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AHHOTaums

boaesHb Dparenma—Yecrepa (63Y) — peakoe 3a60AeBaHME U3 TPyl HEAAHTEPraHCOKAETOUHbIX TMCTUOLIMTO30B, XapaKTEPU3YIOLEECs HAAUUM-
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KPOOKpPY>KeHusi 1 noaei dpmbpo3sa. [NopaxeHue cepaeuUHO-COCYAUCTON CUCTEMbI SIBASIETCSI OAHUM M3 HanbBOAee YacTbIX NPosiBAeHMI BIY u Moxet
MPUBOAUTL K Pa3BUTHIO XKM3HEYTPOXKAIOLLMX OCAOXKHEHMA. [PEACTaBASIEM OMMCaHME KAMHMUECKOTO CAydas MaHudectaumn 634 ¢ nopakeHnem
CepALla Y MOAOAOTO MauUMeHTa.
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Abstract

Erdheim-Chester disease (ECD) is a rare non-Langerhans histiocytosis with multisystem inflammatory infiltrates consistent of monocytes/
macrophages, reactive microenvironment and fibrotic fields. Cardiovascular involvement is one of the most frequent manifestations of ECD
that can lead to life threating complications. In this article we are reporting a clinical case of ECD with cardiac involvement in a young patient.
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Beeaenne

Bonesnp Opareitma-Uecrepa (B3Y) - kpaiiHe pepkoe 3a-
6orneBaHMe 13 IPYIIIbl HeJTAHI€PraHCOKIETOYHBIX TMCTUOLM-
TO30B, XapaKTepusymolljeecs HAIMYMEM B pa3TNYHbIX OpraHax
U TKaHAX MaTOTOTMYeCKUX NHPUIBTPATOB, COCTOSINX 13 Ma-
Kpo(aroB/MOHOIIUTOB M PEaKTMBHOIO MUKPOOKPY>KEHUS C
BBIPO>KEHHBIM (GMOPOTNYIECKIIM KOMIIOHEHTOM.

SnupgeMuonornyeckue [aHHble [JOCTaTOYHO CKYAHBI, a
Hamboree pernpeseHTaTUBHas Koropra (n=165) mpencras-
neHa (QpaHIy3cKuMy ucciaenoBarensimn u3s Pitie-Salpetriére

Hospital, mo faHHBIM KOTOPBIX 3a60/eBaHMe Yallle BCTpeda-
eTcs y My>kunH (cooTHoluenue 3:1), CpeHmii BO3pacT HepBbIX
IpOsIBJIEHUIT COCTaB/IszeT 52 roga [1-3].

ITarorenes BOY ocraercs mpesMeTOM aKTMBHOIO M3yde-
HMA, OJHAKO C OTKPBITMEM YacTO BCTPEYAIOUIENCA MyTaIuy
V600E rena BRAF BeKTOp MCCIeOBaHMIT CMECTU/ICS B CTOPOHY
MOJIEKY/IAPHO-TeHeTUYeCKMX acleKToB [4]. B Hacrosmiee Bpe-
MsA Befyllass porib B HatoreHese bOY oTBopuTCA aKTMBAIMM
curHanbHbIX KackazmoB MAPK (Ras-Raf-MEK-ERK) u PI3K/
AKT/mTOR [5, 6]. CornacHo faHHOI KOHI[ENIMy Makpodaru,
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HeCyIIjyie aKTVBUPYIOLIYIO0 My TALIO, CUHTE3UPYIOT psif podu6-
POTUYECKUX U TIPOBOCIIAINTEIBHBIX [IUTOKIHOB U PEKPYTUPY-
0T B OYar NOPaKeH!s KJIETKY MUKPOOKPY>KeHus [2].

JImarHocTuka 3aboeBaHVsI OCHOBBIBAeTCs Ha TMCTOMA-
TomorndeckoM uccnegoBanny (uapuasrparus CD68+/CDla
HEHVCTBIMU K/IETKaMM) B COYETAHNNU C XapaKTePHOIl peHTTre-
HOJIOTMYECKOIT KapTUHOI1 [7].

Xapakrep TedeHMst 3a00/1eBaHMs BaAPbUPYET OT MH/ONEHT-
HBIX [I0 >KM3HEYTPOXKAoIUX GOPM, a KIMHNYECKNE TIPOsIBIIe-
HUS ONpPEfe/sAIoTCA MpeX/e BCero JOKaamsalueil Iopaxe-
Hus [2]. Ilatonornyeckue nHGMIbTpaThl Ipyu BOY vage Bcero
UMEIOT XapaKTepHYI0, @ B HEKOTOPBIX CTy4aAx Ja)ke ITaTOTHO-
MOHUYHYIO NoKamu3anuio. Tak, Hanbonee 4acTo BCTpeyaeTcs
CHMMeTpPUYHOE MOpaKeHUe KPYIHBIX TPyOUaTBIX KOCTeNl I0
ocTeockeporudeckoMy tumy (85-95%), peTpornepuToHeanb-
Hble MHQWIBTPATDI C BOBJIEYEHNMEM NapaHedpanbHoit 06macTn
IO TUITY «BOJIOCATBIX HOYeK» (65-75%), TopaXkeHue LieHTPpalb-
HOIt HepBHOIt cucteMsr (40%) (1, 3, 8].

Bosneuenne cepueuHo-cocynucroit cucrembr (CCC) aB-
JISIeTCS OHMM M3 YacThiX IposiBineHmit BAY u Bcrpevaercs,
IO JAHHBIM Pa3HbIX aBTOPOB, IPUMEPHO B 1/2 ciyuaes [3, 9].
Hanbonee xapakTepHbIMM JIOKaIM3ALMAMM MHOUIbTPALUA
IpU TOpaKeHUM cepAlia B pamMKax bIY sBmArorca: mpaBoe
mpencepaye (IICeBROONMyXonb IpaBoro mpepcepmus — IIIT,
uHpUIBTPaLUs BeHEYHO! GOPO3/bI), IEePUKAPS, CTEAIINecs
MydTOOOpasHble MHOUIBTPATHI B 00/IACTY KPYIIHBIX COCYHOB,
npesxie Bcero aoptsl (“coated” aorta).

JlnTenibHOE BpeMsi e€fVHCTBEHHON [JOCTYIIHOI TepaIeB-
TU4YeCKOI! omuueit g 60mpHbIX ¢ BOY sBisncs untepdepon
(MI®H)-a, KOTOPBIIT TO3BOIU CYL}eCTBEHHO YBETNYUTD IOKa-
3aTenmu BbDKuBaeMocty [10]. C mosABIeHNeM HOBBIX JaHHBIX O
BBIP@XEHHOCTY CHCTEMHOTO ¥ JIOKQ/JIbHOTO BOCIIATIEHMsS IIPU
Bb3Y crami noABIATHCA MyOIMKaLmy 06 YCHEIHOM IpYMeHe-
HUM aHTUIVTOK/HOBBIX IPeNapaToB, TAKUX KaK MHIMOUTOPBI
UHTeprelikuHa-1, 6, akrop Hekposa omyxomu a [11, 12]. OT-
KpbITHE YaCTO BCTPEYAOINMXCS aKTVMBUPYOLIMX MYTALil B
rene BRAF nipu B9 nocimy»uso mpeinocplIKoi K aKTMUBHOMY
M3y4eHNI0 MHIMOUTOpOoB BRAF B KauecTBe TepareBTIIeCKO
onuuu. ITo pesynbraTaM IIPOCIEKTUBHOIO UCCIELOBAHMS, IO~
Ka3aBIIEro BBICOKYI0 KIMHUYECKYI0 9(EKTMBHOCTh TaKOTO
HOAXOfia, OfMH 13 uHr1uburopos BRAF - Bemypadenu6 nomy-
41T yCKOpeHHOe offobpeHye YIIpaBIe s 0 KOHTPOJIIO IIIle-
BbIX NpOAyKTOB 1 neKapcTs B CIIA B 2017 . o1 nevennsa bOY
¢ myTaumamu V600 rena BRAF [13]. IpyruM HepCcreKTUBHBIM
BapMAHTOM TepaluM SBIAETCS INPYMEHEHNe MHIUMOUTOPOB
MEK-k1Ha3, ofHaKo JoKa3aTelnbHas 6asa B 9TOM HaIIpaBlle-
HVJ OCTAeTCsI BeCbMa OTPaHMYeHHOI [14].

IIpencraBnseM ommcaHMe KIMHMYECKOro ciay4das bIY,
IIpOTeKalolllell C TIOpaXkeHNeM CepAilia, Y MOIOJOTO MallMeHTa.

KAMHH4eckuni cAyvan

[Tanuent K., 1988 ropa poxxaenns.

B ampene 2017 r. (BospacT 29 71eT) OTMETMI IOSIBIEHNE
6oreit B 1eBOIT IIOJIOBMHE IPYAHON KiIeTKN. ITo JaHHBIM 3JIeK-
tpokapauorpaduu (IKI') BbIABIeHa MHBepcus 3y61oB T B
orsefiennax V, -V, npu sxoxapauorpadunu (3xoKT) matomo-
ruy He oOHapy>xeHO. Bomu ObIIM paciieHeHsI Kak MexXpebep-
Hasl HeBPA/IIKs, HalMeHT IOyYasa Tepalnio HeCTepOUTHBIMU
IIPOTUBOBOCIIA/INTENbHBIMY IIPeIIapaTaMi, B pe3y/bTaTe KOTO-
poit 6o perpeccupoBaiu B Tedenue 10 gHeit. B nione 2017 1.
PasBWJICS SMM30f VHTEHCUBHOI JaBsliell 60 3a TPYAVHOIL,
COIPOBOX/ABILECSA MOTINBOCTDIO, CTPAXOM CMEPTH, OHeMe-
HreMm IV-V manbues obenx pyk. C ZMarHosoM «OCTpBIil KO-
poHapsslit curgpom» (OKC) 6purazoit CKopoi MeRUIHCKOI
IIOMOIIM TIAI[MeHT HOCTaBJIeH B OT/eIeHNe KapAuopeaHuMa-
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Puc. 1. Aokaamzaummn MH(PUABTPATOB B 06AACTH CepALIa

M KpynHbIX cocyAaoB y naumenta K. (aannbie KT u MPT):

a — nHpuabTpat B 06AacTn Al CO CAABAEHUEM AETOYHBIX BEH
(KT, 2020 1.); b — oKpYrAbIFt MHPUALTPAT B 0OAACTM BEPXYLLKM
MK (MPT, 2018 r.); ¢ — napaaopTaAbHbit MHPUABTPAT

(KT, 2018 1.); d—f — uHdMABTpaThl B 06AaCTU AA C CyXEHMEM
npoceeta AA (KT u MPT, 2020 r.); g — TpexmepHas
pekoHcTpykums KT-nzo6paxenuit B 2018 r. (KpacHbIM LIBETOM
oToBpaXkeHbl 30HbI CrielundUUeckon MHPUALTPALIMK);

h — MHUABTPaTLI B 0OAACTU YCTbst HUKHEN MOAOM BEHBI
(MPT, 2020 r.).

Fig. 1. Localization of infiltrates in the region of the heart
and large vessels in patient K. (data from CT and MRI):

a — infiltrate in the region of the left atrium with compression
of the pulmonary veins (CT, 2020); b — rounded infiltrate in
the region of the apex of the pancreas (MRI, 2018); ¢ — para-
aortic infiltrate (CT, 2018); d—f — Infiltrates in the pulmonary
artery with narrowing of the lumen of the pulmonary artery
(CT and MRI, 2020); g — three-dimensional reconstruction

of CT images in 2018 (zones of specific infiltration are shown
in red); h — Infiltrates in the region of the mouth of the inferior
vena cava (MRI, 2020).

uun. Ipu obcnegoBanum octpoiit nHdapkT mMmokapaa (VIM)
UCK/TI0YeH (KOHIIeHTpauus TporoHuHa I u kpearnHdocdoku-
Hasbl — B HOpMe), 60/1eBOIT CMHAPOM KYIMPOBAJICS CAMOCTOI-
TE/IbHO B TedeHue 2 4. DH[0BACKY/IAPHbIE BMEIIATENbCTBA He
npoBoaumnch. Ha ameKTpokappuorpaMMe COXpaHATACh VH-
Bepcust 3y6108 T B orBefennmsx I1, ITI, AVE, V-V,

ITpu 9x0KI BbLABIEHO 06BEMHOE 06pa3OBaHe OKPYIION
dopmbl B obmactu mpasoro >xenypmouka (IDK) pasmepamm
23x29 MM. B ymoBneTBOPUTENTPHOM COCTOAHMM TTALIMEHT BbI-
HJCaH C peKOMEHIAIVAMMU:

1) marHuTHO-pe3oHaHcHast Tomorpadust (MPT) cepara;

2) KOHCY/IbTAL[Us KaPANOXUPYPIa;

3) npuem 6ucomnponona 2,5 Mr/CyT, aljeTHICATULMIOBOIN

KUCTIOTBI 75 MI/CyT.

ITepen obpaiieHneM K Kapayuoxupypry sbinonHena MPT
CepAla, MOATBEpAMBINAs Hamu4due 00bEMHOro oOpasoBaHMsA
B 06/1aCTH BEpXYIIKU Ceppla, OKPYIZION (GOPMBI C YeTKUMM
HEPOBHBIMU KOHTypaMM, pasMepamu 29x22x24 mm. Kappuo-
xupypramu («<HMMII CCX um. A.H. Bakynesa») HOBooOpa-
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https://doi.org/10.26442/00403660.2022.07.201737

CASE REPORT

Tabanua 1. AuHammka pasmepos cnielumuuecknx MHOUALTPATOB B 06AACTH cepALla M KPYMHBIX COCYAOB B 2018-2021 rr.
(AaHHbIe KT 1 MPT C BHYTPHMBEHHbIM KOHTPACTHBIM YCHACHHEM)

Table 1. Dynamics of the size of specific infiltrates in the area of the heart and large vessels in 2018-2021 (CT and MRI
data with intravenous contrast enhancement)

Jokanusamus Anpens 2018 1. ®eBpans 2019 1. Hos6ps Asrycr Hexabpp 2020 r. dexa6pp 2021 r.
o6pasoBamumit (10 nevermus) (10 mec mevyenns 2019 1. 2020 (3 mec neyenna (15 mec meyeHms
N ®H) : ’ TpaMeTMHUOOM) TpaMeTHHMOOM)
Tommuuza
uH}UIBTpaUN 8-10 64 6 6-7 < 6 < 3l
BOKDYT a0pPTbI, MM
Mpocaer creoma JIA, 17 17 <> 134 84 8o 191
MM
Obpasosane s 36x29x34 35%15 4 20x134  27x17x30 T 20x8 & 6x8 4
Bepxymke IDK, mm
Jlesas crenka JIIT, Mmm 29x12 18x11 4 18x11 <> 17x15 <> 16x15 <> 6x10 4
iﬁ‘“’” cremxa I, 10 N/A 21x12T  23x09 ¢ 2,3%0,9 ¢ N/A
®paxius sriGpoca 71 71 N/A N/A 69 77
JOK, %
B orcpouennyio IIpu orcpouen- Hosrie
¢asy ompenens- HOM KOHTpAac- MSATKOTKaHBbIE
3HauuTeNnbHOE
10TCAA HeGOoblINe TUPOBAHUNI JlokanpHast ~ CTPYKTYpbI
yMeHbIIeHe
cy6aHIOKapu- muokapaa (LGE) KOM- 110 X0y U B
Crabwmmsaunsa.  MHQUWIBTPATOB
HonomHuTenbHas aJIbHbIe YYaCTKM TIpU3HAKU mpeccuss  mpocsete JIA
.~ HoBBIX CTPYKTYp  BCeX JIOKa/M-
urbOpMansL KOHTPACTUPOBAHUA HaKOIIEHUS orubaro- (TommumHoI .
. HeT 3aumit, perpecc
B BEPXYLIEYHBIX KOHTPacTHOrO  Ieii BeTBM [0 15-20 mMm), CVIKEHILS IDO-
TIepeHeTIeperopo-  BellecTBa B MIO- JIKA B obmacTu yCBeTa P E
[OYHOM U HIDKHEM Kapye OTCyT- OBAJIbHOTO
cerMeHTax CTBYIOT OKHa

IIpumeuanue. JIDK - neBblii )Kemy[oyex; 34ech 1 Aanee B Ta6m. 2: N/A — maHHbBIE OTCYTCTBYIOT.

30BaHMe OBbITO paclieHeHO KakK [oOpoKaueCTBeHHOe, n3bpaHa
HabmofaTeIbHas TAaKTUKA.

Yepes 6 mec Ha (oOHe YAOBIETBOPUTENIBHOIO CaMOYyB-
CTBUA TAIMeHTa IpU KOHTponbHbIX KT- (koMImbloTepHas To-
Morpadusa) n MPT-mccnenoBaHnAX OTMeEYEHO YBeTUYEHUe
pasmepoB o6paszoBanus B obmactu Bepxyuku IDK, mosirenne
MATKOTKaHBIX MHQUIbTPATOB, My(HTOOOPA3HO OKYTHIBAIOLINX
A0pTy B BOCXOfiAIlEM OTJere, NerouHyio aprepuio (JIA) u ee
BETBY, BEPXHIOIO NO/TYI0 BEHY, IPOKCUMAJIbHYIO YacTh IIpaBoit
KOPOHApHOJ apTepuy M CTBOJ JIEBOM KOPOHAPHONM apTepuu
(JIKA). TucrabpHas 4acTb IepefHell MeXOKeTyLOYKOBOI BeT-
Bu JIKA 9acTUYHO pacronaranaach B Tomle MHQUIbTpaTa. Tak-
Ke BBUIB/LUIOCHh 0Opa3oBaHue B 00/IACTH J1€BOTO HPeNCepAys
(JIIT), medopmupyrorree monocts JIIT (puc. 1).

B cBsaA3u ¢ orpunarenpHoit fuHamukoit MPT-kapTuHbl ma-
LIVIEHTY PeKOMeH/I0BaHa OMOICHs 06pa3oBaHusL.

B ¢deBpae 2018 r. mpoBefeHa TOPaKOCKOIIS, IEPUKAPANO-
TOMUS C 6uOIICKelt 06pa3oBaHNs B 00/IaCTI IETOYHOTO CTBOJIA.
ITo maHHBIM TMCTONOTMYECKOTO ¥ MMMYHOTMCTOXMMIYECKOTO
UCCIeJOBaHMi OMOICUITHOTO MaTepuasna BbIABIEHA KapTUHA
o61mmpHbIx nHGUIBTPaToB 13 CD68+ IMCTHONNTOB/KCAHTOM-
HBIX KJIETOK, COOTBETCTBYIOIAsl HETAHTE€PraHCOK/IETOUYHOMY
TUCTUOLNTO3Y. [JOIOTHUTENIbHO MIPOBEJEHO MONEKYIAPHO-Te-
HeTUYecKoe MCC/IefOBaHNMe TKaHy OMonTara Ha Ha/mudye Hau-
6oree gacTeix mytaunii rena BRAF (8 Tom uncie V60OE) meto-
TOM TIOTIMMEPA3HO LIEITHO PeaKMM — OTPULATENbHO.

B ampene 2018 r. manueHT TOCOUTAIN3NPOBAH B OTHAENe-
Hue opdanHbix 3abonesanuit PI'BY «<HMMUILI remaromorum»
Munspapasa Poccun. [1py nocTynnenny B KIMHUKY COCTOSIHNE
HalleHTa ObUI0 OTHOCUTEIBHO YIOBJIETBOPUTEIbHBIM, IPeb-

TEPATTEBTUYECKMM APXMB. 2022; 94 (7): 897-902.

SIBJISUT XK@JI00BI Ha SIIM30ABI AVCKOM(OPTA 3 TPYAMHOI, IIPeN-
MYIL[eCTBEHHO IIpK [IepeMeHe IIOIoKeHus Tena. Ilpn ocmotpe:
BUTAJIbHBIE TOKa3aTe/M (4acTOTa CepAieYHBIX COKPAIeHNIT, ap-
TepyanbHOE JaB/IeHNe, YaCTOTa JbIXaTe/TbHbIX JBVDKEHNIT) — B
Ipefie/lax HOpMajIbHBIX 3HAYEHMIA.

B remorpamme, koaryjorpamMmme 1 OMOXMMUYECKOM aHa-
nMM3e KpOBM IIOKasaTelM — B Ipefenax HOpMbl. OTMeua-
7I0Ch yBenudeHye KoHueHTpanun C-peakTMBHOro Oenka Ao
7,5 mr/n (<5).

ITpyu MHCTPYMEHTaIbHOM OOCIeIOBaHU BBIABICHO YIIIOT-
HeHJe KOCTHOU CTPYKTYpPBI MeTasnu@uaoB KPyIHBIX TPybOda-
TBIX KOCTel1, y9aCTOK OCTEOCK/IEPO3a B IIPaBOIt GepeHHOIT KOCTU
(KT), uTo xapakTepHO 1A CIeL(IecKOro MOopaskeHns KoCTeil
B pamkax BOY. ITpu xouTponsHoit MPT foKyMeHTHPOBaH 00b-
em nopaxenuss CCC (tabm. 1). Obpawan Ha cebss BHUMMaHue
(eHOMeH «OTCPOYEHHOTO KOHTPACTHPOBAHNS FaflONNHIEM» He-
60/IbLINX 110 IIOWAAM CyOsHAOKApAMaIbHbIX YYaCTKOB B Bep-
XYIIEYHOM, IIepefiHe-IIeperOPOJOYHOM U HIDKHEM CEeTMeHTax
CepALia, YTO PacLieHNBATIOCh KaK MOCTHIIEMIYeCKIe pyOLjoBbIe
usMeHeHus: Myokappa (cm. pasgen O6cyxpenne). Ilopakernii
ApYTUX XapakTepHbIX A BOY nokanmusanmii (peTporepuToHe-
asbHasA 00/IaCTh, LIeHTpajIbHasA HepBHAsA CUCTeMa) IIPU MHCTPY-
MEHTa/IbHOM 00CIIeJOBaHNM He BBLABICHO, B TOM YMCTIe 0 aH-
HbIM II03UTPOHHO-3MUCCHOHHOI ToMorpadym/KT.

Cucronndeckast 1 fUacTonmndeckas GyHKUmMu cepaLa 6sutu
ymosneTBopuTenbHbIMU (10 faHHbIM Jx0KI), HapymeHwuii
CEepIeYHOT0 PUTMa He 3aperuCTPYpPOBAHO, B TOM YMC/Ie IIpU
cyrognoM MoHuTopuposanuu IKI.

Takum o6pasom, 6bUT oxTBepKAieH auarHo3 53Y ¢ mopa-
JKEHIeM CepAilia U KPYIHBIX COCyHoB. B kadecTBe 1-i1 MMHUM
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Ta6Anua 2. Onmcanme cepuin cayuaes bIY ¢ nopaxeHnem cepaua M KpynHbIX COCYAOB
Table 2. Description of case series of Erdheim—Chester disease with involvement of the heart and great vessels

BoBneue-

Iamuen- I ITapaaop- Ceppevynast
A ] I opaxe- ) ., HIe KOpo- )
BTOp, THI C 11O opaxkeHue CEeBIOTY-  TAIbHBII HEIoC
HMe MIO- HapHBIX nm Ccpinka
rof, paKeHueM mepukappa,m oo MOp II,n wuaduIb- aprepi,  TATOUHOCTD,
CCC P, TpaT, n P rF > n

J. Haroche o 19 (26%), 6 (8%),
M COABT., 72 32r1£)i4a/oe)1 Ta;w- 22 (31%) 6 (8%) 40 (56%) 5 (7%) U3 HUX 13 HUX [15]
2004 A2y 8 cmepreit 2 cMepTH
J. Haroche 7
1 COaBT., 37 5 (14%) N/A 11 (30%) N/A 12 (32%) N/A (2 cmep- [16]
2009 ™)
D. Gian-
freda 9 (TamMmoHaga

10 9 8 5 7 N/A N/A (18]
U COaBT., y2)
2016
A. Ghotra
U COaBT., 8 3 (38%) 6 (75%) N/A 4 (50%) 6 (75%) N/A N/A [19]
2019
I. Costa
M COABT., 4 1 N/A 2 (50%) 2 (50%) N/A 1 (25%) N/A [20]
2018

c anpens 2018 r. Hauata tepanus VIOH-a 2b (3 maa ME 3 pasa
B 1 Hep). [TepeHocumocts VIOH-Teparu 6bl1a yIOBIETBOPH-
TEbHOM, TPUIIIONOKOOHDIN CUHAPOM OTCYTCTBOBAJI, Kapu-
a/IbHbIE XKAJI00BI He PeLVANBUPOBATINL.

B despane 2019 . (10 Mec medeHust) IpU KOHTPOIBHOII
MPT cepplja oTMedeHa IOIOKUTE/IbHASA JUHAMUKA: YMEHbIIN -
JIMCh pa3Mepbl MH(MIbTpALMU BOKPYT aopThl u JIA, a Takxe
pasMeps! o6pasoBanus B Bepxyuke IDK (cm. Tabs. 1). Hopma-
NM30BaIach KOHLeHTpanusa C-peakTMBHOrO Oenka — 2,3 Mr/I.
Ha 9KT unBepcus sy6uos T B V,-V, coxpansanacs.

Tepanns VIOH 6buta mpomo/mkeHa B IPEXKHEM PEXIME,
ogHako npu ouepenHbx KT- m MPT-uccnegoBaHusAx B aB-
rycte 2020 r. oTMe4YeHa OTpuUIjaTelbHaA JUHAMUKA B BUJE
yBeIMYEeHMs PasMepOB IPe/CYLIeCTBYOIMUX Y IMOABIEHUA
HOBBIX MSTKOTKAaHBIX CTPYKTyp B obmactu crenku IIII, B
00671acTy OBa/IbHOTO OKHa, JIA M ee IIaBHBIX BETBeIl, pacIIn-
penne IIII. OcobeHHO BrevyaT/soIiell HAXOLKON SIBUIICH
undunsTparel B obmactu creHku JIA ¢ cyxeHueM ee mpo-
CBeTa 0 8 MM, YTO CTAJI0 KIKYEBBIM (AaKTOPOM B IPUHS-
TUU pelleHns o CMeHe Tepanuu. HecMoTps Ha BBIpaXXKeHHYIO
OTPUILIATENIBHYIO PafUOIOTNYECKYI0 JUHAMMKY, KaKue-1u6o
KIMHUYECKNe TpOsBIeHMs 3aboleBaHMsA OTCYTCTBOBAIN,
YTO aCCOLMMPOBATIOCh C COXPAHHOI (PYHKIVEN CepAaLa Io
maHHbIM DX0KT.

C cenTs16ps 2020 r. HayaTa SMIMPUIECKAS TEPAIINS VHIU-
6uropom MEK-kuHas — rpaMeTnHI60M B Ho3e 1 MI/cyT exe-
AHEBHO. IlepeHOCHMOCTD e4eHMsI B [[eJIoM OblIa YAOBIETBO-
puTenbHOI, U3 Hexenatenbublx sBmennit (HS) ormewamocs
HosABJIeHNe aKHe(OPMHBIX BBICHIIAHUI IPEVMYILIeCTBEHHO
Ha KOXXe JIMIja ¥ BOJIOCUCTON 4acTy ronosbl. CycTa 2 mec
HeIPepbIBHOI TepaIlny PasBIICA BBIPOKEHHBIN Mepuopou-
TaJIbHBII OTEK, paClieHeHHBI KaK TOKcudeckuit 3¢ dexT Tpa-
MetnHuba (puc. 2). Ilpuem mpenapara 651 IPUOCTAHOBIIEH
Ha 1 HeJI, B pe3y/IbTaTe Yero oTeK perpeccuponai. B manbHeit-
1IeM BO30OHOBJIEH IIpMeM TpaMeTHHMOa B pexxuMe 1 Mr yepes
TleHb.

B nexabpe 2020 r. Boimonnena MPT ceppa (3 mec nedeHust
TpaMeTMHUOOM), II0 JTAHHBIM KOTOPOII OTMedYeHa CTabuamnsa-
uyst mpouecca. C y4eToM HeFOCTaTOYHOro addexra marueHt

900 TERAPEVTICHESKII ARKHIV. 2022; 94 (7): 897-902.

Puc. 2. TpameTMHUG-MHAYLIMPOBAHHBIA NEPUOPOMTAAbHBINA
oreK y nauventa K.

Fig. 2. Trametinib-induced periorbital edema in patient K.

TepeBefieH Ha IMKIMYECKYIO CXeMy JIedeHns — 21 feHb nmpue-
Ma TpaMeTuHM6a o 1 Mr/cyt + 7 gHei nepepsiB. Ha MomMeHT
ONMCaHysA NALMEHT MPOJO/DKAET JIedeHNE IO BhIIIEYKa3aHHOM
cxeMme B TeyeHne 15 mec, HA He oTMedaeTcs.

OO6cyxaeHne

[Mopasxenne CCC sABIsI€TCS OFHUM 13 CAMBIX YaCThHIX U OIIac-
HbIx riposienennit BAY [15, 16]. Ilpumevarensho, uto W. Chester
eme B 1930 I. ;OCTaTOYHO TOYHO OXapaKTEPU30BaI IIATTEPH II0-
paxenns cepaua npu BOY [17]. Beicokas yacToTa BOBIEYeHIs B
MATOJIOTMYECKMIT TIPOLIECC CePAiLia ¥ COCYAOB, BO3MOXKHOCTD Pa3-
BUTHA )KU3HEYTPOXKAIOIINX OCTIOXKHEHMIA, TAKUX KaK TaMIIOHafa
cepaua u VIM, cTany npeanocbUikaMy K aKTVBHOMY M3Y4€HMIO
aToro acmekTa BIOY. 3a mocimepmHye ropbl OMy6IMKOBAHO He-
CKOJIbKO KOTOPTHBIX MCCIEOBAHNUI, IOCBSIIEHHBIX KapAMOBac-
Ky/sipHbIM Marndecranusam bIY (ra6n. 2). Hanbonee kpymHsie
KOTOPTBI IIPeACTaB/IeHbl B myOmmkamysix J. Haroche u coasT. B
2004 1 2009 rr. [15, 16]. ITo faHHBIM aBTOPOB, TAMIIOHA/IA CEPALA
HaOJmofianack y 5 u3 72 manmeHToB, a VIM - y 6 denosek, AiBoe
13 KOTOpbIX yMeprm. [Tpy aToM 1o 1/3 BceX /eTanbHbBIX MICXOTOB
pyu B3Y 06ycoB/eHbl BOB/IEYEHEM B IIATOJIOTMYECKUIT IPO-
necc CCC [16]. B Hacrosiee Bpems oreHka mopaxenus CCC
C IpMMeHeHNeM MeTOf0B Busyamusauuy (npexpe Bcero MPT
cepnia) peKOMEHAYeTCA BCeM IMalieHTaM C YCTaHOB/IEHHBIM
muardosom b4 [7].

TEPATIEBTMYECKMM APXMB. 2022; 94 (7): 897-902.
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OCO6eHHOCTPIO TIPENCTAB/IEHHOTO HaMM KIMHIYECKOro
cnydas siBnsercsa MaHMgecTanya 3a00neBaHMA C CUMIITOMO-
KOMILIeKca, xapakTepHoro anst OKC, uto morno 6bITh 06yc-
JIOBJIEHO BOBJIEYEHMEM B ITaTOTOTMYECKMIl IIPOIlecc KOpOHap-
HBIX apTepuii. OTOMy IpefuecTBoBanu usMeHeHus Ha OKT
B BUJe HapyLIeHNUA MPOLECCOB PenojIpMU3aluy B MUOKapHe
HIDKHe-00KOBOII CTEHKM JIEBOTO JKeNMY[J0YKa, JABHOCTb KOTO-
PBIX HeM3BECTHA, OTHAKO Ipy aHanu3e apxusHoit KT maruen-
Ta oT 2013 I. off00HbIe M3MEHEHVsI He 0OHAPY>KUBAIUCh.

HecMmoTpst Ha TO, 4TO XapaKTep IMOPasKeHNUs CePALA U COCY-
OB Yy JAHHOTO IAI[VIeHTa BO MHOTOM SIB/IAETCS TUIMYHBIM 1A
b3Y, nepBoii pagonorn4eckoi HaXofKOii ABUICSA OKPYITIBbI
uHWIbTpat B 06macty Bepxyuiku IDK, 4o paHee He onmcaHo
B muTeparype. HaM Taxoke yaanoch 0OHapy>KUTb B IUTepaType
JIMIIb OJJHO YIOMMHaHUe cTeHo3a JIA B pe3ynbTaTe cfiaBlIeHNs
ee crierduuecknm nHbUIBLTPaTOM y 6016HOTO BIY [21].

OtpenbHOrO BHUMaHMsA 3aciIyXnBaeT (EHOMEH OT-
CpoueHHOrO KOoHTpactupoBanmsa ragonuauveMm (LGE - late
gadolinium enhancement) cy6sHOKapAManbHbIX y4aCTKOB
MMOKapJa, YTO MOXKET OBITb 0OYC/IOBIEHO KaK IIOCTHIIEMMU-
YeCKUMM PyOLIOBBIMM M3MEHEHVSIMM, TaK U CIEL(pIIecKuM
mopakeHneM Mmoxappa. B nccnegoBanuu A. Ghotra u coasr.
IIPOJEMOHCTPUPOBAHO, YTO y 5 u3 10 manuenTos ¢ B3Y ¢ no-
paxkeHMeM cepaua no gaHHsIM MPT umen mecto deHomeH
LGE, opgHako aBTOpBI 3aTPYAHAIOTCA OJHO3HAYHO CYAUTH O
reHe3e JaHHBIX U3MEHEHMII M BBICKa3bIBAIOT IIPEMIIONOXKEHNE,
9TO OHM MOTYT OTpakaTb Kak crenmpudeckoe (b3Y-acco-
IUIPOBAaHHOE) TIOPaXKeHNe MIOKap/ia, TaK ¥ IPeNCyIIeCTBY-
roue ¢pubposusle usMeHeHus [19, 22]. B npegcrasieHHOM
Hamu cnydae LGE-¢deHoMeH, M3HAYaIbHO TPAKTyeMblll HAMU
KaK IOCTUIIeMUYecKye M3MeHEHI, BEPOATHO, UMeNl HEKOPO-
HapOTeHHYIO IPUPOAY, TaK KaK B IIpoliecce TedeHN MOfIBEpr-
Cs1 06paTHOMY PasBUTHIO.

Boi6op Tepanuu y nanyeHtoB ¢ b9Y mpepcrabiser Tpyxn-
HYIO 3ajaqy, 4TO OOYCIOBIEHO PENKOCTBIO IATONIOTUM, CKYA-
HBIM KOTMYECTBOM HPOCHEKTMBHBIX KIMHIYECKUX MCCIIENO-
BaHMII, BBICOKOJM CTOMMOCTDBIO PsAfia TapreTHBIX NPelapaToB U
Heo6XoMMOCTbI0 HasHaveHus ux off-label. HegaBHo omy6/m-
KOBaHHbIe PEKOMEHJaLlMN IO MAaTHOCTMKe ¥ edeHmio b4
COflepXKaT [JOCTATOYHO OOJBIION OGHOBIEHHBI pasfen Io
IIPUMEHEHNIO TAPTeTHBIX IIPEIapaToOB C yIeTOM HOBBIX 3HAHUII
B 00/1aCTH MOJIEKY/ISIPHO-TeHETUYECKUX ACIIEKTOB [TaTOreHe3a
3a00/meBaHMsA, OHAKO BCe PEKOMEHJAINU HOCAT KOHCEHCYC-
HBIJ XapaKTep ¥ OCHOBBIBAIOTCA Ha ITYHOM OIIBITE 9KCIIEPTOB
U OTZe/IbHBIX OITyOIMKOBAHHBIX CTyYasx [7].

B npepcraBienHoM Habmofennn Tepanns VIOH-a xapaxk-
TepM30BaIaCh XOPOIINM YaCTUIHBIM OTBETOM B TedeHue 1-ro
rofia JIe4eHMs1, OIHAKO BIOCTEACTBUM 3G deKT ObIT yTpadeH U
OTMEYaIoCh JOCTATOUHO OBICTpOE IIporpeccupoBaHue 3abore-
BaHMA C IOABJICHNMEM CPa3y HeCKONbKUX HOBBIX MHQUIbTpa-
TOB B 06mactu cepana. Berbop tepammu 2-11 nuHum o6ycnos-
JIeH OTCYTCTBMEM Y MalyieHTa HoKa3aHHoM MmyTauuum BRAF
V600E, 4To fenano HEeBO3MOXKHBIM MCIIONIb30BaHME MHTUOU-
TopoB BRAF, a Take HeOOXOAMMOCTBIO IIOTYINTb OBICTPBIN
U CTOMKMIT OTBeT Ha Tepammio. CTaHJapTHBIE PEXXVMBI Tepa-

muy Kak uHruouropamu BRAF, tak u mHruburopamum MEK
B HACTOsIllee BpeMsl He paspaboTaHbl U BBIOMPAIOTCS MCXOHs
U3 JINYHOTO OIbITa KIVHMIMCTOB U NMEPEHOCHMOCTH JICUeHM
nanueHToM [7]. COIZTacHO OT/Je/NIbHBIM COOOIEHNAM IIpUMe-
HeHMe y 6onbHbIX ¢ BOY nHrnburopos BRAF- n MEK-kuHa3
B MaKCUMAaJbHBIX [JO3MPOBKaX NPUBOJMIO K BBIHY>X/IEHHOM
Ie3CKaanuy J03bl y BceX OOIbHBIX B CBsA3M C pasBurieM HS,
B TO BpeMs KaK CHIVDKEHME 03Bl B 2 MM JaXKe 4 pasa IT03BOJIA-
710 3¢ deKTUBHO KOHTPOMMPOBATh TedeHue 3aboneBanus [23].
B HamreMm cydae mpruMeHeHue TpaMeTuHu6a B fosde 1 Mr/cyT
OCTIOKHMIOCh Pa3BUTHEM IepUOPOUTATBHOIO OTeKa CHyCTs
2 MeC HEUpPEePHIBHOI Tepamuiu, 4YT0 MOTPeboBaIo KOPpeKLnn
PpeXMMa Tepanmm.

Ha domne neyenns nonydena cToitkast HOJIOKUTeNbHAS AN-
HaMIKa C TEHJJeHIMEN K Ta/IbHENIIEeMY IIOCTEIEHHOMY perpec-
Cy IIaTO/IOTUMYECKUX CTPYKTYp B obmactu ceppua. Hoseix HS
He OTMEYEHO.

3akAlueHue

B cuny mckmounTenbHoit pegkoctyu (MeHee 1500 ommcaH-
HBIX C/Iy9aeB) U BapMabeTbHOCTY KIVHMYECKNUX MPOSIBIIEHNIT
b34 3avacryro gymrenbHOE BpeMs OCTaeTcsA HepaclO3HaHHOI.
ITpuMeHeHMe COBPEMEHHBIX METONOB BU3YaIN3aluy I03BOJLA-
eT 3anofo3putb bOY Ha OocHOBaHMM XapaKTEepPHON KapTUHBI
MOpakKeHMs CepAlla M KPYIHBIX COCyHOB. B cooTBercTBUM C
9TUM ILiefleco0OpasHo TOMHUTb 0 BOY Kak 0 BO3MOXXHOIT IIpH-
YYHEe PA3BUTHUA XU3HEYTPOXKAIOMINX OCTOKHEHUI B KapAuo-
JIOTMY€CKO1 IIPAKTYUKE ¥ BKII0YATh JAHHYIO HO30JIOTUIO B KPYT
v depeHIanbHO- FUArHOCTIYECKOTO TIOMCKA Y OONBHBIX C
HesicHbIM OKC, 0c06€HHO B CiTy4ae BbIAB/IEHN JOIOTHUTEb-
HbIX 00pa3oBaHmMi B 0671acTyt CepALa ¥ KPYIHBIX COCY/IOB.

MNudopmuposaHHoe cornacue Ha myOnmkamuro. [lann-
eHT mopmucan GopMy HOOPOBONIBLHOIO MHPOPMMPOBAHHOTO
cornacys Ha ITy6IMKammio MeSULMHCKO NHPOpMaLUL.

Consent for publication. Written consent was obtained
from the patient for publication of relevant medical information
and all of accompanying images within the manuscript.

CooTBeTcTBNE IPUHIUIAM 3TUKM. [IpoTOKON NccnenoBa-
H1s ObUT Of0OpEH JIOKaIbHBIM 3THdecKuM KomuretoM OIBY
«HanuyoHanbHbI MEOVIVHCKMIT MCCIeN0BaTe/TbCKUI LIEHTP
remaronornn». Ogob6penye U MpoLenypy NpoBeJeHNs IPOTO-
KOJIa MOJTyYasIy 1o MpUHIMIIAM XelbCHHKCKO KOHBEHIINN.

Ethics approval. The study was approved by the local
ethics committee of National Research Center for Hematology,
Moscow, Russia. The approval and procedure for the protocol
were obtained in accordance with the principles of the Helsinki
Convention.

BrarogapHocTu. BbipakaeM 671arofapHOCTb COTPYLHMU-
KaM: MOCKOBCKOTO TOpPOJCKOTO T'eMaTO/IOTMYEeCKOTO LIeHTpa
Ha 6ase I'BY3 «I'Kb um. C.I1. Borkuna», ®I'BY «HMMUIL] oH-
konmoruy M. H.H. Bbrnoxnna», ®IBY «HMMUII cepmedno-co-
cymucroit xupyprum mm. A.H. Bakynesa», ®IBY «HMII]
TPaHCIVIAHTO/IOTUY U MCKYCCTBEHHBIX opraHos um. B.V1. IIly-
makoBa», [Kb um. C.C. FOnuna.

Cnincok cokpaueHmi

B34 - 6omnesup dpareiima—Yecrepa

VIM - nnapkr Muokappaa

VI®H - nutepdepon

KT - xomnbroTepHas Tomorpagus

JIA - nmerouHas apTepus

JIKA - neBasd KopoHapHas apTepus

JIIT - neBoe mpepcepaue

MPT - MarHuTHO-pe3oHaHCHas ToMorpadus
HI - nexxenaTenbHble ABIEHUA

OKC - ocTprIii KOpPOHAPHBII CUHAPOM

IDX - mpaBblit xenmyodex

IIIT - mpaBoe nmpepcepaue

CCC - ceppe4HO-cocypycTas cucTeMa

9KT - snexrpokappuorpadus

9x0KT - axokapauorpadus

LGE (Late gadolinium enhancement) — oTcpoueHHOe KOHTPAacTMpPOBAHNIE
raIoNIHIEM
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