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OaHMUM W3 BO3MOXHbIX NPOSABAEHNH MHOXECTBEHHOI MUENOMbI MOXET ObITh IKCTPAMEAYNNAPHAA NNA3MOLMUTOMA, Npea-
cTaensolas coboit MHUNLTPALMIO NNa3MaTUYECKUX KNETOK 3a Npefenamn KocTHoro Mosra. B ge6ioTe 3a6oneBaHus Hanbonee
4aCTO ANArHOCTMPYIOTCA KOCTHbIE NNa3MOLUTOMBI, B OTIMYME OT IKCTPaMeyIapHbIX, KOTOPble OTHOCATCA K PeiKUM sBJle-
HUAM. Mo [aHHbBIM AUTepaTypbl, HAMYME IKCTPaMeayNNAPHON NNA3MOLMUTOMbI CYUTAETCA HebnaronpusTHeIM hakTopoM,
XapaKTepu3yIoWNUMCa arpeccUBHbIM TeYeHeM 3a60eBaHus, OTCYTCTBUEM NPOTUBOONYXOEBOTO OTBETA HA NPOBOAUMYIO
CTaHAApPTHYIO Tepanuio U HU3KUMKU nokasaTensmu obLei BbKMBaeMoCTU. M03ToMy natoreHes, KNMHUKA, AMArHOCTUKa
¥ NeyeHue 3TOro BapuaHTa 3ab6oneBaHu1s TPEOYIOT AONONHUTENLHOO U3yyeHUs. B HacToALWel cTaTbe NpeAcTaBneH KNHK-
YecKUit cnyyai arpeccUBHOTO TeYeHUA OGLWMPHON IKCTpaMeyNNAPHOA NNA3MOLMUTOMbI Y NALMEHTKN C MHOXeCTBEHHON
MWeNoMoii ¢ oLeHKoN 3 eKTUBHOCTU PAa3NIUUHBIX CXEM KOMOMHMPOBAHHOI Tepanuy.

KnioueBble C10Ba: MHOXECTBEHHAS MUENOMA, 3KCTpameanynnapHaa nnasMounTomMa, NpoTnBOONyxonesan Tepanusa, arpec-
CUBHOE TeYyeHne
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One possible manifestation of multiple myeloma may be extramedullary plasmacytoma, manifested by infiltration
of plasma cells outside the bone marrow. In the debut of the disease, bone plasmacytomas are most often diagnosed,
in contrast to extramedullary ones, which are rare. According to the literature, the presence of extramedullary plasma-
cytoma is an unfavorable factor characterized by an aggressive disease course, the absence of an antitumor response
to standard therapy, and low overall survival rates. Therefore, the pathogenesis, clinic, diagnosis and treatment of this
variant of the disease require additional study. This article presents a clinical case of an aggressive course of extensive
extramedullary plasmacytoma in a patient with multiple myeloma with an assessment of various combination therapy
regimens efficacy.
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BeepeHue MIPOAYIUPYIOIINe He(yHKIIMOHATLHBIIT MOHOKJIOHAJb-
MHoxkecTBeHHas muesioMa (MM) — 37oKadecTBeHHAS HbI UMMYyHOIITOOYMH [1]. OnHo 13 nposBieHnit MM —
B-xierouHast oIyxoiib, IIpU KOTOPOIl B KOCTHOM MO3T¢  IUIa3MOIIMTOMA, KOTOpask MOXKET OBITh KOCTHOM M 3KC-
BBIpA0ATHIBAIOTCS MATOJIOTMYECKIE TUIA3MAaTUIECKIE KIIETKH,  TpaMeAyJUISIpHOI. DKCcTpaMeay/UIsipHasI I1a3MOILIMTOMA
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IIPEACTaBIsIET CO00i1 MHPUIBTPALIMIO TUIA3MaTUUSCKIX
KJIETOK 3a MpeaeIaMyu KOCTHOTO MO3Ta M OTHOCUTCS K 60-
Jiee peaKuM sIBieHusM [2, 3].

B Hacrosimee BpeMsi aKTUBHO ITPOBOISITCS] UCCIIEIO-
BaHUS B 00J1aCTH U3YYCHUS MATOTeHe3a SKCTPaMeTyJuIsip-
HOM 1a3MoLuTOMBbI ipu MM [2, 4]. I1o naHHBIM TUTe-
paTyphl, HAUIMYKE 3KCTPaMEIyJUIIPHON IIa3MOIIMTOMBI
SIBJISIETCSI HEOJIaroNpUSITHBIM (DaKTOPOM, XapaKTepHU3y-
IOIMMCS arPECCUBHBIM TeYeHUEM 3a00JIeBaHUSI, OTCYTCT-
BHEM IIPOTHUBOOIIYXOJIEBOTO OTBETA HA IIPOBOAMMYIO CTaH-
IapTHYIO Tepalrio U HU3KUMM I10KAa3aTeIsIMU OOIIeH
BBIKMBAEMOCTH |5, 6]. OnmHako Oaaromaps MOJIMXUMUOTE -
paIy ¢ UCIIOJIb30BaHNEM COBPEMEHHBIX TaPTeTHEIX Ipe-
ITapaToB M TPAHCIUIAHTALIMY TeMOITO3TUIECKIX CTBOJIOBBIX
kietok (TTCK) MoXHO 1OOUTHCS IUIMTEIBHOM PEMUCCHI
U YBEJIWYCHUS MPOIOJLKUTESIHFHOCTY KU3HHU TTaIleHTOB
[1, 4].

IIpencraBnsiem KIuMHU4YeCKui ciiyyaii MM ¢ ruraHr-
CKOM 3KCTpaMEnyJUIIPHOM IUIa3MOLIMTOMOM M aHaJIu3
3G GEKTUBHOCTU PA3IMYHBIX CXEM XUMUOTEPAITAHN.

KnuHuueckum cnyyaii

Ilayuenmra I11., 63 rem, npedsseasia xcanobwl Ha caa-
bocmb, YMOMAAEMOCHb, CHUMCEHUE MACChl mead, Halulue
U ygeauteHue onyxone6020 00paz06aHus Hao 1e6oil KAuulyei,
OMeK U 4y8Ccmeo msajcecmu 6 Aeoil pyke, 601b 6 pedpax,
KAYUUAX, A0NAMKAX, WeHOM, NOSACHUYHOM 0moeaax no-
360HOuHUKA. M3 anaMHe3a u36ecmuo, 4mo XpoHUHecKux 3a-
bonesanuil NAUUEHMKA He UMeem, NepeHecad OnepamueHble

Taomuua 1. O6wuii anaaus kposu 6 duHamuxe

Table 1. Complete blood count dynamics

IToka3arenn

Jleiikoumtsl, x 10°/1 75
Leukocytes, x 10°/L >

Dpurpouutsl, x 10'2/1

Erythrocytes, x 10'2/L 3,87
Iemorno6uH, r/n 17
Hemoglobin, g/L
Tpom6GoruTel, x 10°/1 307
Platelets, x 10°/L
CermMeHTOsIIEpHBIE HEUTPObMIIbI, %
e 78

Segmented neutrophils, %
IManoukosimepHble HEUTPOGUILL, % 1
Band neutrophils, %
JInmdorutsr, %

s OF 17
Lymphocytes, %
MoHouuTsl, % )
Monocytes, %
CKOpOCTh OCETaHUST IPUTPOIIMTOB, MM /9 2%

Erythrocyte sedimentation rate, mm/h

emewiamenscmea: annenddkmomuto (1979 e.) u xoauyucm-
axmomuto (2002 e.). Cuumaem ce6s 60abHoll ¢ utoasn 2022 e.,
Koeda npou3ouien nepeaom Kaouuybl (80 cHe).

bonvras bbira Hanpaenena Ha doobcaedosarue 6 Pecny-
OAUKAHCKUI KAUHUYECKULI OHKOAO02UYecKUll duchaucep
(PKOII) 2. Yepot, 20e no danHbim kKomnsromepHoi momoepaguu
(KT) opeanos epyonoii knemku (om 09.11.2022) o6uapynce-
HO 00BsemMHOe 00pasosanue epyOuHsl, npu peHmeeHoepapuu
yepena (om 24.11.2022) — mHoxcecmeenHble ouazu decmpyx -
yuu 6 kocmsx uepena. Ilo danneim buoncuu 1e6oil KAOUULbL
nod koumponem KT (om 30.11.2022) svisiénena eucmonoeu-
yeckas kapmuna MM, npu UMMYHOUCMOXUMUYECKOM UC-
cnedosanuu — CD38t, CD138*, aeexue yenu 1, k. Onkonoeom
PKO/I 6611 ycmanosaen npedeapumensrutii duaenoz MM.

B dexabpe 2022 e. nayuenmia 6vi1a HanpasaeHa K ee-
mamonoey 6 PecnybaukaHckyr kKauHuueckyro 00AbHUUY
um. I'I. Kysamosa (Yga). Ilpu nocmynaenuu 6 obuem ana-
AuU3e KpoU 8blsi6AeHbL YEeAUUeHUe CKOPOCMU 0Ce0anUs 3pu-
mpoyumog 0o 26 Mm/ u anemus Ae2Koll CmeneHu maxjcecmu
(maba. 1). B buoxumuueckom ananusze Kpogu éce nokaszame-
Au bvlau 6 npedenax HOPMANbHLIX 3Ha4eHull (maba. 2).

Ananusz Ha B2-mMukpoenobyauH @uia6uUn NOGblULEHUE €20
ypoeHus 6 Kposu do 6,3 me/n. Beakosvie gpakyuu memodom
anexkmpogopesa: arwoymun 62,8 %, a2-enobyaun 13,3 %,
B2-enobyaun 4,7 %, o.l-enobyaun 5,5 %, p1-eno0yaun 6,5 %,
A-enobyaun 7,2 %. B muenogpamme naazmamuecKux Kaemok
70,8 %. Hmmynoxumuueckoe uccaedosanue 6e1K06 Cbleo-
POMKU Kposu u Mo4u  debrome He 6610 8blnoaHero. Ilpeo-
nonaeancs 0uazHo3 HeceKpemupyloujell Mueaombl, UCHUHHblE

12.12.2022 01.02.2023 22.03.2023 19.04.2023 27.04.2023 23.05.2023

5,04 3,12 15,2 0,7 3,17
3,42 3,18 3,35 4,07 4,31
104 91 91 113 120
343 259 294 93 368
52 52 66 = 55
10 7 28 - 2
27 30 3 19 22
7 8 3 2 17
34 18 17 20 36
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Tabmmua 2. buoxumuueckuil aHaiu3 Kposu 6 OUHamuKe

Table 2. Biochemical blood analysis dynamics

IToka3zarenn 12.12.2022 01.02.2023
O61uii 6e10K, /1
Total protein, g/L 67,2 49,28
I'1roko3a, MMOJTB /1T
Glucose, mmol/L 6’0 9,89
KpeatuHuH, MKMOJIb/ T
Creatinine, pmol/L 75 63,2
MoueBuHa, MMOJIb/J1
Urea, mmol/L 5,4 7,45
MoueBast Kuciaora, MKMOJIb/J
Uric acid, umol/L 360 451,5
JlakratnerunporeHasa, ME/n 310 273.9

Lactate dehydrogenase, IU/L

cayuau Komopoii moeym ecmpeuamocs 0o 1 %. Oonaxo nocae
noauxumuomepanuu ObL10 NOAYHEHO 3aKAHOHEHUe UMMYHOXU-
Muneckoeo ananusa (om 26.04.2023): npu ummyHopukcayuu
8biseneH credosulii KaoH Gk 6 y3-3omne, beaok benc-Iuconca
He 0OHapyiceH, Ymo 0blA0 PACUEHEeHO KAK NOA0ICUMENbHbLL
omeem Ha nposodumoe neverue MM.

Ilo daunvim ¢payopecuenmuoil eubpuduzayuu in situ
(FISH) ¢ JIHK-30n0amu 6 20 % s10ep eviseneHa mpancioka-
yus c eoeaeyeruem nokyca eena IGH/ 14932, deaeyus peeu-
onog 13q14.2u 13g34 u TP53/17p 13 ne obnapysicena.

Takum obpazom, nayuenmke ycmaroeaeH duaenos: MM,
sapuanm G, I11A cmadus no kaaccuguxayuu Durie—Salmon,
III cmadus no R-1SS (nepecmompennoii MexcoynapooHoii
cucmeme cmaouposarust). OcaoxcHeHus: dughghysuolit ocmeo-
nOpo3 nAocKux Kocmeil; ouazu decmpykuyuu uepena, pebep,
2pyOuHbl, N0NAMOK, BEPXHUX 0MOen06 N008300UHbIX KOCMeE,
men U 0mpocmK08 N0360HK08, NPABoil NAe1e6oil KOCmU ¢ Mse-
KOMKAHHBIM 3aMelyeHuem, 1e60il KAuuysl (00uumu pasme-
pamu 36 x 50 x 36 mm); namosoeuveckue nepesomol men
noseonkoe Th4, L 1; xponuueckuii bonegoii cunopom 6—7 6an-
/108 N0 8U3YANbHOU AHAN02080I WKAe.

[lockonbky nayuenmia no 6o3pacmy 16434acb Kawouoa-
mom Ha ébinonterue aymonoeuyroil TICK, eii bbira nposedena
1-5 aunus xumuomepanuu no npomoxony VCD (6opmesomuo,
yurnogocgamud, npednuzonon) ¢ 12.12.2022 no 19.12.2022.

C 20.12.2022 no 30.12.2022 nayuenmka Haxoodunacw
Ha NeveHul 8 UeHmMpAalbHOl pailoHHOI O0abHUYe NO mecmy
JcUmenbemea no nogody 6He20CHUMAnbHOU 08YCMOPOHHell
noauceeMeHmMapHoli UHMePCMUYUANbHOL BUPYCHOL NHEBMO-
HUU cpedHeil cmeneHu msxcecmu (OvixamenvHas Hedocma-
mounocms I cmenenu). Ilo OanHbIM NO3UMPOHHO-IMUCCUOHHOLL
momoepaguu, coemeuiernoii ¢ KT (IIPT/KT) (om 14.01.2023),
8bI516/1EHO MHOJICECNB0 AUMUYECKUX 04a208 8 KOCMAX C 2U-
nepgurcayueti u HU3Kol gukcayueit pmopde30KcueatoKo3ol
(uacmob 04ae08 ¢ MACKOMKAHHBIM KOMHOHEHIMOM, HAUOOAbUIULL
Y /€801l KAUUYbL C KOMAPecCUuell nie1egozo cniemenus) —
nposieaerus MM (puc. 1).

PedepencrHoe 3HaueHue

02.03.2023 22.03.2023
56,75 45,36 66—83
6,15 5,56 4,1-5,9
58,7 45,7 58—96
6,9 7,0 1,8—6,4
352,1 238,5 154357
841,4 413,5 25-247

Pe3yabmamol macHumno-pe30HancHoll momoepaguu 2o-
JN08H020 M032a NOKA3AAU MHO2004aA2080€ NOpadiceHue Kocmell
Yepena, ouaeu 2AU03a 8 8elecmee 20108H020 M032d, YHaACMOK
KUCMO3HO-2AUO3HbIX USMEHEHUTI 8 NJ0OHO-MeMeHHOT ooaacmu
cnpasa, ymepenHole ampoguueckue UzMeHeHus 00AbuLUX
noayuwapuii 201081020 moszea. B PKOJI 6bin npogeder onko-
KOHCUAUYM, OM AY4e0l Mepanuu peueHo 8030epicamscs
U3-3a QUCCUMUHUPOBAHHO20 npouecca, 0OWUPHOCMU nopa-
JHceHuUst, peKoMeHA08aHo npodoadcums xumuomepanuto 6 Pec-
nyoaukanckoil kaunuveckou 6oavruye um. I.I. Kyeamosa.

Ilockonvky nayuenmka omkazanace om GblNOAHEHUs.
aymoanoeuunoii TICK, 6 eemamonoeuneckom omoeneHuu
¢ 31.01.2023 no 11.02.2023 eii bbi1a nposedena xumuomepa-
nus no npomoxony VMP (meagpanan, bopme3zomubd, npeoHu-
3040H1). ConpogodumensHas mepanust 8KAI04ANA OMENPA30
0,02 ¢ 2 paza cymku, aaronypunon 0,1 e 1 pas é cymku,
auukaosup 0,2 e no 2 mabaemku 2 paza 6 cymku, goauegyio
xucaomy 0,001 e 3 paza 6 cymku, ¢ obezborusarouieii 4easvro
mpamaoon 2 e BHymMpUMblUe4Ho 2 pasa 8 Cymiu.

Oduako ¢ yuemom go3pacma, msjicecmu COCMOSHU,
npaKkmu4ecKu OmMcymcmaus npomugoonyxone8020 Omeema,
KAUHUYeCKU HeOAa2onpUsmHo20 meverus 3a001e8aHuUs, NPO-
2peccuu onyxoau ¢ NopajiceHuem MaeKux mkateil, 1e60i mMo-
JOYHOIL Jcene3sl, 1e80l KAOUUYbL C NPOPACMAHUEM 8 1e8YH0
A0NAMKY, N€601l NAe4edoi KOCMU, HaAUYUs NAA3MOUUMOMbL
2pyOuUHbL, 1e60Il KAHULbL C KOMApPeccuell naeue6oeo cnieme-
HUs nayueHmie Oblia HA3HA4eHa 2-5 AUHUS MEPanUU C 8KAI0-
yenuem dapamymymaba DaraVRD (dapamymymab, senanu-
domud, dexcamemasoH, bopme3omuo).

C 01.03.2023 no 15.03.2023, 3amem c 21.03.2023
no 06.04.2023 6viau nposedenst 2 kypca no cxeme DaraVRD.
C yuemom OaHHbIX UMMYHOXUMUHECKO20 AHAAU3A U OMCYM -
CMGUS 3HAYUMO20 OMBema no IKCMpameoyAIapHOU NAA3MO-
yumome Ha 2-io aunuro mepanuu no cxeme DaraVRD 6vina
oghopmaena meaemeOUUUHCKAsE KOHCYAbMAayus ¢ gedepans-
HbIM UeHMPOM 6 yeasx onpedeneHus: danvHellulell MaKmuKu
6edenus nayuenmiu. Ha momenm eocnumanusayuu 601bHoI
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Puc. 1. [lozumponno-amuccuonnas momoepaghus, coemeweHHas ¢ KomnvtomepHoi momozpagueti (om 14.01.2023)
Fig. 1. Positron emission tomography combined with computed tomography (14.01.2023)

Puc. 2. Buewnuii 6uo naazmoyumomst (11.04.2023)
Fig. 2. Appearance of plasmacytoma (11.04.2023)

0414 8bIN0AHEHUs 3-20 Kypca Xumuomepanuu no cxeme Dara-
VRD (11.04.2023) naazmoyumoma yeeau4unace 6 pamepe
DpAcnpocmpanHeruem Ha 1eayio PYKY U 1e8YH0 MOAOUHYI0 Jce-
Ae3y, passumuem omexKa u 0ePaHu4eHuemM NnoOBUNCHOCMU
Ae6oil pyku (puc. 2).

Teaemeduyunckoe 3axarouenue HUHU demckoii onkono-
euu, eemamonoeuu u mparcnaanmonoeuu um. P.M. Topbaue-
6oil (om 14.04.2023): ¢ yuemom 6o3pacma, xapakmepa me-
YyeHus 3a0604e6aHUs NAYUEHMKe NOKA3aHO NpogedeHue
KOMOUHUPOBAHHOU MApeemHOl U UUMOCMAmu4ecKoli mepa-
nuu. Beudy omcymcemeus Heghponamuu 803mMoxicHo dobase-
Hue naamunocodepxcauiux npenapamos (DaraVRD-PACE,
DaraKRD-PACE). Ilpu naauvuu omeema u yay4uleHuu co-
CMOAHUS RAYUCHMKU NOBMOPHO PACCMOMPEns 60NPOC 0 NPO-
6e0eHuU yHegoll mepanuu Ha 00Aacmb NAA3MOUUMOMbL 6 Ye-
51X KOHcoaudayuu s¢pgexma.

C 18.04.2023 nayuenmice 66110 HA3HAYEHO NeHeHUe NO
cxeme DaraVRD-PACE. Ilpodoaxcas mepanuto no cxeme
DaraVRD 6 couemanuu ¢ PACE (Oapamymymab, bopme3omuo,
JNeHaNuooMud, dexkcamemason, YUCHAAMUH, Yukaogocgamuo,
2MON03Ud), Mbl Y4UMbIEAAU PAZHOHANDABAEHHYIO OUHAMUKY
omeema: NOAOHCUMEAbHDLI Pe3YAbMam UMMYHOXUMUHECK020
uccaedoganus, cmabuavbHoe cOCMosHUe NAyUeHmKU, NoKa-
3amenu Kposu u OMCYmcmeue KAUHUHEeCK020 dghgexma
no naasmoyumome. Taxsce yuumovléanu nocieoHue peKomeH-
dayuu aumepamyput u gpedepanrvroeo yewmpa [7, 8]. Ha gho-
He npogooumoil mepanuu ObiAU OMMeYeHbl 3HAHUMeNbHOe
YMeHblUeHUe 8 00beMe ONYX0.1e68020 00PA308aHUS Ne60U KO-
YUYbL U CHUJICEHUE OmeKa Ae6oli KUCMU, 1e80U MOA0UHOL
Jceneswl (puc. 3).

Oonako nocne nexenust y 60AbHOU paA38UAUCH eOPUNbHAS
HelimponeHus, mpomooyumoneHus (cm. maoa. 1), 06ycmopouusis
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Puc. 3. Buewmnuii 6ud naazmoyumomoi (05.05.2023)
Fig. 3. Appearance of plasmacytoma (05.05.2023)

noauceemMeHmMapHas NHEGMOHUS CPeOHell cCmeneHu maicecmu
(Ovixamenvuas Hedocmamoyrnocms I cmenenu). Ilposodu-
A0Cb NeveHue: Mmeponenem 1 e gHympugenHo Kaneavho 3 pa-
3a 6 cymku, gopukonazon 200 me 2 paza é cymku, cyavga-
Memokcaszon + mpumemonpum 480 me 2 paza é cymku,
ayuxaosup 0,2 e no 2 mabaemku 2 paza 6 cymku, gpuaepa-
cmum 300 mre/xe 6HympueenHo Kaneavho ¢ 5 % pacmeopom
enKo3vl 250 ma, naasmagyszon 500 ma 6HympueeHHo Ka-
neavHo. Ha ghone newenus cocmosnue nayueHmku cmabu-
ausuposanoce. Ilo danneim KT opeanoe epyowoil kaemku
(om 03.05.2023) ommeuanacs ebipasceHHas NOAOHCUMENb-
Has OUHAMUKQ 8 8ude YMeHbUleHUs pA3MepP08 30H MAKO-
MKAHHOU NAOMHOCMU 8 KOCMAX U MACKUX MKAHAX HA (hoHe
MHOMCECMBEHHBIX PA3HOKAAUOEPHBIX O0CMEOAUMUHeCKUX
04ae08 ¢ HapyuleHuem KOpmuKaibHoll NAACMUHb.

Takum obpazom, 6 0aHHOM cayuae CMaHOapmHoe neveHue
1-i u 2-ii aunuil He 6bL10 3ghpekmusHbIM daxce npu 0obas-
AeHuu mapeemuoeo npenapama. Toavko nocie ucnonv3o8anus
KOMOUHAUUU Mapeemuoi U yumocmamu4eckoll mepanuu
¢ NAGMUHOCO0epICAWUMU NPenapamamiy N0 nPomoKony
DaraVRD-PACE nabarwdanrace bbicmpas noaodcumenvHas
JuHamuka 6 8ude 3HAUUMO20 YMEHbULEHUs pa3mepa NAa3mMo-
yumomsl, 601e60ii cCUHOPOM OblA KYNUPOBAH NOAHOCHBIO.
Ilnanupyemcs npodonsicenue areuenusi 00 NOAHOL cmabuau-
3ayUU COCMOSHUS U HOPMAAU3AUUU KAUHUKO-1a00pamMOPHbIX
danubix. Om aymonoeuyrnoii TICK 6oavras no-npexcremy
OMKAa3bl6AeMCsl.

[Ilayuenmka 6bira KoHcyrsmuposauna pykosooumenem
omoeaa paduayuonroii ouxonoeuu PKOI npogheccopom
D.D. Myghazanosvim. Ilpogedenue ayuegoii mepanuu Ha 00-
AACMb NAAZMOUUMOMbL 8 UeasX KoHcoaudayuu s¢gexma Obi-
10 HasHaveno Ha 20.07.2023 nocae ouenku dannvix [19T/KT
6 dunamuxe. OOHAKoO npu NOBMOPHOM OocMompe y O0AbHOU
Kaunuuecku u no pesyassmamam IIT/KT (om 06.07.2023)
OmMeueHa NoA0NCUMENbHASI OUHAMUKA CO 3HAYUMEAbHbIM CHU-
JHceHUeM aKmUeHOCMU (hHmopoe30KCcuntoKo3sl; 601€60il CUH-
Odpom omcymcmaeyem, nPpU3HAK08 KOMAPecCUuu CRUHHO20 MO3-
2a Hem, NO3IMOMY Ay4esas mepanusi He nokazaua. boavroii
DpeKoMeHd08aHo HabadeHUe U AedeHue y 2emMamonoed.

B eemamonoeuueckom omoenenuu nayuenmke 0bi1a npo-
donxcena xumuomepanusi no cxeme DaraVRD. Cocmosinue

bonbHOI cmabuabHoe, 1abopamopHvle 0aHHble 8 npedenax
HOPMAAbHBIX 3HAUEHUI].

06cyxpeHue

CranpmapTsl Teparmu pedpakTepHO/ peLIMBUPYIOIIEH
MM c 3kcTpaMenyJUIIpHbIM KOMIIOHEHTOM B HACTOSIILIEe
BpeMsI He pa3paboTtaHbl. Hamuume skcTpamenysuisipHO 1ia3-
MOLUTOMBI TIpy MM TpebyeT TiaTebHOro mnoadopa mpo-
THUBOOIIYXOJIeBOM Teparni. MHOIHe UCCIIeIOBATE N CUUTA-
10T PACE-pexxyMbl BapraHTaMU JICYEHUS 3TUX TTALIMEHTOB
[7, 8]. ITo manubM E.C. ®oKUHOI 1 COaBT., TIPU UCITOJIB30-
BaHMM TAKOM Tepaluu MmokKa3aresib O0lIei BbKUBAEMOCTU
coctaBui 82 %, HO ObLI KPAaTKOBPEMEHHBIM (2-JI€THSIsE 00-
1ast BbpKrBaeMocTb — 10 %) [7]. [1pu Haavuuuy sKcTpame-
IYJUISIPHBIX o4aroB mpu MM uHTeHCUbUKAIUS JISYSHUST
¢ IMPYMEHEHNEM PEXMMOB C BKIIIOUCHHEM IIaTHHOCOIEP-
xkamwmx npenaparoB (PACE) B kauecTBe bridge-Tepanuu
nepen ayronornuHoii TT'CK obecrieunBaeT BEICOKHE Oe3pe-
LIMIVMBHYIO BBKMBAEMOCTh M 6€30I1acHOCTS [8].

[IpuBeneHHbIN KIMHAYECKUN ClTydail IeMOHCTPUpPYET
arpeccuBHOe TedeHrue MM c pazBuTreM SKCTpaMeayJuIsip-
HOI1 TIa3MOLIMTOMBI OTPOMHOTO pa3mepa ¢ ObICTPOI Ipo-
rpeccreil OITyXO0JIM, BOBICUYCHUEM KOCTHBIX U MSITKOTKAH-
HBIX CTPYKTYp, 3HAYUTEJIbHBIM CHIDKCHHEM KadecTBa
JKM3HM MAIlMEHTKU 1 OTCYTCTBHUEM ITOJTHOTO OTBETa Ha Te-
parmio 1-i1, 2-i TUHWIA Kaxe Tpy 100aBAeHNU TAPreTHOTO
nperapata. MM MoXeT MpoTeKaTh C BhIpaXKeHHOI TeHOM-
HOI reTepOTreHHOCTHIO, KOTOPast UTPaeT BaXKHYIO POJIb B OH-
KOTeHe3e, IIPUBOAS K TCHHOMY AMCOaIaHCy W BCICACTBIE
3TOTO K HAPYIICHUIO PETYIISIINY KIIETOYHOTO IIMKJIA U JUd-
(hepeHIIPOBKYU KJIETOK, KOTJIa OITyXOJIb CTAHOBUTCS HaM-
bonee TpoardepaTUBHO aKTUBHOMW M MeHee 3aBUCUMOI
OT CTPOMAJIBHOTO MUKPOOKpPYKeHHsI. B maHHOM citydae
ObLIa BBISIBJICHA TPAHCIIOKAIIVS C BOBJICICHUEM JIOKYCa re-
Ha IGH/14q32, KoTOopas MoXeT 00HapyXMBaThCs 0oJice
yeM y 45—50 % GObHBIX, Yallle ¢ HeOIaronpPUSITHBIM Tede-
HreM MM [9]. Tonsko Teparmust 1o cxeme DaraVRD-PACE
B HallleM HaOJI0IeHUHN IT03BOJIWJIA MOJIYYUTh OBICTPHIN
1 3HAYMMBIH TTOJIOKUTEIIBHBIN 3(PDEKT 110 KITMHUIESCKOMY
TeueH110 MM ¢ TMraHTCKOI 3KcTpaMeay UISIpHOM 11a3Mo-
LIMTOMOI, Ta00OPaTOPHBIM M MHCTPYMEHTAIBHBIM ITOKAa3a-
TEJISIM, YITY9IIB COCTOSTHHE M KA9eCTBO SKM3HU MTAIlCHTKH.

3aknioueHue

JanbHeiiee nsyyenue MM, BapuaHTOB ee posiBIie-
HUI, XapaKTepa pe3UCTeHTHO-PEANBUAPYIOIIETO TCUSHUST
1 OTBETa Ha pa3IMIHbIC CXeMBI U JIMHUM TTOJITMXUMHUOTEPa-
MU, B TOM 9UCJIe ¢ KOMOMHAIIMEH TapreTHBIX IIPerapaToB
U IIUTOCTaTUIECKUX CPENCTB, IIO3BOJIUT JOIIOJTHUTH UMEIO-
IIyMecd 3HaHMS U MPeIIOKUTL Hanbosee adeKTuBHOE
IIPOTUBOOITYXOJICBOE JICUCHNE MAITMEHTOB 3TOM KaTeTOPHH
[2]. [TpeacTaBneHHbBIN KIMHUIECKUI clTy4aii ellie pa3 mojI-
TBEPXKAAET, YTO HATTMYME OBICTPOIIPOTPECCUPYIOIIEH I11a3-
MOULIMTOMBI ITpyu MM cBUIETENBCTBYET O HEOOXOAUMOCTU
paHHETO MepeKIoUueHNs Ha 2-10, 3-10 IMHUKM KOMOWHU-
POBaHHOI Tepaluu ¢ BKIIIOUCHUEM IIPEITapaToB ¢ 01010~
TUICCKUM MEXaHU3MOM JCCTBHSL.
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