs bOY nmpeamnonaraioT UCITOIb30BaHNE MHTUOUTO-
poB kuHa3kl 1 1 2 (MEK1, MEK?2). bexku MEK sBistitoTcst
Ba>KHBIMM KOMITOHEHTaMM CUTHAJIBHOTO ITyTH BHEKJIETOY-
Holi curHaj-peryaupyemoii kuaassl (ERK). [Tpu meranome
W IPYTUX BUOAX paKa 3TOT ITyTh YaCTO aKTUBUPYIOT MyTH-
poBaHHBIe (popMbI TeHa BRAF, 4TO, B CBOIO OUepelb, ak-
tuBupyeT MEK 1 cTUMyIMpyeT pOCT OITyXOJI€BbIX KJIETOK.
TpameTnHu6 nHruoupyeT akTuBauio MEK, BbI3BaHHYIO
reHoM BRAF, v uarnoupyet aktuBHocTh MEK-knna3 [47].
B HeKOTOpHIX CayYasx JieueHUue MPUMEHSIIOT OTISIbHO,
a MHOTJIa COBMECTHO ¢ MHrnouropamu BRAF.

Jpyroii TapreTHbIi mpernapaT UMaTUHUO Me3WiaT
(TMBeK) SIBIIIETCS TIEPBBIM OTOOPEHHBIM JIEKAPCTBEHHBIM
MpernapaToM, KOTOPHII HaIIpsSIMYIO OKa3bIBaeT N30MpaTesIh-
Hoe MHrubupylouiee AeiicTBue Ha pepMeHT Ber-Abl-tu-
PO3MHKMHA3Y, CEJIEKTUBHO IMOIABISICT MPOoarcepaIinio
1 BBI3BIBACT aIlONTO3 KJIETOUYHBIX JTUHUNA. Mcmonb3yercs
IIpY JICYUCHUU XPOHUUYECKOTO MHUEIOJICKO3a 1 Heolepa-
OCJIPHBIX CTPOMAJIBHBIX OITyXOJIEH XeTyI0YHO-KHUIIIEUHO-
ro tpakra (GIST). B muteparype ecTb JUIIL HECKOJIBKO
YIOMUHAHWI O IPUMEHEHUY MMAaTUHNOA Me3WIaTa y He-
6opiIoro yncia 6oapHbIX bOY ¢ HeOTHO3HAYHBIMU pe-
synbratamu [48, 49].

OrmmmcaH yCIEeIIHbBIA ONBIT IIPUMEHEHUSI THOIUKCH -
Maba (MOHOKJIOHAJIbHOE aHTUTEJIO, 00J1aJaloliee BEICOKOM
adUHHOCTHIO K (haKTOPy HEKPO3a OIYXOJIH () IIPH Jiede-
Huu 2 manyeHToB ¢ BOY ¢ TsoKenoii cepaeaHo-cocynmucTon
HemocTaTouHOCThIO [50].

Xumuomepanus (Memompexcam, knaapubumx)

MeToTpekcaT — UMTOCTATUK U3 TPYIIIbl aHTUMETa00-
JINTOB — OOBITHO MCITOJIB3YeTCs IS JICUSHUS 3JI0KAYECT-
BEHHBIX OITyXOJIC ¥ ayTOMMMYHHBIX 3a00j1eBaHMii. EcTh
COoOOIIeHUsT 00 YCITeITHOM JIeYeHUM TauueHToB ¢ bOY
METOTPEKCAaTOM KaK B BEICOKHUX J103aX IIPU OBICTPOM IIPO-
rpeccupoBaHue 3a00I€BaHMS, TaK M B TTOIIE PKUBAOIIINX
HU3KUX go3ax [51]. B HeKoTophIX ciydyasix 3TOT mpemnapar
MPUMEHSIOT B Buae MoHoTepanuu. G. Goyal 1 coaBT. co-
o6 o 13 manmeHTax, MoJiydaBIINX METOTPEKCAT, KO-
TOPBII UMEJT HU3KYIO KIIMHNYECKYI0 3(D(DEeKTUBHOCTD. TeM
He MeHee y 2 MallMeHTOB ¢ ITopakeHreM OpOuUT OblIa J10-
CTUTHYTA CTa0MIMU3aus 3a001eBaHUSI 1 OHU MTPOAOJIKIIIN
HaxoOauThcs B Daze peMuccuu B TeueHue 2 u 13 1eT coort-
BETCTBEHHO [52].

CrienmdpuuecKnM XMMHOTeparieBTUYECKNM TIperiapa-
TOM, KOTOPBII ITOKA3aJI XOPOIIIME PE3YJIBTATHI JICUCHUST HEKO-
TOpBIX ManeHToB ¢ BOY, asnsgerca knagpmuouH. Lluroku-
HOBBII podub mpu BOY nipenronaraeT maroreHeTUYECKyo
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3(phEeKTUBHOCTh TIPUMEHEHU KJIaApuoOrHa (aHajora my-
pHHAa), HO U OJHOBPEMEHHYIO TOKCUYHOCTD, B CBSI3U C YEM
OOJIBLIMHCTBO CIIELIMAIMCTOB BO3AEPKMBAIOTCS OT MPO-
BeneHus bonee 2—4 KypcoB ieueHus [1, 53].

Xupypruyeckoe neyexue

Ecim B pesynsrare nporpeccupoBanns bOY obpasy-
IOTCSI KPYITHBIE OITyXOJIEBBIE MACCHI MJIU CYILIECTBYET YIPO-
3a XM3HU TALMEHTY, JIeUallnii Bpad MOXET IIPUOCTHYTh
K IMTOPEAYKTUBHON oIepaliu. DTO AeIaeTcs, KaK mpa-
BUJIO, IS YIy4IIeHUS KayecTBa XKU3HU nauueHTa [54].

JlyueBasa mepanua

Coob1maeTcst 00 orpaHUYEHHOM HMPUMEHECHUM IIHIC-
TaHLMOHHOM JIydeBOM Tepanuu y naueHToB ¢ BOY, kak
MpaBUJIO, IJIsl 00Jer4yeHusI KOCTHOTrO 00JIEBOrO CUHIPpOMa.
YacTto 3(p(peKTUBHOCTH TAKOTO JICUSHUS TPYAHO OLIEHUTh
U 00J1e3Hb MOXET HEYKJIOHHO ITporpeccupoBath [51]. Ham
HE yIaJI0Ch HAATU HU OOJHOM CTaThbU O IPUMEHEHUM CUC-
TEMHOU pajMOHYKJIMAHON Teparuu KOCTHOTO 00JieBOro
cungpoma npu bOY.

Tepanua 6ucthocthonamamu

B eaunHCcTBeHHOI pabdoTe (1 KIMHUYECKU Cirydait)
oIMcaHa ycIielrHas Tepanust oucpochoHaTaMu y naim-
eHTa ¢ bBOY ¢ mopaxxeHneM KocTeil 1 BeIpaskeHHBIM 00J1e-
BBIM CUHAPOMOM [55].

Baxto orMeTuThb, 4TO Y YacTy rmanueHToB ¢ bAY ka-
YECTBO >KM3HU COXPAHSIETCS Ha BEICOKOM YPOBHE B TCUCHIE
IECSITIWIETHH, a B CBS3U C TEM, YTO 3a00JIeBaHIE BCTpeya-
eTCsI KpaiftHe peaKo 1 IMyOIMKaIuii Majio, 3Ta MH(pOpMaIIus
MOXKET OBbITh HEIOCTYIHOM IJIsI MEAULIMHCKOIO CO00IIe-
CTBa M MALIMEHTOB. B poccuiickoM HaydHOM CerMeHTe HaM
YIAJI0Ch HANTH JIUIID 4 CTaTbU, ONMCHIBAIOIINE KIIMHIYE-
ckue ciydau nauueHToB ¢ BOY [54, 56—58].

Hacrosiuasa pabora HampaBieHa B IIepBYIO ouyepelb
Ha TOITYJIIPU3aIMI0 IIPOOIeMbI TMAaTHOCTUKY 1 JICUCHUS
B34, koTopas 13-3a Ype3BLIYAiHON PEIKOCTU OCTAETCS
HEU3BECTHOM [UIs1 IpeACcTaBUTEIe MEAULIMHCKOTO CO00-
mecTBa. ISt HEKOTOPBIX IMAIIMEHTOB IPOXOIAT OBl OT
MOMEHTA ITOSIBICHUS IIEPBBIX CUMIITOMOB JI0 IIOCTAHOBKH
OKOHYATEJIbHOTO TMarHO3a.

Hitxe MbI mpuBOoaMM AaHHBIEe TaleHTKY ¢ BAY, npo-
xoauBlieir oociemopanue B HMUII oHkonorum um.
H.H. bioxuHa ¢ nono3peHreM Ha peliuauB paka MOJIOY-
Hoit Xene3bl. [IpaBUIbHO YCTAHOBUTH AMATHO3 yIAJIOCh
JIMIIB CITYCTS 4 Mec, IPUOETHYB K MOJTHOMY apCeHaIy Jia-
00paTOPHO-UHCTPYMEHTAIbHBIX TMAarHOCTUYECKUX MAHU -
nynasuuii. Kak yganock BISSICHUTB B Xo[ie cOOpa aHaMHe3a,
nebloT 3a0oseBaHus OB 3auKcupoBaH Oojee 10 jet
Hazan. [Ipu TiiateIbHOM BCECTOPOHHEM O0CIeAOBAaHUU
He yIaJIoCh OOHAPYKUTB ITOPAXKEHMST BHYTPEHHMX OPTaHOB,
4TO OBLJIO TApAHTUE OTHOCUTEIHLHO OJ1IarONpPUSITHOTO Te-
yeHus 3abosieBaHUS IJIUTEIbHOE Bpems. MHTepecHO,
YTO IMAIlMEHTKAa HEOTHOKPATHO oOpalagachk K pa3HbIM
CreLuaIricTaM CO CXOXMMU XanodamMu, HO HU pa3y He Obl-
JIO 3a10I03PEHO Pa3BUTHE CEPbE3HOM ITAaTOJIOTHUM.

Knunuyeckuii cnyyaii

Ilayuenmxa obpamusace 8 HaAYUHO-KOHCYAbMAMUBHOE
omoenenue HMUI] onkonoeuu um. H. H. baoxuna c duaero-
30M paka npasoil Moao4Holl ycenessl. B 2009—2010 ee. 6016~
Has NOAYYUAA KOMOUHUPOBAHHYIO MEPAnUI0 NO NOB00Y PAKA
npasoii MOAOHHOI Jcene3sl no mecmy ycumenscmaa. Pe3yns-
mamvt UT'X-uccredosanus: ERO, PRO, HER2/neu++, gpayo-
pecueHmuas ubpudusayus in situ He gvinoarnena. boavnas
noayuuna 2 Kypca Heoadsl08aHMHOU NOAUXUMUOMEDPANUL
no cxeme CAF (yurnogpocghamuo 100 me/m?/cym enympo ¢ 1-x
no 14-e cymku; dokcopybuyun (adpuamuyun) 30 me/m?/cym
éHympueeHHo ¢ 1-e u 8-e cymku; ¢gmopypauus 400—
500 me/m?/cym enympueenno é 1-e u 8-e cymxu). Xupypeu-
Yeckoe 6Meuamenscmeo 8 0bseme paouKanbHOU MAcmIKmo-
muu cnpasa no Maddeny ¢ aum@oduccexyueii 6bin0AHEHO
05.02.2010. B nocreonepayuorHom nepuode nposedero 3 Kypca
adsroeanmuoll noauxumuomepanuu no cxeme CMF (yukao-
gocpamud 500 me/m? enympueenro ¢ I-e cymiu; mumo-
Kxcanumpon 10 me/m? eHympuegento 6 1-e cymiu; gpmopypayun
500 me/m? enympueenno 6 1-e cymku). Jleuenue conpogo-
acoanocw cyogebpusumemom. Ilayuenmra noayuunra Kype
UMMYHOmepanuu ummyHogarom. rumensto Habaodarace
Y OHKO0102a 6€3 NPU3HAK08 NPo2peccupo8anus 3a001€6aHusl.
B dexabpe 2018 e. boabHas camocmosmensHo 0OHaApYICULa
obpaszosanue  obaacmu nocaeonepayuorHozo pyoua. boiia
Hanpaenena 6 HMHUI] onkonoeuu um. H. H. baoxuna na kon-
CYAbMAayuio.

Ha nepsuunom npueme npedss61s.1a i#canobvl Ha 06wy
crabocme, y31080e 0b6pasosanue 8 obaacmu nocaeonepayu-
OHHO20 pybUa, KOMopoe CMano OblCMPO Y8EAUUUBAMBCS 8 NO-
cnednee épemsi, 601b U CKOBAHHOCHb 8 KOJNEHHbIX CYCMABAX,
yacmute cydopoeu, pedkue dassugue 604u 3a epyOuHoil, pedxue
2NU300bL NOBbIULEHUS APMEPUANbHO20 0ABAEHUS U 00bIUKY
npu gusuueckoil Haepyske. Co cro6 nayuenmxu, ¢ 2009 e.
nocae npusUKU Om 2pUnNa pazeuaocs oduyee Hedomozarue,
conposodicdaroueecss NOGblULeHUEM MeMnepamypsl meaa
00 38,2 °C, cyoopoeamu, 6oavio 6 npagom nodpebepve, mazo-
bedpennbix u KoneHHblx cycmagax. K epauy He obpawanace.
Cyoghebpunvnas memnepamypa cOXpaHsnacb 6 meueHue
5 nem. Tlo3oice nayuenmxa noayuuia KOHCyabmayuro mepa-
neema, UMMYHO1024 U PeémMamonoea; OuazHo3 He yCMaHOoB/eH.
Cumnmomamuyecku npuHUMaem HecmepouoHsle npomueo-
cnaaumensHble NPenapanma.

Ilpu ocmompe: pocm 158 cm, macca mena 86 ke. Obuee
cocmosiHue yoosaremeopumensroe. OmeurHocms 0boux 2one-
HocmonHblx cycmasos. llepughbepuueckue aumgpamuueckue
V3416l He yeeauyennl. JlanHble aycKyasbsmayuu: 0bixanue e3u-
KYAsipHOe, XpUnoe Hem, NPo8ooUmcs 0 6ce omadensi. Apme-
puanvroe daenenue 145/95 mm pm. cm., nyavc 78 yo/muH.
A3l uucmolil, éaadxchbviil. Kusom msaekuil, 6e3001e3HeHHbLIL.
[leuens neznauumenvno ygeauvena. Cmya opopmaeHHblil,
peeyasapHhblil. Moyeucnyckanue c60600n0e, duypes 6 HopMme.
Bpeousie npussiuku ompuyaem. Xapakmep numanus peey-
aspHelil. Ha I cm eviute nocaeonepayuonnozo pyoya yoaneH-
HOIUl npasoil MOAOYHOU Jceae3vl naabnupyemcs 00semHoe
obpazosanue pazmepom 2 x 3 cm, bezbone3HeHHOe, NOOBUIIC-
Hoe. Kooca nad onyxonegbim obpasosanuem He UMeHeHd.
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OHKO01020M AMOYAAMOPHO HA3HAYEHbl CIMAHOapmHble Juae-
Hocmuueckue npoyedypul npu nodo3perul Ha peyudus paka
MOOUHOIL dicene3bl: Mammozpagus, Y1bmpazeykogoe uccae-
dosarue (Y3H) pecuonaprvix aumgamuyeckux Y3106 u 6Hy-
MPEHHUX 0PeaAHO8, PEHM2eHO2PAUS 0P2aH08 ePYOHOI Kaem-
KU, cyunmuepagus Kocmeil ckesema, OUoncus 006emMH020
0bpaszosanus, nepecmomp 610K08 NOCAEONEPAYUOHHOL0 MA-
mepuana om 05.02.2010.

Mammoepaghus u Y3H moaounvix xnceaes, nocaeonepa-
yuonHozo pyoua u pecuonaphuix 3on om 11.01.2019. Ilpasas
MonouHas Jcenesza onepamugto yoaneua. Ilpu Y3HU 6 cpedueii
mpemu NOCAeonepayuoHH020 pyouya u Golie onpedeasiemcs
2UN0IX02eHHOEe ABACKYAAPHOEe 00paA308aHle ¢ HeHemKUMU
xoumypamu pasmepom 1,3 x 1,2 cm. Jlesas monounas ince-
ne3a He deghopmuposana. O6pa3zo6anull U KarbUyuHamos
6 MKAHU MOAOYHOIL dicene3vl He abisigaeno. [lamonoeuuecku
U3BMeHeHHble AumM@pamuyeckue y3avl He 8U3YANUUPYIOMCSL.
Jlesas monounas nceneza: kameeopusi BI-RADS 2. Obpaszo-
8aHue 6 06aacmu NOCAeONepayuoHH020 pyouya cnpasa Kpai-
He n00d03pUmenbHo Ha peyuous 3a601€8aHUs.

Pezyrvmamut Y3H enympennux opeanos om 14.01.2019.
[leuens yseauuena, KOHmMyp po6Hbulii, CMpyKmypa ¢ npU3Ha-
Kamu oughgpyzusix ducmpoghuueckux usmenenuii, 6e3 mema-
cma3zos. BnympuneuenouHsle yceautsie NPOMOKU He paculu-
peHbl. Benvt nopmansroil cucmemst e pacuiuperst. B obracmu
8opom neuenu bes donoanumenvuvix oopasosaruil. Ceoboonas
JcudKocms 6 OprowHoil nosocmu He onpedeasiemcsi. Mouegoil
ny3bipb 6e3 IK30(hUmHbIX 00pA308aHUI, CMEHKU He Ymoauje-
Hbl, codepoicumoe 00HopodHoe. Mamka He ygeauuena, KOHMyp
POBHbLI, OOUHOYHBLE MUOMAMO3HbII y3en 8 CmpYyKmype
do 0,9 cm. Dndomempuii moawunoi +0,4 cm, 6He haszvl yu-
kaa. lleiika mamku ne eunepmpoghuposana, 6e3 0cobeHHO-
cmeil. SHuunuku ne eusyaruzupyromcs. JlonosHumenvHoie
00semHble 00pa308aHus U c80000HAS JHCUOKOCHb 8 MAAOM
masy He onpedeasiomcsi. 3aKauerue: Memacmamu4eckozo
npouecca He 8bls81eHO.

Penmeenozcpaghus opeanoe epyonoii kaemru om 15.01.2019
(puc. 1). B neekux 6e3 04azo6vix U UHOUABIMPAMUBHBIX U3-
menenuil. Kopnu u cpedocmenue ne pacuiupersi. Cunyceol
c60000H0IL Jcudkocmu He codepicam. 3akarouerue: namo-
A02UMeCKUX UBMEHeHUIl He BblABAeHO.

Pesyasmamot OCI om 15.01.2019 (puc. 2). Ha cuunmu-
epammax onpeodensiemcs cummempu4nas ougghysnas eunep-
akkymyaayus ocmeomponuoeo PDII ¢ eepxueil u HudicHei
YeACmsx, 10KMeBbIX U AYyHeabiX KOCMsX, OUCAAbHbIX OMm-
deaax bedpeHHbIX U 60AbUEOEPUOBBIX, NPOKCUMANLHBIX OM -
deaax boavutebepyosbix Kocmeil. Menvuieli uHmeHcU8HOCMU
HakonaeHue paduouHOUKamopa Habar0aemcsi 8 MAan00epyosbIX
Kocmsix. B dpyeux omdenax ckenema xapaxmep pacnpedene-
Hus POII coomeemcmayem go3pacmy. Cyunmuepaguueckas
KapmuHa Modicem coomeemcmeosams ocmeomemaboiuye-
CKUM HApyUueHUsM HeymoyHeHHo20 eeHe3a. Memacmamuye-
cKO0e nopajicerue npu paxKe Moao4YHOL Jceaesvl npedcmaess-
emcsi COMHUMENbHBIM.

Ha 2-m smane nayuenmke nposedena 00HOpomonnas
amuccuonnasn KT, coesmewmennasn ¢ KT (ODIKT/KT) uepena,
Kocmeli npednaequil u Hud@cHUX KoHeunocmeil (puc. 3).

Ha pekoHcmpyuposanHvix U COBMEUjeHHbIX MOMOSDAMMAX
onpedensiemcs HepaAGHOMEPHAS NepecmpoiKa KOCMHOU
CIMPYKMYPbL GePXHell U HUNCHEl Yearncmeil, CMeHOK 6epXHe-
YeAHOCTHBIX NA3YX, KPblAbe8 KAUHOGUOHOU KOCIU C He3HAUU-
MeAbHbIM UX 830ymueM U yeeauyeruem 6 obseme. Kopkogoiii
01l nepeoHUx 0moen06 Kpblibe KAUHOBUOHOU KOCIU «pa3-
B0N0KHEH», HA OCMAAbHOM NPOMSANCEHUU KOPKOBbILL CAOU
NpOCAeHCUBACMCSL, UEAOCTMHOCMb e2o coxpaHera. Cauzucmas
000/104Ka 8EPXHEYENOCIMHBIX NA3YX HEPAGHOMEPHO YIMOoAuje-
Ha ¢ HAAUYUeM HA C80ell NOBEPXHOCMU YHACMKO08 NUHEUHOL
occugpuxayuu. B 3onax kocmroii nepecmpoiiku, onpedense-
moii no dannvim KT, ommevaemes unmeHcusHoe pagHomepHoe
Hakonnenue PDII. Jlonoanumenvto 6 eepxHesamepasbHoM
omdene n1e6oil opoumbL HabAOAemcs 04a208as 2UNEPaKKy-
myasayus POII 6e3 npusznakos decmpyxyuu no dannoim KT.
B ayuesnix u a10Kmegbix KOCMAX ONPe0eastomcst HenPasUAbHOLL
opMbL 30HbI HEPAGHOMEPHOU OCCUPUKAYUU ¢ HeMKUMU He-
DOBHBIMU KOHMYpamu. M3MeHeHUs HOCAm CUMMEempPU4HbLIL
xapaxmep U conpogodcOaromcsi yMepeHHol, HepaeHOMEPHOL
eunepakiymyasyueii POII. Ilerocmuocms Kopko6oeo caos
YKa3auHbIX Kocmell coxpanena. B oucmanvhvix memaouaghu-
3ax bedpeHHbIX Kocmeil, NPOKCUMANbHbIX Memaduagduzax
OonvuLebepy08bIX KOCMell, NPOKCUMANbHBIX MEMagu3ax ma-
100epy08biX KOCmell U 8 MeHbUlel CeneHlU 8 HAOKOACHHUKAX
0npedeasomces HeNnpasuUAbHOU GopMbl 30HbI HEPAGHOMEPHOU
occupuKayuu ¢ HemKuMu HepoeHbIMU KOHMYPAMU, 8 CPYK -
TMype KOmopbiX UMEHOMCS YHACMKU KUCIO3HOU NepecmpoiiKu.
Hszmenenus Hocam cummempu4Hblil Xapakmep u conpoeo-
ACOArOMCSL BbIPANCEHHOU PABHOMEPHOI 2UnepaKKymyaayuel
PDII. Ilenocmuocms KOPK08020 €105 YKA3AHHBIX KOCHell
COXpaHeHa, 00HaKo 8 OedpeHHbIX U 00AbULEOEPUOBIX KOCMAX
ommeyaemcs He3HauumenvHoe e2o ymoauenue. Ilo nogepx-
Hocmu 60bUedePUO8bIX KOCMell onpedeasomcs omoenbHble
e0UuHUUHbIe YHACMKU CRUKYA000PA3HOU NEPUOCMAAbHOU pe-
akyuu. MaxcumanrvHas aKKymyaayus paououHouKkamopa
ommeuaemcsi 8 KOCMAX, opmMupyrouux KoieHHvle cycma-
6bl. 3axaioveHue: USMEHeHUS 8 YKA3AHHbIX KOCMSAX HOCAM
XPOHUUeCcKUi npoOYKMUGHbLIL XapaKmep ¢ 8blCOKOU 0CMeo-
MemaboauecKoll aKmueHOCMbIO, 34 UCKAIOYeHUeM Kocmell
npeonaeyull, ede AKMUBHOCMb npoyecca ymepeHnas. Jug-
heperyuanvHblil OUACHO3 CIMOUM 8 NEP8YH 04epedb NPo8oOUMY

Puc. 1. [Ipamas (a) u 6okosas (6) penmeenoepammut epyonoi kaemku. lla-
moAaoeuU He 8bis161€HO

Fig. 1. Frontal projection (a) and lateral projection (6) Chest X-ray. No pa-
thology has been identified
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Puc. 2. Ocmeocyunmuepammor om 15.01.2019 6 nepedneii (a) u 3adueii (6) npoexyusx u npedcmagaenvie ocmeocyunmuepammot om 26.04.2010 ¢ nepedneii
(8) u 3adneli (2) npoexyusx coomeemcmeerto. Onucanue 6 mexcme. Hecmompa na npodoascumensrboiii nepuod mexcoy CKaHUpO8aAHUAMU, KOCMHble U3Me-
HeHus ocmaromcs be3 cyuwecmeennoil dunamuku. Ilpedvidyuue cyunmuepammol ObiaU HeGePHO UHMEPNPEMUPOBAHBI BDAHOM-PAOUONOOM, He 8bl36A8 Y HE2O
Nn0003peHUs 0 HaAUMUU Cepbe3HOU Namonoeuu

Fig. 2. Bone scan (15.01.2019) anterior (a) and posterior (6) projections. Submitted bone scan from different clinic (26.04.2010) anterior (8) and posterior (2)
projections. Description in the text. Even with long time period between scans they show no significant differences. The previous bone scans were interpreted
incorrectly by the nuclear medicine doctor without causing him suspicions of a serious pathology

Puc. 3. Odnogpomonnas smuccuornas KoMnovlomepHas momoepaus, coemeujeHHas ¢ KOMNbIOMepHOU momozpagueil: aKcuanbHole cpesbl 20106bl HA YPOGHE
6ePXHeUeNtOCHbIX nasyx (a), ppormanshoie cpesvl KorerHbvix cycmasos (0). ObsscreHue 6 mexcme

Fig. 3. Combined single-photon emission computed tomography/computed tomography: axial cuts of the head at the level of the maxillary sinuses (a), coronal
computed tomography cuts of both knee joints (6). Explanation in the text
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mencdy BIY u 6oaesnvro Iledncema. KT-kapmuna xpoHuye-
CK020 2aliMopuma, He NO3604510WAs UCKAIOUUMb €20 arlep-
eudeckuil unu epudkogwlil eenes. C yuemom nauboavuiell ax-
MUBHOCMU MUHEPANbHO20 00MEHA 8 KOCMAX, (POPMUPYIOUUX
KOseHHble Cycmagbl, 045 YMO4HEHUs: CMPYKMYPbl 8bls61eHHbIX
U3MeHeHUll peKoMeHO008aHO NposedeHue penmeeHoepaguu
u MPT konennvix cycmaeos.

bonvroii 16.01.2019 nod yrempa3eyko8sim KoHmpoaem
6bIN0HEHA KOP-0UONCUsL ONYX0AU MAKUX MKaHell nepeoneli
2pyonoii cmenku cnpasa. Pezyromamer eucmonoeuueckozo
uccnedosanus (om 18.01.2019): chpaemenmor nnomoii ghu-
OpO3HOU MKAHU ¢ MHO20YUCACHHBIMU CKONACHUAMU KAEMOK
€O C8eMA0I NeHUCMOLL UUMONAA3MOU U Meakum 0pom. Mop-
ghonoeuueckas kKapmuHa cOomeemcmeyem KCanmoepamnyneme.
Dnemenmos onyxonu He 0OHAPYHCEHO.

Penmeenoepaghus xoaennsvix cycmaeoe om 23.01.2019
(puc. 4). Cummempuuno cmpyKmypa OucmanbHulx memaoua-
@u306 bedpeHHbIX KOCMell, NPOKCUMANbHBIX Memaduapu3zos
001bUIe0EPY08bIX KOCMeEll, NPOKCUMANbHBIX Memapu308 ma-
100epy08bIX Kocmell HepagHOMepHO YNAOMHEHA C HaAuduem
HeMHO2OUUCACHHBIX OKPY2AbIX YHACMKO8 PA3PeINCeHUsI KOCH -
Hoil cmpykmyput pasmepamu 0o 0,8 cm 6 duamempe. Kopko-
8blil CA0U YKA3AHHBIX 0MOAen08 Kocmell He3HAYUMEAbHO He-
PABHOMEPHO YMOAUEH 3a CHem YACMUYHO ACCUMUAUPOBAHHOIL
nepuocmansHoli peakyuu. B msaexux mxaunsx 6e3 0onoanu-
MeAbHbIX BKAIOMeHUl. 3aKatoueHue: U3MeHeHUus 8 KOCmsaX
30HbL UCCAE008AHUA HOCAM XPOHUUECKUU NPOOYKMUBHbLI
xapaxkmep, dugpghepenyuanvrolii duaenos: bIY (boaee eepo-
amHo), 6oaesns Iledxucema.

Maenumno-pe3onancnas momozpagus KoaeHHbIX Cy-
cmaeos om 23.01.2019 (puc. 5). Cummempuuno cmpykmypa

ducmanbHblx anumemaouahu3o6 bedpeHHbix Kocmeil, NPoK-
CUMANBHBIX INUMemaduagu306 u OucmanbHolx memaouagu-
306 60/1bUIEOEPYOBBIX KOCMELL, NPOKCUMANBHBIX U OUCIANbHBIX
Memaduaghuzoe Manobepyossix Kocmeil UsMeHeHa, npeocmag-
AeHA MKAHBI0 C HEPABHOMEPHO HU3KUM CUCSHAAOM 80 8CeX
pexcumMax Uccae008aHuUsl ¢ YemKUMU HePOBHBIMU KOHMYpamu,
6 cmpyKkmype KOmopoii onpedeasiomcs HeMHO20UUCACHHbLe
OKpYyeable YuacmKuy KUCMO3HOU CIMPYKMYpbl U 8KAIOYEHUs,
nodobHbie Jcupogomy KocmHuomy mosey. Kopkoewiii caoil yka-
3AHHbIX 0M0en08 Kocmell He3HAUUMeNAbHO HepaGHOMEPHO
YMOAUWeH 3a c4em 4acmu4Ho AcCUMUAUPOBAHHOI Nepuo-
cmanvroil peakyuu. Ilo nosepxnocmu 6oavuLebeplyo6bix Ko-
cmeil onpedeasntomes omoenbHble eOUHUYHbIe YUACMKU CAU-
KYA000pa3noil nepuocmanvHoil peakyuu. B maexux miansax
0e3 00noAHUMENbHBIX Y3108bIX 00pa3068anull. 3axirouenue:
UBMEHEHUs! 8 KOCMSIX 30Hbl UCCAe008AHUSL HOCAM XPOHUYECK UL
npodykmueHblii xapakmep. Augpgpeperyuansvrotii duaeros: bAY,
boaesns Iledxcema.

s eucmonoeuueckoii epupuxayuu npoyecca nayueH-
mke 05.02.2019 svinonnerna omxpoimas buoncus aeeoii 6edpen-
Hotl kocmu. [ucmonoeuueckoe 3axaouenue (om 15.02.2019):
Menkue ghpazmenmol CKAEPO3UPOBAHHOL KOCMU C pe3opoyueil
U pazpacmanuem MaioKkAemoyHol coeOUHUMENbHOU MKAHU
8 MeNCOAN0UHBIX NPOCMPAHCMBAX, KOCMHASL CIMPYICKA, Me-
Kue gpaemermol GuUOPO3HO-HCUPOBOLI MKAHU U CKeAeMHOU
Motuiybl. OmoenvHo aexcum gpazmenm ey6uamoii Kocmu
C 8bIpAdICeHHOI pe3opbuyuell, 6 MedcOaIoHHOl NoA0OCMU KO-
mopoil onpedensiemcst HeKPOMU3UPOBAHHASL MKAHb C MEHAMU
KAemoK. Daemenmoe onyxoau He 0OHAPY’CEHO.

Ilocaeonepayuonnas penmeenozpaghus KoaeHHbIX cycma-
606 om 06.02.2019 (cm. puc. 40). Ilo énympenneii nosepxHocmu

Puc. 4. Penmeenoepammol konernvix cycmagos. Ilepednss (a) u 6okosas (6) npoekyuu 1e6oeo cycmasa u npasoeo cycmasa (8, 2) coomeemcmeerno. O0s-
scCHeHue 6 mekcme. B neeoil 6edperHol Kocmu Ha NPAMOIL permeeHoepamme (0) suder nocieonepayuoHHblii degpekm (cmpenka)

Fig. 4. X-Ray of the knee joints. Anterior (a) and lateral (6) projections of the left joint and right (8, 2). Explanation in the text. In the left femur bone on anterior
projection (0) a defect is seen in the form of a “window” after an open biopsy (arrow)
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Puc. 5. Maenumno-pesonarncroe uccaedosanue 6 pexcumax T1 (a), T2 (6), T2 FS (8); pponmanvhbie cpesvl. ObssicHeHue 6 mekcme
Fig. 5. Magnetic resonance sequences in T1 (a), T2 (6), T2 FS (8) modes, coronal cuts. Explanation in the text

ducmanvbHoeo Mmemaaghu3a neeoli bedpeHHol Kocmu onpeodens-
emcsi KOCMHbLiL OegheKm ¢ YemKUM POBHbIM KOHMYPOM — «OK -
HOo» nocae npogsedertoil 6uoncuu pazmepom 1,1 x 1,6 x 1 cm.

Ilepecmomp 6a0K06 nocaeonepauuonnozo mamepuaia
(npasas moaounas xceaeza) om 05.02.2010 6bin nposeder
07.02.2019. 3akatouenue: 6 20mogvix npenapamax cpesol
MOAOUHOIL Jicene3sbl ¢ KapMUHOU UHBA3UBHO20 PAKa Hecheyl-
@uueckoeo muna ¢ npusHaKamu aeuebHo20 namomopghosa
1I—11I cmenenu co cmpykmypamu 6HympunpomoxK06020 pa-
Ka in situ, cpe3bl cOCKa U KAemuamku 6e3 31eMeHmos 310Ka-
yecmeenHoeo pocma. Kapyunoma 6e3 00onosHumenvHuix xa-
PaKmepucmux.

s oupghepenyuanvroeo duazHoza mexcdy Kcanmoepa-
Hynemoii u b9 nposederno HIX-uccaedosanue ouoncuiino-
20 mamepuaaa om 16.01.2019 u3 nocaeonepayuonroeo py6-
ya. Pezyaomam (om 04.03.2019): kaemku ¢ nenucmoil
yumonaazmoii sxcnpeccupyrom CD6S. B nexomopuix kaemkax
onpedensiemcs sxkcnpeccus gpakmop XIlla. Dxcnpeccuu S-100
6 duaeHoCmu4ecku 3Ha4UMbIX KAemKax He 00HapyiceHo. 3a-
KAloYeHUe: OMCYmMCcmeue 2UeanmcKUxX MHO200epHbIX KAemOoK
muna Tymona 6 npedeaax buoncuiino2o mamepuana u 3Kc-
npeccuu S- 100 ne nozeoasrom noomeepdums duaeno3 b34.

s oyenku pachpocmpanHeHHOCMU NAMOA02UYECK020
npouyecca 18.03.2019 nayuenmie donoaHumensHo nposedena
IIDT/KT ¢ F-DJIT ¢ 61ympueeHHbiM KOHMPACMUPOBAHUEM
100 ma ioeexcona (puc. 6). Ha cepuu chumxos KT u pexon-
cmpyupogarHbix cHumkog 119T om maxywiku do cmon onpe-
densiomces ouaeu namonoeuteckoeo Hakonaenus "F-QJI:

* 8 pA3HOKANUOEPHbIX UHDUALMPAMUBHBIX YNAOMHEHUSX
MSI2KUX MKaHell, PACNOA0JICEHHBIX NO X0O0Y Mblilly, (CIaH-
dapmu3uposartblii yposeHs Hakonaerus (SUV) 2,83—3,68),
eunodercHuvix no KT;

* @ Ha0A0namo4Hblx 0baacmsx, boavule crea, pasmepom
4,2 x 3,2cm (SUVmake 3,21);
* 10 X00Y HAPYIHCHBIX Mblully nepedHell U B0K08bIX CIMEeHOK
2pyou u Jcueoma, Haubdonee KpynHole Knepeou om 60abulol
2pYOHOI MblUlYbL CAe8a C PACNPOCMPAHEHUeM 8 MKAHb
MOA0YHOIU Jdcene3bl 00ueil npomsicenHocmoio 0o 9,0 cm
u 6 nonepeyHuke 2,6 cm; 6 npagoil NOOMblUIeHHol 006.1a-
cmu 0o 1,6 cm 6 nonepeunuke u 0o 4.7 cm npomsdicenHo-
CMb0 U 8 NOO0B300UIHBIX 001ACMSAX;
6 moauje 3a0Heil NOBEPXHOCMU 8epXHell mpemu NPago2o
oedpa do 1,4 cm;
6 obaacmu cycmaeuvix nogepxHocmeii (snumemagu3sax)
obedpenHbix u boavuedepyosvix kocmeti (SUVmakc 4,67) —
HepagHoMepHble.
1lo dannvim KT nabarodaromes yuacmxu HepagHOMepHO-
20 YNAOMHeHUs. KOCMHOU mKaHu. B dpyeux kocmsx ouaeos
namonoeuuecko2o Hakonienus POII ne gviseaeno. Onpede-
As1eMcsl HepagHOMepHOe YMOAWeHUe CAUSUCIOU 000104KU
8epxXHeueatocmubiX nasyx ¢ Hakonaenuem POII no nuxcneil
cmenke (SUV 3,36). Ilo oannvim KT ommeuaemces nHepasHo-
MepHas Kanrvyunayus. Jpyeux ouazoe namonosuteckKoeo Ha-
kxonnenusi POII ne 6vissneno.

Saxnrouenue [IIT/KT ¢ "*F-DIT: na momenm uccredo-
8aHUsl NOAYHeHbl OAHHblE 0 HAAUYUYU YMEPEHHOU Memaboiu-
yeckoil akmuenocmu POII 6 ykazanuwix unguirsmpamax
MsieKux mKaweil u 8 00Aacmu yKa3auHolx Kocmell.

C yuemom dannoix OCI, OPDIKT/KT u MPT pe3yavma-
muot He npomusopeuam BIY. Jlns mopgonoeuueckoii eepu-
Qukauuu Haubosee docmyneH y4acmox 6 HaodA0Namo4Hou
obaacmu caesa.

bbl10 npunamo peuteriie 0 NOBMOPHOL 20CNUMAAU3AYUUU
nayueHmku 045 npogederus. OMKPbIMOU Ouoncuu 1eeoi
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Puc. 6. [To3umpoHHO-3MUCCUOHHAS MOMOSPAPUS, COBMEUCHHAS ¢ KOMNbIOMEPHOI momozpaguell, ¢ '* F-gpmopdesokcueniokosoil. Ilpoexkyuu maxcumanbroi
unmencusnocmu (MIP) é nepedneit (a) u 6okosoii (6) npoexuusx. CoemeujerHble aKcuaibhbie cpesvl 20108bl HA YPOBHE 8EPXHEHENIOCHHBIX NaA3YX (8), epyOHOl
KAemKU HA Pa3HbIX YPOBHSX (2, 0) (cmpeakamu yKazauvl 00aacmu ¢ eunepaKicymyaayuel; pmopoe3okcueniokosst), OprouHol nosocmu (ic), KOAEHHbIX Cy-
cmaeoe (3). CosmeuienHblil PpoHManvHblil cpes KoAeHHbIX cycmagos (e). ObssacHenue 6 mekcme

Fig. 6. Combined positron emission tomography/computed tomography with '* F-fluorodeoxyglucose. Maximum intensity projection (MIP) front (a) and lateral
(6) projections. Combined axial sections of the head at the level of the maxillary sinuses (8), chest at different levels (e, d) (arrows indicate areas with high
accumulation of fluorodeoxyglucose), abdominal cavity (xc), knee joints (3). Combined coronal cut of knee joints (e). Explanation in the text

Hao1onamouHoli obaacmu 8 yeasx eUcmono2u4ecKoil eepu-
Qukayuu namonoeu1ecKko2o npoyecca ¢ yuemom OAHHbIX
MI3T/KT. Onepayus npogedena 26.03.2019. Pezyavma-
mul eucmonoeuueckozo uccaedoganus (om 02.04.2019)
(puc. 7a, 6): ppaemenmol puOPO3HOL MKAHU C MHO2OHUCAEH-
HbIMU CKONACHUSAMU KAEMOK CO C8eMA0U NeHUCMOLl Yumo-
nAazmMoil u meakum s0pom. 3axarovenue: mopgoaoeuteckas
kapmuna He npomugopeyum bIY. Pesyromamot HTX-uccre-
dosanusi (om 15.04.2019) (puc. 76—0): 6 kaemikax unghunvm-
pama obHapyxcera 3xcnpeccus eumenmuna, CD68, CD163,
gaxmopa Xllla, Ki-67 (6 2 % kaemok). He evingnena sxc-
npeccust S-100, CDla, EMA, yumoxepamuros. Ananroeuutvie
U3MeHeHUsl npU NOBMOPHOM NepecmMompe 0OHAPYICeHbl 6 Ma-
mepuane u3 nOCAeoNepaylioHH020 pyoua MoAOYHOL Jcenessl.
3axarouenue: bAY; ungusbmpayus onyxonegoimu eucmuo-
YUmMamu MoAO4YHOU Jcenesbl.

Jlonoanumensro eucmonoeuueckuii mamepuan Ovin ne-
peoan 6 1abopamopuio MoAeKyIapHO-2eHemu1ecKoil duasHo-
cmuku onyxoneii 045 onpedenenus mymayuu BRAF V60OE.

s onpedenenus cmamyca sx30na 15 eena BRAF 6vin uc-
N0AB306aH MEMO0 ACUMMEMPUHHOU NOAUMEPAZHOU UeNnHOlL
DPeaKyuu 8 peairbHoM epemeru ¢ anasuzom niaesenus JHK
¢ 30ndamu TagMan, komopuiii obecneuusaem 6osee 4em
10-kpamnoe nosvluienue 4y6cmeumenbHOCMu MymayuoHHO-
20 CKAHUPOBAHUSA «20pauUX» mouek. B pezyasvmame uccaedo-
eanus onpedeaums cmamyc 3k301a 15 eena BRAF ne yoanoce.
O0dHospemeHHO Smum Memooom 0bia NPOBedeH AHANU3 IK30-
Hoe 2 u 3 eena NRAS u onpedenen «Oukuil> mun. MoocHo
npeonoaoNcUms, Mo Cyuecmeyrom UMeHeHus 6 HyK/1eo-
muoHoii nocaedosamensvrhocmu 3k30Ha 15 eena BRAF 6 me-
Cmax omacuea npaimMepos, U3-3a Heeo He NPOUCXo0uno Ha-
KonaeHusi npodyKkma amnau@uKkayuy.

Takum obpasom, ¢ Momenma o6paweHuss 6 KAUHUKY
00 NOCMAHOBKU 2UCMOA02UYECK020 OUACHO3A NPOWLL0 4 mec.
baaeodaps cradcennoil pabome KAUHUYECK020 UHCMUMYMA
u duaeHocmu4eckux noopaszoenenuil y nayueHmxu yoaiocs
UCKANOHUMD PeYUoUs paKka MOAOYHOU Jceae3bl U 6epuguiyu-
posams pedkoe 3abonesanue — bIY. B dasvueliuiem boavHas
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Puc. 7. @omocpapuu mukponpenapamos. B monrounoii ycenese uHGUALMPAM U3 SUCIIUOUUMOS CO C8EMAOU UUMONAAZMOU U KPYeAbIMU SUNEPXPOMHBIMU
sopamu. Tpocaoiixa gubposnoit mxanu. Jlumeoyumel u naasmamuyecKkue KAemxu peaKmueHo20 UHGUABMPAMaA; OKPAUUSAHUE 2eMAMOKCUAUHOM U I03UHOM,
x 200 (a), * 400 (6). Dxcnpeccus 6 eucmuoyumax CD6S; oxkpawusanue nepoxcudasoi, x 400 (8). Dxcnpeccus ¢ eucmuoyumax CD163; okpawusanue
nepokcudasoii, x 200 (2). Dxcnpeccus 6 eucmuoyumax gpakmopa Xllla; okpawusanue nepokcudasoit, x 200 (0)

Fig. 7. Photograph of microslides. In the mammary gland there is infiltration of histiocytes with bright cytoplasm and round hyperchromic nuclei. Layer of fibrous
tissue. Lymphocytes and plasma cells of reactive infiltrate, staining with hematoxylin and eosin, % 200 (a), x 400 (6). Expression of CD68 in histiocytes; peroxidase
staining, % 400 (8). Expression of CD163 in histiocytes; peroxidase staining, x 200 (2). Expression of XIlla factor in histiocytes; peroxidase staining, x 200 (9)

obira Hanpaenera Ha Koucyasvmayuro 6 HMHUII eemamonoeuu,
20e npu nepecmompe 20MoeblxX 2UCMOA0SUMECKUX NPenapamos
ObL1 noomeepicoer duaernoz bAY. Moaekyaspuo-eenemuye-
ckutl anaaus He npogoduacs. C yuemom omcymemeus paspa-
O0MAHHBIX Memo008 AeueHUss OAHHOL OPMbL 2UCMUOUUMO3A
nayuenmge ObiAU PeKOMEHO08AHbl CUMNIMOMAMUYECKAs] me-
panus u OuHamuuecKoe HabaoeHue y mepaneema u OHKO-
1024 NO MeCMY JHCUMeNbCEa.

3aknioueHue

Bone3nn Dpareitma—YecTepa — peakoe M 4acTo UT-
HOpUpyeMoe BpayaMu 3a00jieBaHKe, KaK IIPaBUJIO, C He-
0JIarONpPUATHBIM IIPOTHO30M M3-3a OTCYTCTBMSI pa3pa-
0oTaHHBIX cxeM JedeHusa. CyllecTBYIOIIMe mpenapaThl
IO3BOJISIIOT KOHTPOJIMPOBATh 3a00/IeBaHKE C [IEPEMEHHBIM
YCIIEXOM Y Pa3HbIX MalueHTOB. HecMOTpsl Ha penKoCTh
3a00J1eBaHUSI U NIECTPOTY KIIMHUYECKUX MPOSIBJICHUI, €CTh
onpeae/IeHHbIE PaAMOIOrM4ecKye MPU3HAKU, HA OCHOBA-
HMM KOTOPBIX MOXKHO IIPEIBAPUTEILHO ITIOCTABUTh AUATHO3
0e3 TMCTOJIOTMYECKOr0 MCClIeOBaHMA. DTO crielupuye-
cKasl, MOYTH NATOTHOMOHMYHAS CLUMHTUIrpadudecKas
KapTUHA CKeJleTa, «00J0XEeHHAas» aopTa M «BOJIOCATHIC»
nouku 1o gaHHbM KT. 3agaya aBTOpCKOro KOJUIEKTUBA —
nonyJasipu3npoBaTh MHpopManuio o bAY u nonectn no
MpeaCcTaBUTEIe MEAULIMHCKOIO COOOILECTBA aKTyaIbHbIE
JaHHbIE, TAK KaK M3-3a HE3HAHUSI OCOOEHHOCTE TeUeHUSI

3a00JIeBaHMSI MHOTHMM MAl€HTaM JUArHO3 4aCcTO CTABUT-
Cs1 HEIPaBWIbHO M ¢ omo3mgaHueM. Kak JeMOHCTpUpYeT
Hallle HaGJIoAeH1e, 1aXe IIPY HAIMYUHU IIIMPOKOTO Kpyra
CIIELIMAINCTOB Y METOAOB 00C/IeIOBAHMS AMATHO3 MaL-
€HTKE YIaJI0Ch IIOCTaBUTh JIMILIb Yepe3 4 Mec mocjie oopa-
LIEHUS B KIMHUKY. bosie3Hb ObLIa 3a110103peHa Ha OCHO-
BaHMU JAaHHBIX CLIMHTUIpAaduUU CKejleTa, B TO BpeMsl KakK
CXOXMe JaHHbIE, ITOJlydeHHbIE IIPU CUUHTUIpacduu 9 aeT
Ha3ajl 110 MECTY XXUTEJIbCTBA, He BBI3Ba/IU y Bpaya-paamo-
JIOra OJ03pEeHMsI.

W3-3a Bo3pacTamoliieii HaCTOPOXEHHOCTU KIMHULIM -
CTOB Y COBEpPILIEHCTBOBAHMSI METOIOB AMATHOCTUKY YUCIIO
BHOBb BBISIBJICHHBIX cliydaeB bOY B mocienHee Bpems
MPOAOJIKAET yBeIMIUBAThCs. B pa3paboTtke 6omee apdpek-
THUBHBIX T€pareBTUYECKUX IIOIXOI0B JOCTUTHYT OIpeae-
JIEHHBI IIPOrpecc, OAHAKO ITOJIHOTO IIOHMMAaHUsI IaTore-
He3a 3a00J1eBaHNs HA CETOMHSIIHUI TeHb HeT. OTKPBITHI
XEMOKHUHBI/LIMTOKMHBI, YYACTBYIOLIYE B pa3BUTUU 3a00J1e-
BaHUsI, olpeaesicHa poib Mytaum BRAF V60OE. Joka3zaHa
3((HeKTUBHOCTh IPUMEHEHHsI OTIEIbHBIX BUIOB TepaIliu,
OCHOBHOI1 13 KOTOPBIX SIBJISIETCS TAPTeTHAST IS TALIMEHTOB
¢ myraumeii reHa BRAF. J[Ipyrvie BUIbI Ie4eHUST UMEIOT OT-
paHUYEHHOE MPUMEHEHME, U PEelIeHUe O UX Ha3HAUYECHUM
MPUHUMAETCS KIMHULIMCTOM VHAMBUAYAIbHO B KAXIOM
KOHKpeTHOM ciryyae. O4eBUIHO, UYTO TpebyeTcs Ooee ne-
TaJIbHOE MU3yYeHHUE IIAaTOreHe3a 3TOro 3a00/1eBAHUSI.
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