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CUCTeMHbIM MacToUuUTO3

MacTouuTo3s — retTeporeHHas rpynna 3aboneBaHnin, KOTOPbIE XapaKTeEPU3yTCs
YypesmepHol nposgepaLmen n HakonJIeHNeM KJIOHaIbHbIX (HEOMMACTUYECKNX) TYYHbIX
KJ1eToK (TK) B O4HOM WM HECKONLKUX OopraHax’.

Ona macTounTo3a XapakKTepPHbl pa3HOObpa3Hble KINHNYECKNE MPOABEHUSA U
BapnabenbHOCTb KIMHNYECKOro TevyeHns 3aboneBaHunsa. Y 60blLIMHCTBA NaLMEHTOB
OTMEYaloTCA KOXKHbIE 04arm MacTouMTO3a (KOXKHbIM MacToOLMTO3), TakKXe MoryT 6bITb
rnopa>keHbl 0 ANH NN HECKOJIbKO BHYTPEHHUX OPraHOB, BK/OYaA KOCTHbIA MO3I, —
CUCTEMHbIN MacTounTos (CM)>.
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CM — TsKenoe peKko aAnarHoctupyemoe 3abonesaHue. CornacHo pacyeTHbIM OLLEHKaM,
3abonesaemocTb CM cocTtasnseT 0,89 Ha 100 000 HaceneHus (95% poBepuTeNbHbIN
nHTepsan (AN): 0,82-0,97)%. Y 6onbIMHCTBA NaLMEHTOB HabMOAaEeTCA UHAONEHTHbIN CM,
Ha OO0 pacnpocTpaHeHHbIXx popm CM npuxoamnTtca Hebonbllas YacTb CAyYaes.

Knaccudgukauusa saboneBaHus

CornacHo knaccungpumnkaumm BceMmpHom opraHmsaunm sgpasooxpaHeHus (BO3), soigensatoT
cnepytolime nNoaTUMNbLl MacTOLMTO3a B 3aBUCMMOCTU OT KJIMHUYECKON KapTUHbI*:
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KO>XHbIW MacToOUMUTO3:
e MaKyJionanynesHblin (paHee — NMrMeHTHasa KpanuBHULUA);

e NN dy3HbIN;
* KOXKHasg MacToumToMa.

Image
CucreMHbin mactouuTos (CM):
* NHOONEHTHbIN (BAnoTekywmmn) (MCM);

e Tnewowmn (TCM);
* CUCTEMHbIN MacTOLMTO3 C aCCOLMMPOBAHHbLIM reMaTos1I0rM4eckmmM 3abonesaHnem
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(CM-AT3);
e arpeccuBHbIn (ACM);
* TYYHOKJIETOYHbIN Nenkos (TKIJ).
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CapKoMa TY4YHbIX KJIeTOK.

MoaTunel CM-AT3, ACM n TKJ1 BbiAensioT B OTAEJIbHYIO Frpynny nog oowuM Ha3sBaHMeM
«pacnpocTpaHeHHbIU CUCTEMHbIX MacTouuTo3» (PCM). Kak npasuio, y nauneHToB

c pCM oxupaeTtcsa HebnaronpusaTHLINM NMPOrHO3 TevyeHnsa 3abonesaHnsa N HU3Kas
MNPOAOSIKUTENBHOCTb XU3HU MPU OTCYTCTBUM CBOEBPEMEHHO HaYyaTon Tepanumn’.

IOuarHoctuka CM

I'Ip|/| nogo3peHnn Ha CM peEKOMEHOOBaAHO NMpoBegeHMe Taknx anNarHOCTNYECKnNX

MeponpuaTuin, Kak”*’:
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pur3MKanbHbLIN OCMOTP (M3yYEeHMEe COCTOAHUA KOXUN, YTOYHEHME Hannyna npusHaka Japbe);
Image

obWnn (KNNHNYECKNI) aHaNN3 KPOBU C IeKounTapHoON dopMyon;
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BrnoxmmMmyeckmnin aHanmns c usmepeHmem 6asasnbHOro ypoBHsS TpUMTa3bl B CbIBOPOTKE;
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MOJIEKYIApHbIE NCCNeNO0BaHNSA AN BbIIBJIEHUS NN UCKtoYeHns myTaumm KIT D816V
B obpa3uax nepndepmnyeckomn Kposm UM KOCTHONO MO3ra;
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Mopdonorndyeckoe nccnegosaHne KM onsa oigBneHUs MHPUAbLTPATOB U Mmopdosiorun TK;
Image

MMMYHOIrMcToxmmmyeckoe nccnegosaHne KM (akcnpeccmsa CD117, CD25 w/vnmn CD2)

ON4 BblsiBIeHUA HeonsacTudeckmx TK.

OnarHoCcTuka MacToUUTO3a periaMmeHTUpoBaHa KpUTeEpUAMU, N310XKEHHbIMU
B KNnaccudpukauum BO3 2017 r. AnarHo3 noaTBep>XpaeTcs npym HaJiuiMm oaoHoOro
60NbLIOro U 04HOro Manoro UM Tpex MasbiX KpuTepues':

e BoNbLION KpUTEPUN — MYJIbTURPOKaNbHbIE MJIOTHbIE NHPUNLTPAThI, COCTOAWMNE U3
TY4YHbIX KNeToK (knacTtepbl = 15% TK), onpenensemblie npy MOp¢OI0rn4eckom
nccnepnoBaHnm TpenaHobuonTaTa KOCTHOMO MO3ra U (Mnn) oPYrmnx OpraHos.

* Manbie KputTepuum:



o B TpenaHobmnonTatax KM nnn apyrmux opraHos obHapyxmnsatoT > 25% TK,
pPacrnosIoXKeHHbIX B UH(pUNbTpaTe, UMeLWNX BepeTeHOBNOHYIO (hopMy nan
aTUMNYHYI0O MOPOJIOrMIO; UM B Ma3Kax, NoJly4eHHbIX U3 acnnpaTta KM, 6onee
25% TK nmeroT He3penyto nam aTunnudHyo Mmopdgonoruo;

o BbisiB/ieHME aKTUBMpPYOLWEN TOYeYHON MyTauum KogoHa 816 reHa c-KIT B
KneTkax KM, KpoBu nnm gpyrmx opraHos;

o MactouuTbl KM, KpoBW Uan ApYyrmux opraHos, MOMMMO HOPMaJibHbIX MapKepoB
TK, akcnpeccupytoT CD25 vyacTo B coveTaHum ¢ CD2;

o KoHUEeHTpaumns TpunTasbl B CbIBOPOTKE KPOBU NOCTOAHHO npeBbiwaeT 20 Hr/Mn
(3@ UckNYeHneM cayyaeB MacToUNTO3a, aCCOLUNPOBAHHOIO C KJIOHaJIbHbIM
3aboneBaHneM Opyrnx KAeTo4YHbIX reMono3TUYEeCKNX NNHUIA, NMPU KOTOPbIX
AAHHbIN NapaMeTp He YYNTbIBAeTCSA).

MNocne ycTtaHoBneHusa amnarHosa CM gna onpegeneHns nogtuna 3abonesaHnsa NCNob3yoT
B- n C-npusHaku:

e B-npu3Hakm (oTHOCATCA K 4Yucny TK):

o > 30% TK B 6buonTate KM 1 06wmnm ypoBeHb CbIBOPOTOYHOM TpmnTasbl > 200
HIr/Mn;

o Mpn3Hakn gucnnasmu/munenonponumpepanmm co CTOPOHbI POCTKOB, HE
oTHocAWwmMxcsa K TK, HO HeJOCTaTOYHbIe AN ANAarHOCTUPOBAHUS
aCCOLMMPOBAHHOI0O reMaTo/IorM4eckoro HoBoobpa3soBaHMsA, MPU HOPMaJibHbIX
NN C/ierka N3MeHeHHbIX FeMaTOoJIOrMYEeCKMX NMoKasaTensx;

o Manbnupyemas renaToMeranans, CrnsieHoMeranna nanm nnmganeHonaTmna 6es
HapyLweHna QYHKLUN OpPraHoB.

e C-npM3HaAKM (OTHOCATCA K Nopa>keHuto opraHoB TK):

o UnToneHun: abcontoTHoe 4ucno Hentpopunos (A4YH) < 1 x 10°/n, remornobuH
< 10 r/gn vam TpombounThl < 100 X 10°/n;

o Manbnmpyemas renaToMeraansa C HapyweHmnemM pyHKLMM nevyeHn, acunTom
n/vinn NopTasibHON rMNepTeH3nen;

o [Mopa)keHune ckeseTa: KpyrnHble OCTEOJIMTUYECKME 0Yaru, C MaTosIOrM4eckumm
nepesoMamu nnm 6e3 Hux;

o Manbnnpyemas cnseHoMeraans C rmnepcnjieHn3mMom;

o Manbabcopbuns c runoanbbymMmmHemMmnen n notTepen Beca.
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Mpn Hann4Ynum ToNbkKo B-npunsHakoB cTaBuTca gnarHo3s UCM (MeHee 2 npu3Hakos) unm TCM
(2 n bonee npusHaka).

Mpwu Hann4um 1 n 6onee C-npmnsHakoB N meHee 20% TK B Ma3ke KM cTaBuUTCHA AMarHo3
ACM, ecnun xe ponsa TK B Ma3ke cocTaBnseT 6onee 20% TK, cTtaBuTca amarHos TKJTV2,

Jleuenne CM

B 3aBNCMMOCTUN OT KNIMHNYECKOro BapuaHTa MacToLMUTO3a Yy NaumeHTa aJropuTMbl n1eyeHus
MOIryT BKJ/1lO4aTb B cebs cnepywvowme KOMNOHEHTDI:

Image



HabnoaeHue;

Image

cuMnToMaTu4yeckas Tepanus;

Image

remo3amMecTuTesibHasa Tepanus;

Image

uuTOoCTaTMYeCKasa Tepanuns;

Image

TPaHCMaHTaunsa ansoreHHbIX FreMono3TUYECKNX CTBOJIOBLIX KJ1eToK (anno-TI CK).
Tak>xe npu Bbibope cxeMbl NeveHnss HeobxoANMMO y4YnTbIBaTb Haanyme Taxenbix gopm CM
NN pUckKa nx passuTtus. NayneHTam BbICOKOro pucka ¢ MCM pekomeHaoBaH 6onee
TLWATeNbHbIN KOHTPOJIb CUMNTOMOB 3aboneBaHuns (Kaxkable 3-6 MecsLeB), a B Clyyae
noAo3peHns Ha NporpeccMpoBaHne pekoMeH40BaHO NpoBeaeHne NOBTOPHOIroO

nccnenoBaHms KM n nabopaTopHbIX UCCeA0BaHUN MOSIEKYIAPHbLIX MAapKepoB,
accoLMMPOBaHHbIX C 3abonesaHnem™®.

Ba>KHO y4ecTb, BO3MOXXHO /in npoBeaeHmne anno-TIrCK y KOHKpeTHOro naymeHTa. aHHbIN
MeTo[ Sie4eHMs NO3BOSET YBE/INYNTb 0OLLYIO0 BBKMBAEMOCTb U BbXXMBAaeMoCTb 6e3
MporpeccnpoBaHns y 4acTu naymeHToB. MNposenerHmne anno-TICK yenecoobpasHo npu
Han4um peungmneupytowero/pedpaktepHoro ACM, TKJ1, a Takxe B ciiydyae CM-Al 3, korga
Jle4yeHmne accoummpoBaHHOro remaTtonorm4yeckoro 3abonesaHns TpebyeTt nposeneHns
anno-TrCK'.
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PucyHoK 1. Anroputm nedeHuns mactoumtosa™ >
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CM — cucteMHbIn mactounTtos; TCM — theowunm CM; ICM — nugoneHTHoln CM; ACM —
arpeccmHbii CM; TKJ1 — Ty4YHOKNIEeTOYHbIN flenko3; A3 — accoummpoBaHHoOe
rematosnornyeckoe 3abonesaHne; UPH — nHtepdpepoH; MXT — nonmxmmmoTepanus.
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