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CUCTeMHbIX MacCToOLUMTO3

MacToumuTo3s — reteporeHHas rpynna 3abosieBaHunin, KOTOPble XapaKTepusyTcs
YypesmepHo nponngepaumen n HakonJeHNeM KJIOHabHbIX (HEOMMACTUYECKNX) TYYHbIX
KneTok (TK) B 0JHOM UM HECKOJIbKMX OpraHax’.

ONna macTounTo3a XapakKTepHbl pa3HOObpa3HbIe KINHNYECKNE MPOABIEHNSA U
BapnabenbHOCTb KIMHNYECKOro TevyeHns 3aboneBaHuna. Y 60/blLUMHCTBA NALMEHTOB
OTMEYaloTCHA KOXKHbIE 04arm MacTouMTO3a (KOXKHbIM MAacToOLMTO3), TakKXe MoryT 6bITb
rnopa>keHbl OAVNH NN HECKOJIbKO BHYTPEHHUX OPraHoB, BKOYasa KOCTHbIN MO3r, —
CUCTEMHbIN MacTounTos (CM)>%.
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CM — Ts>Kenoe peako anarHoctupyemoe 3abonesaHume. CornacHoO pacyeTHbIM OLLEHKAM,
3aboneBaemoctb CM cocTtaBnsieT 0,89 Ha 100 000 HaceneHuna (95% noBepuTeENbHbIN
nHTepsan (ON): 0,82-0,97)°. Y 6onbLUMHCTBA NaLMEHTOB HabnonaeTcs MHAONEHTHbIN CM,
Ha OO0 pacnpocTpaHeHHbIX popm CM npuxoanTtca Hebonbllasa YacTb CNyYaes.

Knaccudpukauma 3aboneBaHus

CornacHo kKnaccudumnkaumm BcemmpHom opraHusaymnm 3gpasooxpaHeHuns (BO3), BbiaenstoT
cnepytouime NoaTUMNbl MacTOLMTO3a B 3aBUCMMOCTU OT KJIMHUYECKON KapTUHbI*:
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KO>XHbIA MacCTOLMTO3!

L MaKynonanyne3Hb||7| (paHee — MMrMeHTHaAdA KpanleHmu,a);

* ANPPY3HbIN;
* KOXXHas MacToumTomMma.
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CucreMHbI® MactoumuTto3 (CM):

* NHOONEHTHbIN (BAnoTekywmn) (MCM);

Tnewowmnn (TCM);

CUCTEMHbIA MacTOLUMTO3 C aCCOUMNPOBAHHbIM remaTonornyeckum 3abonesaHnem
(CM-AT3);

e arpeccumBHbIn (ACM);

TYYHOKJIETOYHbIN Nnenkos (TKI).
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CapKoma TY4YHbIX KJ1€TOK.

MoaTunel CM-AT3, ACM n TKJ1 BbigensoT B OTAEJIbHYIO rpynny noa oowuM Ha3BaHMEeM
«pacnpocTpaHeHHbIX CUCTEMHbIX MacTouunTo3» (pCM). Kak npasunnio, y nayuneHToB

c pCM oxxupaeTcsa HebnaronpuaTHbIA NPOrHO3 TevyeHus 3aboneBaHna N HU3Kas
MPOAOSIKUTENBHOCTb XMU3HU MPU OTCYTCTBUM CBOEBPEMEHHO HavaTon Tepanumn’.

AunarHoctuka CM

Mpwn nogo3speHn Ha CM pekoMeHO0BaHO NpoBeAeHne TakKnxX guarHoCTUYeCcKmnx

MeponpuaTum, Kak>®’:
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(hbM3nKaNbHbIA OCMOTP (M3yYeHME COCTOSIHUS KOXXUW, YTOYHEHME Hann4ms npusHaka fapbe);
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obWnin (KNNHNYECKNI) aHaNN3 KPOBU C IeKounTapHoOn opMyon;
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6MOXMMUNYECKNI aHaNn3 C n3MepeHnemM 6a3asibHOro YpOBHS TPUMTa3bl B CbIBOPOTKE;
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MOJIEKYISAPHbIE NCCNea0BaHNSA O19 BbISIBJIEHMUA AN nckndeHna mytauum KIT D816V
B obpa3uyax nepugepnyeckon KpoBu UM KOCTHONO MO3ra;
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Mopdosiornyeckoe nccnegosaHne KM ons oiaBneHUs MHPUAbLTPATOB U Mmopdosiorun TK;
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WMMYHOIrMCTOXNMUNYECcKoe nccnenosaHue KM (akcnpeccmsa CD117, CD25 wn/vnn CD2)
ON4 BblgB/IeHUA HeorlacTudeckmx TK.

OnarHoCTuKa MacTouMTO3a perjaMeHTUpOBaHa KPUTEPUAMU, N3JTOXKEHHBIMUN
B Kilaccudpumkaymm BO3 2017 r. lmarHo3 noaTBep>XaaeTca NPy HaJIM4MM OOHOro
00/bLLIOro U OAHOro MaJsIoro WM Tpex MasabiX Kputepues':

e BONIbLION KPUTEPUN — MYJIbTUPOKANbHbIE MJIOTHbIE NHPUNLTPATbLI, COCTOALWMNE U3
TY4YHbIX KNeToK (KnacTtepbl = 15% TK), onpeaensembie npn MopgoI0rn4eckom
nccnenoBaHumM TpenaHobmonTaTa KOCTHOMO MO3ra v (Unun) gpyrux opraHos.

e Manble Kputepuu:

o B TpenaHobmnonTatax KM nnn gpyrmux opraHos obHapyxmeatoT > 25% TK,
pPacrnosIoXKeHHbIX B UH(pUNbTpaTe, UMeLWNX BepeTeHOBNOHYO (hopMy nan
aTUNWYHYI0O MOPGOJIOrUIO; UK B Ma3Kax, NoJly4eHHbIX U3 acnupaTta KM, 6onee
25% TK nmeroT Hespenyo nam atunmudHyo Mopgosioruio;

o BbiiB/ieHME aKTUBMPYOLWEN TOYeYHON MyTauum KogoHa 816 reHa c-KIT B
KneTkax KM, KpoBu nnm gpyrmnx opraHos;

o MacTtouunTbl KM, KpOBU WIn APYrux opraHos, MOMMMO HOPMaJibHbIX MapKepoB
TK, akcnpeccmpytoT CD25 vyacTo B coveTaHum ¢ CD2;

o KoOHUeHTpauusa TpUnTasbl B CbIBOPOTKE KPOBU MOCTOAHHO rnpesbiwaeT 20 Hr/Mn
(3@ uckNYeHmneM ciayyaeB MacToUNTO3a, aCCOLUNPOBAHHOIO C KJIOHaJIbHbIM
3aboneBaHMeM APYrnX KNETOYHbIX FEMOMNO3ITUYECKMNX IMHUNA, MPU KOTOPbIX
AaHHbIN NapaMeTp He YYNTbIBAeTCA).

MNocne yctaHoBneHnsa amarHosa CM gnsa onpegeneHns nogtuna 3abonesaHnsa NCNOb3YOT
B- n C-npusHaku:
e B-npu3Hakm (oTHOCATCA K 4Yucny TK):

o > 30% TK B buontate KM 1 06wmnin ypoBeHb CbIBOPOTOYHOW TpunTasbl > 200
HI/MA;
o [pn3Hakn gucnnaasvu/mmnenonponmpepanmm co CTOPOHbLI POCTKOB, He



OTHOCALWMXCA K TK, HO HeJoCTaTo4YHble AN ANAarHOCTUPOBAHUS
ACCOLMNPOBAHHOI0 FreMaToIONM4eCKOro HoBOOOpa3oBaHUs, NP HOPMaslbHbIX
W Clerka U3MEeHEHHbIX FreMaToJIOrMYeCcKMX NnokasaTensx;

o ManbnupyeMas renaTtoMeranus, CrJjeHoMeranna navm numgangeHonaTms 6es
HapyLweHnsa pyHKLUN OPraHoB.

e C-npM3HaKM (OTHOCATCA K Nopa>keHuto opraHoB TK):

o LUuToneHun: abcontoTHoe 4ncnio Hentpodunos (AYH) < 1 x 10°/n, remoriobumH
< 10 r/an van TpomboumnTel < 100 X 10°/n;

o Manbnmnpyemas renaToMeraansa C HapyweHmnemM pyHKLUM nevyeHn, acLunTom
n/vinn NopTasibHON rMNepTeH3nen;

o [lopa)keHne cKeneTa: KpyrnHble 0OCTEe0IMTUYECKME O4arn, C MaToNorM4ecKMmMm
nepesoMaMmu nnm 6e3 Hux;

o ManbnupyemMas cnaeHoMmeranamsa ¢ runepcrnjieHn3Mom;

o Manbabcopbumsa c runoansbymmHeMmmen n noTepen Beca.
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Mpn Hann4num ToNbkKo B-npmnsHakos cTaBuTca gnarHo3s UCM (MeHee 2 npu3Hakos) uam TCM
(2 n bonee npusHaka).

Mpun Hanu4mm 1 n 6onee C-npmnsHakoB n MmeHee 20% TK B Ma3ke KM cTaBuTCA AMarHos3

ACM, ecnun xe ponsa TK B Ma3ke cocTaBnseT 6onee 20% TK, cTtaBuTca amarHos TKJTV2,

Jleuenne CM

B 3aBMCMMOCTM OT KJIMHNYECKOr0 BapuaHTa MacTouMTO3a y NaunmeHTa aJropuTMbl e4yeHuns
MOIryT BK/1lO4aTb B cebs cnepyrouwime KOMNOHEHTDI:
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HabnwgeHne;

Image
CUMMTOMaTU4ecKas Tepanus;

Image
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reMmo3aMecTuTeJIbHaa Tepanni;

Image

:

LUNTOCTAaTNYECKAA TeEpParun4,
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TPaHCJIaHTaUmnsa ansioreHHbIX reMorno3TUYeCKUX CTBONOBLIX KeToK (anno-TI CK).

Tak>xe npu Bbibope cxeMbl fle4eHUs HeoBX0ANMO YyHNTbIBATbh Hanu4me Taxenblx gopm CM
NAn pucka ux passuTtus. NMauneHTam BbICOKOro pucka ¢ UCM pekomeHpoBaH 6onee
TWaTeNIbHbI KOHTPOJIb CUMNTOMOB 3abosieBaHUA (Kaxkable 3-6 MecsiLeB), a B C/lyyae
Nnogo3peHns Ha NpPorpeccMpoBaHne peKoMeH40BaHO NpoBefeHVe NOBTOPHOroO
nccnepnosaHmsa KM n nabopaTopHbIX UCCeOBaHNN MOJIEKYNAPHBLIX MapKepoB,
accoUMMPOBaHHbIX C 3abonesaHnem™ .

Ba>KHO y4ecTb, BO3MOXXHO i1 npoBegeHne anno-TIFCK y KOHKpeTHOro nauneHTa. [laHHbIN
MeTo[ JleyeHnsa No3BosifeT YyBeM4YNTb 0OLLYIO BbIXXKMBAaeMOCTb U BbDKMBaeMOCTb be3
nporpeccnpoBaHns y 4acTu naymeHTos. NposegeHne anno-TICK yenecoobpasHo npu
Han4mm peunamnseupytoutero/pedpaktepHoro ACM, TKJ1, a Takxe B cnydae CM-Al3, korga
JfleyeHVe accouMmMpoBaHHOro remaTosiorn4yeckoro 3abonesaHus TpebyeT nposeneHUs
anno-TrcK'.
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PUCYHOK 1. ANropuTM fledeHms mactoumtosa™®*

NMpumMmeuaHue.

CM — cucteMHbIn MactounTos; TCM — tnerowmn CM; UICM — nHgoneHTHoln CM; ACM —
arpeccmBHbii CM; TKJ1 — Ty4HOKIeTO4YHbIN slenko3; A3 — accoummpoBaHHoOe
remaTtonorunyeckoe 3abonesaHne; UPH — nutepdpepoH; NXT — nonmxmmmoTepanus.
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