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®EJEPAJILHBIE KJIMHAYECKUE PEKOMEHJIALIMH

11O JUATHOCTHKE U JIEUEHHIO BOJIE3HH KACTJIEMAHA

Opza nuzayuu-pazpa fomuuxu:
DI'BY «DHKI] JIFOH ustenu Jamumpun Pozavesay MHH3JIPABA POCCHH
Hanuonansnoe obugecnmgo demerux zestamonozos, onkonozos POCCHH

Koanexmue asmopos:

Pyasungee Anexcandp I'puzopsesuy Hupexmop PILY « CHIC JITOH wvenu

JDmpus Pozavesan MIH3/PABA POCCHIH
npotheccop, axadeanix PAH
Jupekmop Huemunmyma zexramonozuu
HAMYHOAORIN U KACMOURDIX IHEXHONOZN
PIBY «OHKI JITOH uasen [lmpus
Pozavesar MUH3IIPABA POCCHH

npotheccop, O.ai.

Macuan Anexceii Anexcanopoeuy



OTBETCTBEHHbIY UCIIOJIHUTE/IU:

- MskoBa Harames BaneppeBHa — JOKTOp MEIUIIMHCKMX HAYK 3aBEIYIOLIUN OTACICHUEM

onkoremarojioruu, ®I'bY «®HKI AI'OU um. Imutpus Porauesay Munsznpasa Poccuu

-lllep6una Anna FOpbeBHA- JAOKTOp MEIUIIMHCKUX HayK, Mpodeccop, 3aBeAyIONUi OTAEIOM

ummyHosioruu ®I'bY «®HKI AI'OU um. Amutpus PoraueBa» Munsapasa Poccun

PELIEH3MPOBAHUE, OBCYXXJIEHUE COJEPXKAHUS PEKOMEHJALIUI ITPOXOJUJIO
HA CAMTE HOJTI'O, B XOJIE PABOUYMX BCTPEU TEMATOJIOT'OB, MMMYHOJIOI' OB,

I[MEANATPOB, HA COBEIHAHMAX, CbE3IAX

Bbosie3anb Kactiemana (BK) / Castleman disease

CHMHOHMMBbI:
AHruodosukynsipHas y3Ji0Bast runepiiasus, aHTUOQOJLTUKYJISIpHAs
JauMdouaHas rTunepIiasus
Kox MKB-10:
OnucaHue U XxapakTepucTHKa. He kioHanibHoe umdonposindepaTiBHOE 3a60/ieBaHME,
KOTOpOEe  MOXeT  MopaxaTb  OTJAeJbHble  JUMGOY3/Jbl WM  pacnoJaraTbcs

MYJIbTUEHTPHUYIHO.



IlaToreHes

BaxxHyto poJsib B pasBUTUM 00JIe3HH HUrpaeT UHTepJeWKUH 6, KOTOpPbIA B OINbITax
VHAYLHAPOBaJ y Mblllled pa3BUTHe JUMpaJeHoNaTUu 3Toro tumna. ¥ nanueHtos ¢ BUY-
nHeknuenr repnec-eupyc HHV-8 wuHayuupyeTr BHpPYCHbIM 6€JI0K, TOMOJIOTUYHBIN
VHTEpJIEMKUHY-6, KOTOpPbIM BOBJIEYEH B IaTOreHe3 - OH HHAYLHUPYET aHrMoreHes HU
reMoIo33 € NOC/JeAyHIIleMMH CUCTEMHBIMU NPOSABJIEHUAMU M NPUBOJUT K Pa3BUTHUIO
MyJIbTULeHTpUYHOH 6o0s1e3HM  Kactiiemana (MBK). Poar HHV-8 y Jwjed 6e3
MMMyHoJeduLUTa ocTaeTcd crnopHod. I[loBblilleHHass MNOPOAYKLWS UWHTepJelKUHa-6
NPUBOJUT U K JIETOYHOM apTepUalbHOM TMIlepTeH3UH, KOTOpas BCTpeyaeTcs y NaleHTOB

c BK.

AnuaemMuoJI0rusa

[lepBbll ciayyall 6bl1 onucaH beHmxamuHoMm Kactiemanom B 1954r - manueHT c
COJIMTAapHOW  MeJAMACTUHAaJIbHOM  rumepiiasuedl  JuM¢oys/soB €  perpeccuei
repMHUHaTUBHBIX LIEHTPOB, YTO XapaKTEPHO /15 JIOKaJIbHOM GOpPMBbI OK

[locnenyromue uccieJ0BaHUs BbISIBUJIU cay4yau C MyJIbTULLEHTPUYECKOHN
JauMdazieHoNaTUEN, COTPOBOXK/IAIOIEeNCs OOIMMU CUMIITOMAaMHU, 3aTeM NIpU 3ToU dpopme
(MBK) 6611 naentudunuporad HHV-8.

PacnipocTpaHéHHOCTH U HacCJIeJO0BaHUe.

1-9/1000 000. PacnpocTpaHeHHOCTb 3a60JieBaHHS HE YCTAHOBJIEHA; IPEAII0JI0XKUTETBHO,
oAuH 60osibHOU BcTpedaeTcsa HA 100 000 >xuTesnei. JlokanusoBaHHasi ¢opMa BCTpevyaeTcs
HauboJiee 4YacToO, B JIUTepaType CoAepKUTca onucaHue okosio 400 6osbHbIX. Tun
Hac/Je0BaHUSl He oOImpejesieH, yOeAUTeJbHbIX JAaHHbIX 3a HacJeJCTBEHHBIM XapaKTep

3a00JIeBaHUd HeT.



KnuHu4deckas Nnpe3eHTanusAa

.BK BcTpevaeTcsa B 10601 Bo3pacTHOU rpymnne, 70% 60JbHBIX MoJIOXe 35 JieT, CpeAHUH
Bo3pacT 40 JieT, 0JUHAKOBO YaCTO Y MY»K4YMH U KEHL[HH.

OcHoBHBIM mnposiBieHMeM BK saBasgerca runeprpodusa auMpaTUYeCKUX Y3J0B C
aHTUOQOJITUKYISAPHOU TIUMPOUIHOM TUNepIIa3uei.

Onucanel caenywuiye Tumbl bK:

'Ma/IMHOBO-BaCKYJIAPHBIA THN 60Jsie3HHM KacTieMaHa HavboJsiee 4acTo BCTpedyaeTcs y
MoJIOZAbIX JoAeld. Yamie Bcero mnopakarwTcs JUMpaTU4YeCKHe Y3Jibl CPefoCTEHUs, HO
BO3MOXXHO TaKXe NopakeHue neprudepudeckux JUMGOy3a0B U pa3IUYHbIX BHEY3JTOBbIX
30H. [lopakeHMe OOBIYHO COJIMTApDHOE M HE CONPOBOXJAETCH CHUCTEMHBIMU
NposABJeHUSAMUA. MoxeT codeTaTbCcsl C QOJIIMKYJASAPHBIMY, AE€HJPUTHBIMH, COCYAUCTO-
CTPOMaJIbHbBIMU HOBOOOPA30BaHUSIMU. JlokannzoBaHHas dopma npoTeKaeT
0ecCUMIITOMHO M BbIFABJSETCA NpPU CAy4alhHOM oOcCMOTpe. BOJIbHBIX MNepuojuyecKu
6ecnokoaT 60J1M B IPYyAHOM KJETKe UM B OpraHax OpIOIIHOM MOJIOCTU. B KIMHHUYecKoOU
KapTHUHE 4acTo MPeBAJUPYIOT HecnieupriecKre NPU3HAKU 60J1€3HU: aCTeHHUS], CHUXKEHUE
Macchbl Beca TeJsla, YMEPEHHO BblIpaXKeHHasl JIMXopajka. MoryT 3aMeTHO yBeJIMYMBaTbCS
nepudepuyeckre JUMPOY3Jibl (lweiHble, MOJMbIlIeYHble, MaXOBble W JApyrue),
6e3060Jie3HeHHbIE, IJIOTHbIE, MaJIONO/IBUXKHBIE, C HEU3MEHEHHOU KOXKeH.
II/1a3MOK/IeTOYHBIN (JIOKa/JIM30BaHHbIN) BapuaHT 60s1e3HU KacT/iemaHa BcTpeudaeTcs
B pa3/IMYHbIX BO3paCTHbIX rpynnax. Haubosiee 4yacto oH mnposiBasieTci B ¢opme
abgoMUHaNIbHOW JiUMdaJieHONaTUU C TOpaXeHWeM OJJHOTO WJM TpyNIbl Y3J0B.
MepuacTuHa/ibHasA WM nepudepryeckas JuMPaJieHonaTrs BCTpeyaeTcsl HAMHOTO pexe,
4yeM IpPU COCYAUCTOM TMaJIMHOBOM THIIE, HO 4Yalle MYJbTULEHTPUYECKOe MopaxKeHUue. Y
OOJIBHBIX OOBIYHO OTMEYAlTCS CUCTEMHbIE NpPOSABJIEHHS B BHJE MOJUHEWPONATHUH,

OopraHoMerajyinv, SHAOKPHUHOIIATHH, MOHOKJIOHAJIbHOM raMmaliaTHH, U3MeHeHUHN Ha KOoXKe



(cunapom POEMS) u u3MeHeHMs J1abOpaTOPHBIX IOKa3aTeJsied: aHeMHsl, MOBbILIEHHUE
YPOBHS THOJIMKJIOHAJIbHOTO rJ00y/arHA, yBenndyeHrne COJ U Bo3pacTaHHWe KOJMUYECTBA
IJIa3MOLIMTOB B KOCTHOM MO3re.

HHV-8-accouuupoBaHHbId MyJabTULeHTpUYeckud Tun BK BcTpewaerca y BUY-
NO3UTUBHBIX U UMMYHOKOMIIPOMETUPOBAHHbIX NallMEHTOB U UMeeT MOBBbILIEHHBIH PUCK
TpaHcopmanuu B HHV-8-no3uTuBHYy0 niaa3mabaacTHy JUMGOMY U BO3HUKHOBEHMUS
capkoMbl Kanomu.

MysabTHLIEeHTpHUYecKast opma u 6e3 HHV-8 B oT/iMuMe OT J10Ka/IM30BaHHOM MPOTEKAET C
boJsiee ApKOW KJIMHUYECKOW KapTUHOU. [lepudepurueckas numMmbazeHonaTus HabIOAaeTCAa
6osiee yeM B 81% 6osibHBIX ¢ BK, renaToMeranus u cijieHoMeraausi BCTpevyarTcs 6oJiee
yeM B 70%.

B kpoBM oTMeudaeTcsa rumnepramMMmarsio0yJiMHeMHs, TUNOAJbOYMUHEMUS], aHEMUS
(reMosiMTHYecKas), NaHLIUTONEHHUS.

MynpTHUneHTpUYecKud TUN BK M niasmMak/eTOYHBIA MOTYT TOXe€ acCOLMHUPOBATBCH C
POEMS cuHZpOMOM U cO BpeMeHeM TPaHCHOPMHUPOBATHCS B TUMPOMY

OCHOBHOU CHMIITOM — 3HauUTeJIbHOE yBeJu4YeHUe JUMPoy3yoB. [louTn Bcerga emy
CONYTCTBYIOT BbIpaKeHHble B-cuMnTOMBI, (JIMXOpajKa, HOYHble MOThbl U MOTeps Beca).
[TouTH Bce 60JIbHBIE XaIYIOTCS Ha BbIpaXKeHHOE HeJOMOTaHUe U 0011y10 cabocTh. Beerga
oOHapy:KMBaeTCl MaCCUBHas CIJleHOMerajus. B OoOJIbLIMHCTBe CJy4YaeB TaKXKe
o6HapyxuBawTcs renatomeranus (70%), pecnupaTopHble cUMITOMbI (65%) U OTEKH C
runoanbbymuHeMuen (55%). JIumdpoyaibl, KOTOpble ObIBAIOT JIFOOOU KOHCUCTEHLIUU — OT
O4YeHb MATKOU (Kak Mpu TybGepKyJie3e) N0 KaMEHHOW TBEPJAOCTH (Kak npu auMpome) —
MOTYT BO3BpalllaThCsl B HOPMaJIbHOE COCTOSIHUE 6e3 KaKoro-1M0o0 JieueHHs U CO BpeMeHeM
YBEJIUYMBATHCSA BHOBb. TSXKECTb CUMITOMATUKH ObIBaeT Pa3HOW M MOXKET MEHSTbCA CO
BpeMeHeM. Y HEKOTOpPbIX OOJIbHBIX OBbIBAOT «3NMU30Jbl» Oosie3HU KacTtyieMaHa

AJJIUTEJIbHOCTbIO OT HECKOJIbKHX ,ELHeﬁ A0 1—2 He/eJlb. B MPOMEXYTKAX MeXAy 3TUMHU



3MU30/aMH, B TeYeHHE HECKOJIbKUX HeJleslb U JaXke MecsdleB, OOJbIINHCTBO NallMeHTOB
YyBCTBYeT Cebsi OTHOCHUTEJIbHO Hema0xXo. OJHAaKo y OGOJIbIIMHCTBA MALMEHTOB, HE MO-
Jlydarouiyx jieueHue no nosoay MBK, yacToTa 060cTpeHU YBEJTUUUBAETCS CO BpEMEHEM.
JlnarHocTHKa
B pguarHoctuyeckoM Impolecce OCHOBHAas poOJb OTBOAUTCA TUCTOJIOTUYECKOMY
YCCJIe[JOBAaHUIO JUMPaTUIECKOTO y3J1a, TKaHb KOTOPOro noJiBepraeTcs
VMMYHOTUCTOXUMUYECKOMY  aHa/u3y. /JIMarHOCTUYECKUM  KpUTEpUeM  SABJISAETCHA
aHrMoQOJINKYJIsIpHasA JUMQOUAHAA TUNepriasus. Y HEKOTOPbIX OOJIbHbIX BbIABJSIOT
auMomy. BeiensiioT 3 pa3/iMuHbIX TUCTOJIOTMYecKuX Thna bK:

- THAJIMHOBO-BAaCKYJIAPHBIN

- IJIa3MaKJIETOYHBIU

- 1m1a3MabJsacTHbIM ( Kak npaBuiio B koHTekcTe HHV-8 MBK)

JleyeHue U IPOTHO3

[Ipu sokanuzoBaHHOU ¢popme BK mokasaHo xupyprudyeckoe yjaajaeHue JUMPpaTHIECKOTO
y3J1a € OOCAeAyHUMM  TUCTOMOPQPOJIOTMYECKUM U HMMMYHOTHMCTOJIOTUYECKUM
yccaeloBaHUEM.

[Ipy Ha/IMYMU eIUHUYHbBIX 30H MOpPAXKEHHUS] MOXET MPUMEHSThCs JiydyeBas Tepanus (20-
30I'p).

MBK kak mnpaBusio, TpebyeT Tepanuu CTepOUAAMHU U/WJIM XUMHUOINpernapaTaMu:
nukaodochamu, TOKCOPYOUIIMH, BAHKPUCTUH M /WU PUTYKCUMaboM B pexkumax CHOP,
R-CHOP

B mocsegHue rojpl aJbTEPHATUBHBIM METOZOM JiedeHUs 6GoJibHbIX ¢ BK sBisetcs

Ha3Ha4YeHHe I/IHTep(bep0Ha - aJIbCl)a B KOM6I/IHaLU/II/I C BUHOJIACTUHOM HJIM 2Ke 9TOMO3H/0M;



MMEKTCAd TaK e COO0OIeHUs 00 yCHellHOM NPUMEHEHUHW MOHOKJIOHAJbHBIX aHTHUTeJ
NPOTHUB peLenTopa UHTepJieHKUHa - 6 (Touusaulymab). B seyebHble mporpaMmbl NpU
BUY-nHuLHpoBaHNU 00513aTe/IbHO BXOJUT aHTUPETPOBUPYCHAsA Tepanus.

HHV-8 MBK uMeeT nJjioxoi mporuos, BBDKMBAEMOCTb COCTABJISIET HECKOJILKO MeCsILEB. Y

BCeX NMalMEHTOB eCTh BEPOSITHOCTh TpaHCcPopMaLuy npouecca B TUMPOMYy.



