OI'BOY BO «Cankr-lleTepOyprckuii rocy1apCTBEHHBIM YHUBEPCUTET
Hanpasnenne «Meaununa»

Kadenpa daxynprerckoit Tepanuu

Jonyckaercs K 3amumure
3aBenyromui kapeapou
o.M.H., npod., [uwxun A.H.
« » 201__e.

BBIITYCKHASA KBAIIMOUKAIIMOHHASA PABOTA
Ha TEMY:
MACTOLIMTO3 V JETEN U B3POCJIbIX.
PE3YJIbTATBHI AHAJIM3A
POCCHUIMCKOWM I'PVIIIIBI TALIMEHTOB

BrinmonHuiia cryaeHTka
605 rpymrb

Cxoprokona K. A.

HayuHsblii pykoBOAUTEB:

K.M.H., 1ol. Kyan6aoa T. T'.

Cankrt-IletepOypr
2017



CnuUCcoK cokpalleHni

ACK — anerwicanunuioBast KUCIOTa
I'KC — ratokoKopTHUKOCTEPOU/IbI

KKT — xkeny104HO-KUILIEYHBIM TPAKT
NI'X — IMMYHOTUCTOXUMHS

NJT — unTepneiikun

UII — nctuaHAs NOIUIIUTEMUS

N®DH-oa — uaTepdepon annda

KM — xocTHBIN MO3T

JIT - nedikoTpUEHBI

M/IC — MuenoucniaacTH4ecKuii CHHIPOM
ME — MexayHapOaHbIE €UHULIBI

HC — nepBHas cucrema

OMUJI — oCTpbIil MUETTOUTHBIN JEHKO3
OCT — ocreocuuHTUTpadUs

OCM - onkocratua-M

IIT" D2 - npocrarnanaua Do

[IK — nurMeHTHast KpanuBHULIA

[IM® — nepBuvHBIH MUET0hUOPO3

P®II — pagnodapmarieBTHIecKuii Ipenapar
POC — perukyno-3HnoTennanbHas cuctema
CM — cucTeMHbIN MacTOLIMTO3

COD — ckopocTh OCenaHns SPUTPOLIUTOB

TK — TyuHbI€ KIIETKH
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T-OJIJI — T-kneTo4HbIi OCTpHIi TUMQOOIACTHBIHN JEHKO3
@AT - dakrop akTHBaIMU TPOMOOLIUTOB

@®HO — dakrop HEKPO3a OMYXOJIH

OPOD - hakTop pocra hpudbpooOIACTOB

®POC - (hakTop pocra FHIOTEIUS COCYIOB

XK — xo5mog0Bast KpaniuBHULA

XJIJI — xpoHndeckuit TuMQOMTapHBINA JeHKO3

XMJT — XpOHMYECKUI MUEIONUTHBIH JIEUKO3

XMMUJI — XpOHMYECKUI MUETIOMOHOLIUTAPHBIN JIEMKO3
XHJI — xpoHnueckuil HEUTPODUIBbHBIHN JIEHKO3

XT — xumuorepanus

XOJI-BIY — xpoHndeckuii 203WHO(DUITBHBIN JIEHKO03 0€3 JOTIOTHUTETIHFHOTO YTOUHECHHSI
[MHC — uenTpasibHas HEpBHAs CUCTEMA

IIOI'-1,2 — nukimookcureHassl 1 u 2

OT — scceHmumanbHass TPOMOOITUTEMUS

5-HIAA — 5-hydroxyindoleacetic acid

ASM - aggressive systemic mastocytosis

ASM-t - aggressive systemic mastocytosis in transformation
CM - cutaneous mastocytosis

FLT3 - FMS-like tyrosine kinase-3

GIST — gastrointestinal stromal tumor

Hb — remoro6un

HVA — homovanillic acid

IgE — immunoglobulin E

IL — interleukin
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ISM - indolent systemic mastocytosis

MCL - mast cell leukemia

MCS - mast cell sarcoma

MPCM - maculopapular cutaneous mastocytosis

MPR — multi-planar reconstruction

NGF — nerve growth factor

PDGFRA - platelet-derived growth factor receptor alpha
RANKL - receptor activator of nuclear factor kappa-B ligand
SIS — skin immune system

SM — systemic mastocytosis

SM-AHNMD - SM with an associated clonal hematologic non-mast cell lineage disease
SM-AML - SM-acute myeloid leukemia

SM-CEL - SM-chronic eosinophilic leukemia
SM-CMML - SM-chronic myelomonocytic leukemia
SM-MDS - SM-myelodysplastic syndrome

SM-MM - SM-multiple myeloma

SM-MPN - SM-myeloproliferative neoplasm

SM-NHL - SM-non-Hodgkin lymphoma

SSM - smoldering systemic mastocytosis

TGF-pB — transforming growth factor beta

UP — urticaria pigmentosa

VEGFR2 — vascular endothelial growth factor receptor 2
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BeeneHue

Mactouuro3 —  TreTeporeHHas Trpynmna  peakux  3a0oJieBaHUM
MUENONPONIU(PEPaTUBHON MPUPOIBL, MPU KOTOPOM MPOUCXOAUT H30OBITOUHOE
HakoIwieHue u npoiudepanus Tyunbix kiaeTok (TK) B TkaHsx u opranax [13,
22]. Ha naHHBIE MOMEHT O3THOJIOTHS W TATOI€HE3 J0 KOHIlA HE HW3yUYCHBI.
Cuuraercs, 4YTO y JAeTed MacTOLMTO3 — 3TO BPEMEHHOE HPOsBICHUE
TUIEPPEaKTUBHOCTA TYYHBIX KIJETOK, JAEOIOTHpYIOIee B paHHEM BO3pacTe,
OpOTEKaloIiee B BHUAEC KOXHBIX (OPM U CIOHTAHHO pErpeccupylomiee Mnpu
JIOCTHKEHUU peOeHKOM mNyOepTaTHOro Bo3pacTta. MacTouMTo3 y B3pOCIBIX —
KJIOHAJIbHOE 3a00JieBaHME OMYXOJIEBOM NPHUPOJBI, HO, Kak NPaBWiIO, CO

CTaOMIbHBIM MHOTOJIETHUM TeueHuem [10, 11, 38].

JIns  AMarHOCTUKK MAacTOIMTO3a pa3paboTaHbl YETKUE KPUTEPHH,
OCHOBaHHBbIE MPEUMYIIECTBEHHO Ha JIAaHHBIX  KJIMHUYECKOW  KapTHUHBI
3a0oneBaHusi (Il KOXHBIX (GopM y JeTeil) W  THUCTOJIOTHYECKOM,
UMMYHOTUCTOXUMHUYECKOM, MOJIEKYJISIPHO-TEHETHUYECKOM HCCIIEIOBaHUAX (115
CHCTEMHBIX (hOPM MaCTOIMTO3a, BBIABISIEMBIX y B3pocibix) [51]. Hecmotpst Ha
UMEIOIINECS KOHKPETHbIE KPUTEPUM U  PEKOMEHJALUH, JIHArHOCTHUKA
MacrtouuTo3a B Poccum compsbkeHa € ONpeaeieHHbIMH TpyaHocTsMH. Kak
IPaBUII0, OOJIBITMHCTBO OONBHBIX JUTUTEIBLHOE BPpEMs OOCICAYIOTCS U MOJTYyYaroT
TEpanuio0 MO TOBOJY JPYrux 3a0ojieBaHHi. DTO CBSI3aHO C OTCYTCTBHUEM
MacIITaOHBIX POCCUMCKUX HCCIEIOBAaHUI MAacTOLIMTO3a U  aKTyaJbHOMU
COBpeMEHHOH MHGOpMAIlUU O JaHHOM 3a0oisieBaHuu. 1o ATOH ke mpuuMHE Ha
JAHHBIH MOMEHT HE CYIIECTBYET MPHHATHIX B HAlIEd CTpaHE CTaHIAPTOB
JUArHOCTUKHA MACTOIIMTO3a, YTO OCIOXXHSET €ro BBISIBICHUE U, CIIEIOBATENIbHO,

JICUCHHUC.

YyuteiBas 0COOEHHOCTH TEYEHHs 3a00JEBaHWs, a UMEHHO CKIOHHOE K
CIIOHTAHHOMY CaMOpAa3pelIeHUI0 Yy JAeTed U JJIUTEIbHOE CTaOWIbHOE Y

B3pOCJbIX, MOXXHO CACJIAaTh BBIBOA, YTO OOJIBHEIM C MaCTOOUTO30M B IICPBYIO
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ouepesb Heo0X0AMMa KOHCYJIbTaTUBHAS MMOMOIIb, a 3aTEM U MEJUKAMEHTO3Hasl.
CBoeBpeMeHHas KOHCYJbTalUsl MAlMEHTa MO MOBOAY 3a00€BaHUs MO3BOJSET
n30eXaTh TPOMEIJICHHS B JICUCHUH, a TAK)KE YXYIICHUS TeUEHUs 3a00JIeBaHus,
YTO TOJIOKUTEIBHO OTpa)KaeTcs Ha KadyecTBE JXHM3HM NanueHTtoB. I[lomumo
3TOr0, TPaMOTHOE JIeYEHHE 0oJiee TSHKENbIX CUCTEMHBIX (hOpPM MAacTOLUTO3a Y
B3POCIIBIX MO3BOJIET HE TOJBKO YIYUIIUTh KAa4€CTBO KU3HHU, HO M YBEIUYHUTH

MCIHNAHY BBIZKUBACMOCTHU.

Takum 00pa3oM, akTyaJbHOCTh HAcTOSALIEH PabOThl COCTOUT B M3YUYEHUH
TEHACHIMI  3a0oyieBaHuMsi ~ macTouuto3oM B Poccum,  ompeneneHus
MOJIOBO3PACTHOU CTPYKTYpHI 3a00J€BaHUsI, COOTHOUIEHUSI (hOPM MAacTOLMTO3a,

PacCMOTPCHNU OCHOBHBIX MCTOA0OB JUAI'HOCTHUKH U JICHCHUA 3a00JIeBaHUs.

Iear pabdoTBI: H3YyYUTh CTPYKTYpPY 3a00JICBaHMS MAaCTOIMTO30M B
Poccun y nereit u B3pocCiibIX.

3amauyu padoThbI:

1. W3yuuth COBpeMEHHBbIC JaHHBIE OTEYECTBEHHOM U 3apyOekKHOM
JUTEPATYPhI, TOCBSIIIEHHBIE TPOOJIEME MACTOIIUTO3A.

2. [IpoBecTtu cb6op uHbOpMaLMK O TeYEHUU 3a00J€BaHUS Y MAIUEHTOB C
MIOMOIIBIO CTIEIIMATIFHO pa3pab0TaHHBIX aHKET U METO/1a UHTEPBBbIOMPOBAHMS.

3. IlpoBectu 00pabOTKYy M aHAIU3 IMOJYYCHHBIX JAHHBIX, CPABHUTH
PE3YNbTATHI UCCIIEIOBAHUS C TUTEPATYPHBIMH JIAaHHBIMHU.

4. CdopmynupoBaTh  BBIBOJBI O  CTPYKType  3a00jieBaeMOCTH
MAacCTOIIUTO30M M OCOOCHHOCTSX KJIMHHUYECKOTO TEYEHHUS Y B3POCHBIX W

MManuCHTOB ACTCKOI'O BO3pacTa B Poccumn.

Hayunasi HoBM3HA pa0oThI: TIpoBeneH cOop MH(OpMaIuu, aHAIW3 U
WHTEPIPETAlMs TaHHBIX KPYMHEUIEH TPyNIbl MallMeHTOB C MACTOIMTO30M B

Poccun.
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lnaea 1. MacToumTo3 — COBPEMEHHbIE AaHHble 0 3aboneBaHum

1.1. O6bwume cBeaeHNA 0 MacCToOLMTO3E

[Ton TepMHUHOM «MACTOLIMTO3» IMOAPA3YMEBAIOT TE€TEPOTCHHYIO TPYIITy
penkux  3a00JeBaHMM, XapaKTepU3YIOMIMXCSA AaHOMAJIbHOW  KJIOHAJIbHOU
npomudeparueii Tyunbix TK B pa3nuuHBIX TKaHSAX W BHYTPEHHUX OpraHax, B
TOM YHCJIC B KO’KEe U KOCTHOM Mo3re [22, 23].

[lepBbiM ynomuHaHueM O 3a00JIeBaHUU CUMTAETCS onucaHHas B 1869 r.
E. Nettleship u W. Tay xponudeckas KpanuBHUIIA, OCTaBJsABIIAs 1Ocie ceOs Ha
KO’Ke MAIMeHTOB OyphIe MsATHA (mocTnurMeHTamnuio) [17]. Tepmun «murmeHTHAS
kpanuBHuna» (I1K) 611 mpeanoken Heckosbko mo3xe, B 1878 r. A. Sangster.
[To Mepe HaKOIJICHHs KIMHUYECKUX JTAHHBIX M COBEPIICHCTBOBAHUS METOOB
JIVMArHOCTUKH  (OMpEeNeleHHe TUCTOJOTUYCCKOW  MPUPOIBI  3a00JICBAHMS
nepmaroiorom P. Unna B 1887 r.) Obu1 BBefeH TepMmHuH «MactonuTo3» (R.
Degos, 1953 r.) [14, 17].

CoryiacHO HEKOTOPHIM CTATUCTUYECKUM JAHHBIM CPEJId BCEX MAIMEHTOB B
nepMaroioruyeckoit npaktuke Ha kaxaeie 10 000 maruenToB nmpuxoautcs 2-3
ciyyast Mactorutosza [17, 38]. Ilo Apyrum gaHHBIM 4YacTOTa BCTPEYAEMOCTH
3aboneBaHus coctaBisieT 1-4 cmydas Ha 100 ThIC. HaceleHHs, OJHAKO MHOTHE
aBTOPHl CYUTAIOT, YTO HA TMPAKTHKE HMMEET MECTO THUIOJAMArHOCTHKA
3aboseBanus [S]. MacTouuro3 He UMEET TEHACHIMHM K MPEUMYIICCTBEHHOMY
MOPAXCHHUIO IMAallMEHTOB KaKOT0-IMOO0 ompezeineHHoro rmoia [47]. Yame
3a00JIeBaHUE TUArHOCTUPYETCS B IETCKOM Bo3pacrte [5, 23, 25].

Bce ¢opmbl MacTonmrosa moapazenstoTcs Ha 2 OOJbIIKME TPYIIIbL:
KokHBbIE (hopmbl B cuctemubie Gopmbl [38]. Kak mpaBuino, y mereit BBISBISCTCS
KOKHBIH MacTOITUTO3, Y B3pOCibIX — cuctemMHbIi (CM) [13].

B Poccuu koxxHbIE (POPMBI MAaCTOIIMTO3a COCTABIISIFOT IO Pa3HbIM JaHHBIM

or 0,1 mo 0,8% oT Bcex AepMaTONOTMYECKUX IMArHO30B. TeppUTOpUATIBLHO B
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Poccun macrouurtos Ooisiee pacmpoctpaHeH Ha KaBkasze M BCTpeuaeTcs dalile
cpeau MyX4uH (TI0 KpaitHel Mepe, cpeau JeTckou momyssiuu) [10].

Kak mpaBuno, B 70-75% ciydaeB MacToIMTO3 Yy JAeTel NeOIOTHUPYET B
Bo3pacte oT 1 mecsana a0 1 roga, HO MOTYT 0oJieTh J€TH U OoJee CTapliero
Bo3pacta [9-11]. Bcero BbIsBICHBI JBa IHKa 3a0ojeBaecMocTH: 55% Bcex
cily4yaeB 3a00JIeBaHMs IPUXOISTCS Ha BO3pacT OT 6 Mecsies 10 2 jaeT, 35% - Ha
Bo3pact 20-40 mer [10, 37]. Ilo naHHBIM HCCIEAOBaHUN CpeaU E€BPOIECHCKUX
OOJILHBIX BCEro Ha y4€Te cOCTOMT mpuOiau3zutenbHo 100 ThIC. MaIlMeHTOB, B
MUPOBOM BpaueOHON mpakTuke - okosno 1 miuH [25, 48, 51]. 13 npuBeneHHbIX
BBIIIIE JAHHBIX MOXKHO CJI€JIaTh BBIBOJ O TOM, YTO MACTOITUTO3 SIBJISIETCS PEIKUM
3aboneBaHreM kKak B Poccun, Tak 1 B Mupe.

Cnenyer NMOMHHUTH O HE JAMArHOCTHPOBAHHBIX CIIydasX MAacTOIIUTO3a.
[TpuumHa 3TOr0 KpoeTcss B HU3KOM OCBEJIOMIICHHOCTH Bpadel oO0Iel MpaKTUKH,
e MaTpoB, JAEPMaTOJIOTOB, O HAJUYMU MHOXecTBa (opM 3abosieBaHUN C
Hecnenu(pUYECKUMHU  TPOSABICHUSIMU Yy  TAIMEHTOB JIETCKOTO  BO3pacTa,
pPErpecCUpyroIUMH MPH TOCTUKESHUU TIOAPOCTKOBOTO Bo3pacta [10, 13].

Otuoniorusi 3a0oieBaHUsl 1O KOHIA HE BBIACHEHA, HEKOTOPBIE aBTOPHI
yKa3bIBaIOT HA POJIb TEHETUYECKUX (DAKTOPOB B Pa3BUTHH MACTOIMTO3a, OJHAKO
IIPU TOM OTMEUAIOT, YTO CEMEWHBIC CiTyuan 3a00JIeBaHMs JOBOILHO peaku [14,
35]. Yarme Bcero BBIABIAIOTCSA CIIy4ad MPHOOPETEHHOro MacTtouurtosda [23].
BepositHO, MacTOMTO3 y J€TEN CBA3aH C BPEMEHHOM runeppeakTuBHOCTHIO TK,
OTBEUAIONINX OypHOW JerpaHyisiuell Ha pa3HoOOpasHble pazapaxurenu [35,
47]. B menom, 3a0oJieBaHUE pacCMaTpPHUBACTCS OOJBITMHCTBOM aBTOPOM Kak
CUCTEMHOE 3a00JICBaHHE PETHKYJIOorUcTHONHTapHOH cructeMbl (POC) [10].

[TaTorene3 macronuTo3a CBsIi3aH C MOBBIMIEHHOW naerpanynsuuein TK, B
pe3yNbTaTe KOTOPOW MPOUCXOIUT BHICBOOOXKICHUE OMOJOTUYECKHA AKTHUBHBIX
BCIIIECTB MAaCTOIIMTA — TMCTaMHHA, TenapuHa, nentuaas [1, 18, 24]. Hauboiee
W3yYeHa pOJIb THCTaMHWHA B IMATOTEHE3E pa3IMYHBIX (opM Macrormrosa [5].
Jlerpanynsinidst MOKET OBbITh BbI3BaHAa Pa3HOOOpa3HbIMU (PAKTOpaMU, Cpeau

KOTOPBIX BBIAEIAIOT MMMYHHBIE M HEMMMYHHBIE. Bo31elcTBHE MMMYHHBIX
[9]



(akTOopoB peamu3yercs 3a CUeT CBS3bIBAHMS C TJIMKONPOTEHMHOBBIMU
peuentopamu TK wu aktuBammeil ux wummyHornodynumHamu kmacca E. K
HEMMMYHHBIM (paKkTOpaM OTHOCATCA: JIEKapCTBEHHbIE IpenapaTtbl — KOIECHH,
aueTWICaTuUuiIoBas — KuciaoTa, MophHuH, MNOJIUMHUKCMH B,  THamuh;
OakTepHalibHbIE TOKCUHBI, a TaKXe SAbl 3MEH, MYel M YKYChl JpYyrux
HACEKOMBIX; BO3JIEUCTBHE TOpsAYEH UM XOJIOJHOM BOAbI; husnveckue GakTopsbl
— TpEeHHue, JAaBJICHHE, WHCOJSIIMS; MUIIEBble MPOAYKTbl — CBIPBI, CIIELHUH,
aJIKOroJIb; (pu3nyeckas Harpyska u jp. [9-11, 22, 24, 28].

TK paccmarpuBaioTcsi Kak KOMIOHEHT KOXXHOM HMMYHOJIOIMYECKOM
cuctembl (SIS — skin immune system), pearupyromieil Ha NPOHUKHOBEHHUE
YYy>KEpPOJHBIX areHTOB. B OTBET HAa CTUMYJISLHUIO Pa3NUYHBIMU (DaKTOpaMu
(e¥iponenTuAbl, IUTOKUHBI, TUCTAaMUH-pUIU3UHT ¢akrop, NJI-1, TpomOuH u
ap.), TK murpupyror B K0Xy, snutenuii aeixarenbHbix mytei u JXXKT [12].
[Ipoucxonsimass B TKaHAX JETpaHyJSAlMsA, 3allUTHAs IO CBOEH CyTH U
Yype3MepHas P MACTOIMTO3€, OKa3bIBACT HECTIELM(PUUECKOE CTUMYIUPYIOIIEe
BO3JIEHiCTBUE Ha  mporecchl  nponudepamuu U auddepeHuupoBKU
UMMYHOKOMIIETeHTHBIX KJIeTOK (T- m B-numdouuros). M306bpITOK THCTaMHHA B
TKaHSX MPUBJICKAET 303MHO(PUIBI, YYACTBYIOIIHNE B €T0 Pa3pyILICHUH U, B CBOIO
ouepenb, aKTUBHpYIoNIHe Makpodaru. Takum oOpa3oM, MPOUCXOAUT 3aIyCK
Kackaja KIETOYHBIX Peakiuil ¢ (OpMHPOBAHUEM HE TOJBKO TYYHOKIIETOUYHOM,
HO U THCTHOJUM(POILMTApHON HHPUIbTpAllUU TKaHeH [12, 16].

Psgom wuccnemoBaHuii moka3zaHa CBS3b KIMHUYECKUX MPOSIBICHUM C
paznuuabiMu Bapuantamu KIT-myrtamuu (MyTtanmum TpaHcMeMOpaHHOTO Oelka
TK, axtuBuUpyemMoro (axTopoM pocTa CTBOJIOBBIX KIIETOK, HPOSIBICHUEM
KOTOpO# siBisieTcst upe3mepHas nponudepanus TK) u qpyrux mytanwmii [22, 23,
30, 35].

KimHnyeckne mposIBIEHMST MacTOLMTO3a SBISIOTCS pe3yJbTaToOM B
NIEPBYIO OYEpEelb JErPAHYISAUMN MACTOLUUTOB M BO3JEHCTBHEM MEAUATOPOB HA
TKaHU, pexe U B 0o0Jiee arpecCUBHBIX CHCTEMHBIX ¢dopmax 3a0oeBaHUs

BBISBISIIOTCS  IPU3HAKMA  IOJMOPraHHOW  HEJOCTATOYHOCTH,  BBI3BAHHOU
[10]



MacCUBHOM uHpUIbTparued TkaHed Mmactouutamu [25, 28]. [laumeHThl mpH
MacCTOITUTO3€ CTPAIAIOT OT Pa3IMYHBIX MPOSBICHUNA UMMYHHBIX U HEUMMYHHBIX
BO3JICHCTBHIA, OJHAKO Yallle BCErO BBIABISAIOTCA KOXXHBIM 3yl W TPHINBBI
(flushing B 3apy0OesxHoii TUTEpaTypE), TO €CTh MPUCTYIBI TOKPACHEHUS KOKHBIX
MIOKPOBOB MPHU BO3JAECUCTBUM T€X WJIU HUHBIX (PAKTOPOB BHEIIHEH M BHYTPEHHEM
CpeIbl M ONACHBIC JJISA XKU3HU ciaydau aHaduiaakcuu [24]. JlaHHBIC CUMIITOMBI
XapaKkTepHbl Kak ISl KOXKHBIX (OpM MacTonMTO3a y JeTe, Tak W A
CHUCTEMHBIX (DOPM MaCTOIMTO3a y B3POCIBIX MAIMEHTOB. [[OMUMO THUIIMYHBIX
CIly4aeB C TOPaKEHHUEM KOXXM HEPEIKMMHU SIBISIOTCS Ccllydad 3a0o0JieBaHUS,
KOTJ]a KOXKHBIE TIOKPOBHI MHTAKTHBI W CTPAAIOT APYTrUe OpPTaHbl U CHUCTEMBI:
KOCTHBIA MO3T, neueHb, cenesenka, KKT u ap. [28, 38]. [Ipu sTom cuMnTomsl,
CBSI3aHHBIC C BBICBOOOXJICHUEM OMOJIOTUYECKH aKTHBHBIX BEIIECTB, BKIIFOUAIOT
TOLTHOTY, PBOTY, AUapero, abIOMUHAIBHBIE OOJIM, MPU3HAKH OCTCONICHUH WITH
octeonopo3a [36-39, 51]. B Gosee TsDKEIBIX Clydasix BBIABISETCS MacCHBHAs
UHOUIbTpalMsS TKaHEH MacTOIUMTAaMU M TOPaKEHHE BHYTPEHHUX OPraHOB:
CIUICHOMETAJIMSI C TUIEPCIUICHU3MOM, OCTEOJECTPYKIUS W TMaTOJOTUYECKUE
NepesioMbl  KOCTEW, WHOUAbTpAIMs TEYEHH ¢ CHUHAPOM TMOPTAIbHOM
TUMEPTEH3UH C aCIUTOM, CHHIPOM MainbabCOpOIMKM W TAHIUTONCHHS KakK
pe3ynbrarT uHpuIbTparu KM TyuneimMu kietkamu [23, 48, 49]. OnucaHHbIe
CUMIITOMBI ~ SIBJISIIOTCA Npu3Hakamu arpeccuBHor  Qopmbr CM, oaHako
BCTPEYAIOTCS TAK)KE Y MALIMEHTOB C JIEHKO30M M3 TYYHBIX KiIeTOK [45, 49].
CornacHo JaHHBIM 3apyOEKHBIX U POCCHUUCKHX aBTOPOB BBISBIISIOTCS
CYLIECTBEHHbBIC pa3IuuMsg B TE€YEHHM OOJIe3HM y JeTel u B3pocibiX. Tak, B
JETCKOM momynainuu Hanbosee 4acToi (opMOi MacCTOIMTO3a SBISETCS KOXKHAS
¢dbopma, Ha3bIBaBIIAsICsS paHee MUrMeHTHoM KpanuBHuUIEH [10, 19, 20, 25], Torna
KaK CpeZil B3pOCIBIX MAI[MEHTOB Yallleé BCTPEYAETCs CUCTEMHBIH MAcCTOLIUTO3 B
pa3IMYHBIX KIMHUYECKUX BapuaHTax [14, 23, 28]. Haubosee nnarHOCTHYECKH,
KJIMHUYECKH M MPOrHOCTUYECKH 3HAYMMO pa3lielieHHe BceX (OpM CHUCTEMHOIO

MAacCTOLUTO3a C MOMOIIBIO CIEIHUATBHO pa3padO0TaHHBIX MPU3HAKOB B-rpymimsl
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(oTpakarommx  TsxKecTh  3aboneBaHus) U C-rpynmsl  (OTpaxKkaromux
arpecCUBHOCTH), KOTOpbIe Oy1yT ocBelieHbl Hrbke [13].

JlnarHo3 MacToLMTO3a JOJKEH OBITh YCTAHOBJEH HAa OCHOBaHUU
KpPUTEPUEB BO3, BKJIFOYAKOILINX KOMILIIEKC KIIMHUYECKHUX,
MOPGOUMMYHOJIOTUYECKUX (0COOEHHOCTH MOP(MOJIOTUM TYYHBIX  KJIETOK,
TUCTOAPXUTEKTOHUKH, a0eppaHTHOCTH HMMMYHO(EHOTHUIa), J1abopaTOPHbBIX
(YpoBEHb CHIBOPOTOYHOU TpumTasel) aAaHHbIX [26, 30, 32]. [lomumo mpouero
yKa3bIBa€TCA 3HAYUMOCTh MOJIEKYJIAPHOTO HccienoBanud mytanuu D816VKIT
JUISL ONpe/ieNieHus JIeueOHOM TaKTUKU U BO3MOXHOCTH IMPOBEICHUS TapreTHOU

Tepamuu, 4YT0O BO MHOTOM ONpeeisieT nporuo3 3abonesanus [30, 34, 48].

1.2. Ty4Hble KNeTkn: mopdpoaorma U naToreHes MacToLmTosa

TydHple  KIETKM, WIH MACTOUUTBI — MYJIbTU(]YHKIIMOHAIBLHBIC
rpaHy/IsIpHBIC KJIETKH, OOHAapyKeHHbIE BO BCEX TKaHAX M opraHax [1, 22-24].
MHoOTro4HClIeHHbIE UTOIUIA3MATUYECKHE TPAHYJIBI COAECPKAT IIUPOKHUI CIIEKTP
MEIUATOPOB (LIMTOKUHBI, XEMOKHHBI, MOHOKHHBI, MUHTEPJIEHKUHBI, POCTOBBIC
(dbakTOphl, MPOTEOTIMKAHBI, TIpOTea3bl U np.) [22-24, 46], 4TO MO3BOJSET UM
SABIATHCS ~ KIIOUYEBHIMU  YYaCTHUKAMHM HE  TOJIBKO  QJIEPTUYECKHX |
UMMYHOBOCIIAJTUTEIBHBIX, HO U OMYXOJIEBBIX MPOIECCOB [8].

TK  pa3BuBaroTcs u3 TTIOPUITOTEHTHBIX CD34+ KJIETOK-
MPEIIIECTBEHHUKOB KOCTHOro mosra [1]. Jlyist 1o3peBaHust U OKOHYATEIbHOU
muddepentmpoBkun TK MUTPUPYIOT B KOXKY, bIXaTeIbHbIC MMYTH U KEITYJOYHO-
KUIIEYHBIN TpakT [49]. Pa3BuTHe MAacTOIUTOB M3 I€éMOMOA3THYECKUX KIETOK-
MIPEAIICCTBEHHUKOB HHAYIIHUPYETCS MHOKeCcTBOM muToknHoB (I1L-4, IL-6, IL-9,
IL-10, IL-12, IL-15, IL-18, dakTop pocta Hepos (nerve growth factor, NGF),
TPOMOOTIOATHH (pakTop pocta 151 pa3BUTHSA METaKapHOLIUTOB),
Tpanchopmupyromuid  pakrop pocta Oera (transforming growth factor beta,
TGF-B), oqnako Bemymmm siBIsieTcs (aKTOp pOCTa CTBOJIOBBIX KIETOK (Stem

cell factor, SCF), poap pernenTtopa K KOTOPOMY  OCYILIECTBISET
[12]



TpaHCMEMOpPAHHBI O€JIOK C BHYTPEHHEHM TUPO3MHKMHA3HOM aKTUBHOCTHIO,
naspiBaembiid KIT (CD117) [8, 23, 37].

[Ipeanonaraercs, yro wumenHo KIT wurpaer «iIouYeByr0 poyib B
nponudeparuu, co3peBanuu u BbbKkUBaHUM TK [49]. B HOpme cospeBiiue u
npomenmue  npouecc  auddepenmupokun  TK  pacnpenpensitorcs B
pazHooOpa3Hble TKaHu U opraHbl. TK omnpenensitoT B Koxe (MMOBEPXHOCTHBIX
CHOsIX JIepMbl), cu3ucThiX obonoukax JKKT, cioHHBIX jkene3ax, MUHAAINHAX,
BUJIOYKOBOM Kesie3e, JUM(aTHUYeCKUX Yy3JlaXx, CEJIe3eHKE, MOYEBOM IY3bIpeE,
JIETKuX, a Takke nepusackyisprao, B IHC u nepudepuueckoit HC. Onnako npu
MacCTOLIMTO3€  JIOKAJU3alldsd CKOIUIGHWH TYYHBIX KJIETOK CYIIECTBEHHO
OTJIMYAETCS] OT €CTECTBEHHOM, JINOO MPEBOCXOAUT KOJIUYECTBO KIJIETOK B BBIIIE
00o03Ha4yeHHbIX TKaHsx [10].

B pesynbrare cKoOmjaeHUss MacTOIMTOB B TMOPAXKEHHBIX TKAHAX, MpPHU
onpeneneHHod  crumyinsinun  TK  pa3HoOOpa3HbIMM ~ MMMYHHBIMH |
HEUMMYHHBIMH (DaKTOpaMH, OMUCAHHBIMH BBIIIE, MPOUCXOIUT BHICBOOOXKICHHE
MEINAaTOPOB U BO3JECHCTBHE MX HA OKPYKAIOLIME TKaHU U opraHsl. Yaiie Bcero
npu KOXHBIX (opmax mactouuToza y neteil TK B CKOIIEHHAX HE UMEIOT
NPU3HAKOB ATUIIUU, y B3POCIBIX B MHPUIBTpAaTaxX WHOTJA OOHAPYKUBAOTCS
HE3pelble KIETKH, KOTOpBIE, MPEANOI0KUTEIbHO, SBISIOTCSA MPEAINOCHUIKON K
MaJUTHU3AIMN W pacCMaTpUBAIOTCS KaK OJMH W3 MPU3HAKOB arpecCUBHOMU
dopmbr CM [48]. BricBoOOXKIeHHE THCTAMHHA BEIET 32 COOO0M BO3HMKHOBEHHUE
psna 3p@eKxToB, TaKUX Kak yBEJIWYEHHE MPOHHUIIAEMOCTH COCYIO0B, CHH)KEHUE
apTepUaIbHOrO JABJIEHUS 3a CUET PACUIMPEHMS KalWLIIPOB, BEHYJI U apTEpPHOII
U CHIDKEHUS BEIMYMHBI OO0mIero mnepupepuyeckoro  COMPOTUBICHUS,
CTUMYJISIUS JKSIYIOYHOM cekpenmu U np. [47-49]. Beiaensiomuecs MOMHMO
rMCTaMUHa TeMapuH U 03UHOPUIBHBIN XeMOTaKCHYECKHI (PaKTOp OTBEYAIOT 32
IPOSBIICHUSI ~ COOTBETCTBEHHO TIE€MOPpPAaru4eckoro CUHApoma  (HOCOBBIE
KpOBOTEUEHHUs, MeEJ€Ha, IEeTeXMd M IMyphypa B odarax I[OpaXeHus) Hu
TUIEPI03UHOPUIBHOTO  CHHJPOMA, JOBOJIBHO YacTO  COIPOBOXKIAIOLIETO

MactonuTo3 [10]. OnHEM K3 3HAYMMBIX B TUarHOCTHYCCKOM IUIaHE MEIHATOPOB
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ABJSICTCSl TPUIITa3a, KoaupyemMas B XpoMmocome 16pl13 u mpeacraBieHus B
CBIBOPOTKE 0- U [-popmamu. OnHAKO clEAyeT MOMHHUTH, YTO IOBBILIECHUE
YpPOBHS ~ TPUNTa3bl  CHIBOPOTKM  KPOBM HE  ABISETCA  aOCOJIOTHBIM
JTUArHOCTUYECKUM KPUTEPUEM MACTOIMTO3a M CBHJETEIBCTBYET JIUIIbL O
npeanecTByomieit nerpanymsauun TK [7, 23, 26].

[Tokazano, uto KIT-perentop sKcmpeccupyercss HE TONBKO Ha
noBepxHoctT TK, HO M Ha TeMOMOATUYECKUX KIIETKAX-TPEAIICCTBEHHUKAX,
3apOJIBIIICBBIX KJIETKaX, MEJIAHOIUTaX, MHTEPCTUIIMATBHBIX KiIeTKax Kaxans B
XKKT, uro oObsicHser ¢yHKUHOHAIBHYIO 3HauuMocTb CDI117 B perynsauuu
UMMYHHBIX MpoueccoB (B ocoOeHHOcTH |gE-omocpenoBaHHbIX), raMeTOreHes3a,
kpoBeTBopenus, AestenbHocTu JKKT, menanorenesa [35, 39]. ®@akrop pocrta
CTBOJIOBBIX KJIETOK IOMHMMO CBSI3bIBaHMs TpaHcMemOpanHoro Oenka KIT nHa
MOBEPXHOCTH TYYHBIX KJIETOK M MOCJIEAYIOIed WX JerpaHyssiuu, o0naaaer
CIOCOOHOCTBIO K CTUMYISIIIMM MpOdH(epanuyd MEJIaHOIUMTOB M CHHTE3a
MeJaHUHa, YTO OOBSCHSAET BOSHMKHOBEHHE MOCTIUTMEHTAIMHU Yy IMAallUeHTOB C
KOKHBIMH (popmamu mactormrosa [10, 19, 20, 49].

[TomumMo HOpPMadbHBIX KIETOK, BBIMOJHSIONIUX CBOM  (PYHKIUH,
skcrpeccuto KIT oOHapyXMBarOT TakKe€ MHOTHE OIyXOJEBBIE KJICTKH: KICTKH
ctpomanbHbix omyxoneit XKXKT (GIST) (Andersson u coast, 2002), ceMuHOM
(Strohmeyer u ap, 1995), menkokierounoro paka jerkoro (Sekido u ap, 1991),
paka toisictoi kumiku (Toyota u mp, 1993), neiipodmactomsr (Beck u ap, 1995),
paka monouHo# >kene3bl (Hines u ap, 1995), a Takxe mpu 0CTpoM MHUETOUTHOM
neiiko3e (OMJI) (Bene m ap, 1998), T-xierounom octpoMm JTuMEPOOIACTHOM
nerikoze (T-OJIJI) (Bene u ap, 1998), muoxectBenHoit muenome (Escribano u
ap, 1998), muenomucmnactuaeckux cunapomax (MJC) (Orfao u ap, 2004),
muenonpoudepaTuBHbIX paccrporictBax (Nakata u mp, 1995), HexX0HKKUHCKOH
mumdome (Bravo u np, 2000) u gp. [35].

Taxke B psge HCCIEAOBaHUN TMOKA3aHO BIIMSIHUE TYYHBIX KJIETOK Ha

ONYXOJIEBBIM POCT IMYTEM CTUMYJSALIMA HEOAHTHMOTE€HE3a PSJAOM TPaHYJSPHBIX
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daktopo: ®HO, WJI-1, NJI-6, NJI-8, HeliTpalbHBIMU MpOTEa3aMu (TPUIITA3a,
XHMa3a), TeIapuHOM, THCTAMUHOM | Jp. [6, 8].

B natorenese MacTouuTo3a NpeanoiaraeTcs 1Ba MyTU: HEIOCPEACTBEHHO
Hapyuienue padotsl C-KIT-peunentopoB u ype3MepHoe BO3ACHCTBHE HAa HHUX
JUTaH/laMM, 9TO NPUBOIUT K runepnponudepaunn TK, oOycnosnuparomiei, B
CBOIO OYepelb, UYPE3MEPHYIO ACTPAaHYISIIUI0O MACTOLUUTOB C MPOSBICHUEM
pa3HOOOpa3HOM CHUMIITOMATUKH U MACCUBHYIO WHQUIBTPALUIO TKaHEH W
OpraHoOB, TMPOSBISIONIYIOCS CHUMITOMAaMH I[UTONICHUW U  TOJUOPTaHHOU
HejocTaTouHoctu [8, 22, 35]. Ilpenmnonaraercs, 4To B MaTOreHe3e MacTOIMTO3a
KIIFOUEBYIO pOJIb UTpaeT KioHanbHas npoiudeparus TK B pesynabrate myTanuu
B Jokyce reHa C-KIT, npuBomsmeidl K YCHWICHHIO €ro OJKCIPECCUU Ha
MOBEPXHOCTH TYYHBIX KJIeTOK [35, 39].

[Tokazano, uto ren KIT komupyeTcs B TEpHUIEHTPOMEPHON 0OJacTH
KOpOTKOro Iuieda xpomocombl 4012 [22]. B pesyabTare HEKOTOPBIX
UCCJIEIOBaHUN OBbUIM TOJy4YeHBl JaHHBIC, CBHUJIETEIHCTBYIOUIUE O ABYX THIIAX
MYTalMi, PUBOISIINX K PA3BUTHIO MACTOIIMTO3a: HEMOCPEICTBEHHO MYyTalluu
npotoorkoreHa C-KIT u myranmuu B apyrux redax KIT [30, 35]. Ilpu stom c
MOMOIIBI0 TOYHBIX MOJIEKYJISIPHBIX METOJOB HIACHTU(UKAIMU Ha OO0JBIION
TpyIIe TalueHToB ObLI0 AokazaHo, 4To KIT-myramus omnpenensercs y
oonpmHCcTBa (>90%) manuentoB ¢ CM. Haumbonee yacToit Ha ceromHsITHUN
neup sBisgercs D816V myramums [22, 35], BmepBbie omumcanHas Furitsu u
coaBTopamu B 1993 roxy [35]. B Gosee mo3mHux paboTax Takke OblIa J0Ka3aHa
ce3b D816V KIT-myranuum uW Mactonuro3a, OJHAKO TOYHAs YacTOTa
BCTPEYaeMOCTH He OblIa OmpeaesieHa W OCTaeTCs NPEIMETOM JIHCKYCCHIA,
ocobenHo s uHaoneHTHoro CM. Tak, mofydeHbl TPOTUBOPEUYHUBBIC JAHHBIEC B
paborax Fritsche-Polanz u ap. (2001), rme yacTora BCTpeuyaeMOCTH HAa3BaHHOM
MyTanuu coctaBuiaa okojio 100%, m B pabdorax Pardanani m gp. (2003), rue
gacToTa BcTpeuaemoctu myTaruu D816V okaszanach 3HAUUTENEHO HIDKE — BCETO
31% [38]. HurepecHswiii (aktoM sBisercs Ttakke To, uro KIT-myramms

oOHapyxuBaeTcsi y OOJBUIMHCTBA B3POCIbIX MAIlMEHTOB, MpUYeM Haubojee
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BEJIMK MPOIEHT B TPYIIE MalMeHTOB ¢ arpeccuBHbIM CM, U mpakTHYECKH
orcyrcTByeT y aerei [30, 44].

[Tomumo KIT-MyTanuu BbISIBIEHBI Jpyrue BuAbl mnepectpoek 4012
xpoMocoMbl. OmnucaHa jAelelus y4yacTKa XPOMOCOMBI, B pe3yJjbTaTe KOTOPOU
MPOUCXOJUT TMAaToJOTHYeckoe cONMMKeHHe TeHa perenTtopa (akrtopa pocta
anb(a, KOTOpbI B HOpME Mpoayuupyercs TpomoOouutamu, u reHa FIP1L1.
CnusiHue U coBMecTHasi paboTa JIaHHBIX T€HOB MPUBOJAUT K THUNEPAKTUBALIUUA U
runepnpoiudepanu TYYHBIX KIETOK COBMECTHO C JO03MHO(UIAMHU, YTO
OPUBOAUT K  Pa3BUTUIO CHUMITOMOB  MAacTOIMTO3a C  MpU3HAKAMU
runepl303uHoGUIBLHOrO cuHapoma [28, 29, 35].

Jlns netei, kak MpaBWIIO, HE XapaKTEPHBI ONMHUCAHHBIC BBIIIE MYTAIlUH, C
YeM M CBsS3aHAa HHU3Kas 4YacToTa CEMEHWHBIX ciydaeB 3aboneBanus [10, 21].
Crmyyam MacToIuTo3a y JI€Te OOBSCHSIIOTCS CIIOHTAHHOM IMTOKHWH-
o0ycioBIeHHOU rumnepnponudepanueil TyYHbIX KIETOK, a TakKe MYyTalusIMu
reda C-KIT B KkomoHaX, OTIMYHBIX OT omnucaHHoro Beiie D816V, mmb6o
APYTUMH, Ha TaHHBIH MOMEHT HEM3BECTHBIMH, MyTaIusiMu [25].

N3yuennsle Myrtanuu, B yactHocTd, KIT-myrtanmus komona D816V,
MO3BOJIAIOT MPOBOJIUTH OOJBHBIM C TSDKEIBIMU CIIy4asiMd MacTOIMTO3a
TapreTHyl0, TO €CTh BBICOKO CHEIU(PUUYHYIO MOJEKYJISIPHO-HAMPABICHHYIO,
tepanuto [23]. UaTepecHo, 4TO B OTHOIMICHUU CHUCTEMHBIX (DOPM MaCTOIIMTO3a
6e3 KIT-myranmuu aktuBHOCTH MMeeT mpemnapat Mmatuaubd mesunar (I'uBek),

UCIIOJIB3YeMbI  TaKKe I YCTPaHEHHUS KIETOK ¢  (Quianenbhuiickon

xpomocomoii (BCR/ABL+) [35].

1.3. Knaccwcbvmau,wﬂ, KNUHUKa N ANarHOCTU4YeCKne KpUtepmn MaCtoumnTosa

Knaccugpukayusa popm macmouyumosa
B Teuenune MmHOTUX JIET MAaCTOOUTO3 paCcCMATPUBAJICA UCKIIOYUTCIIBHO KaK

KOXKHOE 3a0o0JieBaHUE, MOCKOJIbKY OblIa M3BECTHA TOJIBKO OJHA ero (opma —
MMUTMEHTHAsI KpalnuBHUIIA (HA OCHOBAaHUU OIMMCAHHOTO Cilyyas 3a00JieBaHUA Y
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nesouku 2 qet) [9, 19, 20]. Ilozmnee mpoOiieMOl MaCTOIMTO3a
3aMHTEPECOBANNCH JAPYTHe HCCIEAOBATEIN, B YaCTHOCTU (PAHIY3CKHIA
nepmatosior R. Dego B 1953 roay Ha OCHOBaHUUM CHUCTEMATH3AIMU UMEBIIUXCS
KITMHUKO-MOP(OJIOTUIECKIX TPU3HAKOB BBIACIHI HECKOJIBKO (OPM KOXKHOTO
MAaCTOLIUTO3d, CPEAU KOTOPBIX IUIMEHTHBIW, IISITHUCTBIA W OPYHNTUBHBIN
MacCTOIIMUTO3, Y3JOBaThlii MAacTOLMTO3, a TaKKe OYJJIE3HbI, Mammysie3Hbli,
mactouuromMa u auddy3asiid mactoumto3 [10, 13]. [lozgnee mno wmepe
HAKOTUICHUS TaHHBIX MHOTHE U3 3THX (OPM MEpecTalu BHIICIATh B OTJCIbHBIC
rpynnel.  [lepBas kiaccudukanus macrouuro3a nosisuiack B 1949 r., korga
OBUIO OMHUCAHO MOpaKEHHE BHYTPEHHUX OPraHOB MpH JaHHOM 3abosieBanuu. B
TCUYCHHWE HECKOJNBKUX JIECATWICTUH pa3HBIMH aBTOpaMH TIpeJIarainch |
nopabaThIBAIMCh paCHIMPEHHBIC KIAaCCH(PUKAIMM MacTonuTo3a. B Hawame 21
BeKa OBUIM TPEIJIOKEHBl €IWHBIC KIMHUYECKUE, THUCTOMOP(OIOTHUECKHE,
OMOXMMHYECKHE W MMMYHOJIOTMYECKHE MapKepbl 3a00JeBaHUs, OICHEHA UX
nporHoctuyeckas 3HadumocTs (2001, BO3). B 2008 roay npemyioxennas BO3
KaccuuKaIys OblUia MOATBEPXKACHA U UCIIONIB3YeTCs 1O ceit aeHb [5]. MoxHO
POCJENTh, HACKOIBKO COKPAaTUJIOCh YHUCIO KOXHBIX (GOopM B HOBOU
KJ1acCu(pUKAIUU U, HAIPOTHUB, KaK BO3POCIIO KOJIMYECTBO cUCTeMHBIX opm [30,
39].

Macronuto3  BXOOUT B TMEpedYeHb 8§  MHEIONpOIH(pEpaTUBHBIX
3aboseBanuii o Bepcuu BO3 2008 r. (Ta6. 1) [14, 40].

MacTouuTo3 kinaccuuUUpyeTcss U JTUarHOCTUPYETCS] B COOTBETCTBHH C
KPUTEPUSIMU HOBOTO TIepecMoTpa, npeminoxkeHabiMu BO3 [23, 48]. OcHoBHBIE
dbopmbl 3ab60neBanus coriacHo pexkomenaanusm BO3 otpaxkensl B Tab. 2. OHu
BKiro4aroT B ce0s (mo C. Akin u D. Metcalfe, 2008): 1) KOXHBII MacTOIMTO3
(CM), 2) wHIONCHTHBIH (BSUIOTEKYIIUK) cucTeMHBIA Macromuto3 (ISM), 3)
CUCTEMHBI  MAacTOLIUTO3,  aCCOIMMPOBAHHBIH  C  T€MAaTOJIOTMYECKUM
3aboneBannemM (He u3 Ty4HbIX KiIeToK) (SM-AHNMD), 4) arpeccuBHBbIi

cucTeMHbId MacTouTo3 (ASM), 5) TYYHOKIJIETOUHBIN JIEUKO3, WU JIEHKeMUs U3
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TyunbiX kietok (MCL), 6) capkoma TyuHbIX kieTok (MCS), u 7) BHEKOXHas

MacTonuToMa (extracutaneous mastocytoma) [23, 36].

Tabauya 1. Knaccuguxayus muenonponugepamusnvix 3a001e6aHUl

(BO3, 2008) [14, 40]

MueJsionposindepaTuBHbie 3a00/1€BAHUS

XpOHUYECKHIT MUETOUTHBIH Jieiko3, ber-abl (Ph) mozurusabii (XMJT)

XpoHuueckuit HelTpopuabHbIi setiko3 (XHJI)

Uctunnas nomururemust (MIT)
[MepBuunbiii Muenoduodpos (IIMD)

OccennuanbHas Tpomoorutemus (I7)

XpoHudeckuit 203MHOGUIBHBIN Jeiiko3, HecnienuduimpoBanubiii (X2JI-B/1Y)

MacrouuTto3s (60J1e3Hb TYYHBIX KJIETOK)

MuenonponudepaTiBHbIE HOBOOOPAa30BaHUs, HEKJIACCUDUIIPYyEMbIe

Tabauya 2. Knaccugurxayusa macmoyumosa no C. Akin u D. Metcalfe

(BO3, 2008) [23, 36]

OcHoBHBIE (pOPMBI MACTOLMTO3A

BapuanThl MacTOUTO32

Koxkub1id MaCTOLIUTO3
Cutaneous mastocytosis (CM)
e ECTh KOXHBIC IIPOsABJICHHUA, HO

HE COOTBETCTBYET KpPUTEPUSIM
CM

lluemenmnas KpanueHuya /
Maxkynonanynésunwiu KOJICHbBIU
MACMoyumos

Urticaria pigmentosa

(UP)/maculopapular cutaneous

mastocytosis (MPCM)

Jughysmwiii kodtcHbIlL Macmoyumos
Diffuse cutaneous mastocytosis
COﬂumapHaﬂ macmoyumoma Kosrcu
Solitary mastocytoma of skin

[18]




IIpooonsicenue Tabn. 2

CucremMHbIH
MacTOLMTO3
Indolent systemic mastocytosis (ISM)
e (COOTBETCTBYET  KPUTEPHUIM
CHUCTEMHOTO MAaCTOI[MTO3a
(CM), HO HET NPU3HAKOB
TYYHOKJIETOYHOT O JIeWKO3a

BSUIOTEKY LM i

Banomexywuu cucCmemHbwll
macmoyumos
Smoldering systemic mastocytosis

(SSM)
o CooTBETCTBYET KPUTEPHUSIM
CM, Bxmoyas 2 umm Oojee
Kputepuss B-rpynmel, HO Tpu

(TK < 20% B mnpenaparax OTCYyTCTBUM  KputepueB  C-
KocTHOro mo3ra u <10% B TPYIIIEL.
npenaparax nepudepudeckoin | Mzoauposanmbviii macmoyumos
KpPOBH) 151 CM, | kocmHo2o mo32a
aCCOIMUPOBAHHOTO c | Isolated bone marrow mastocytosis
reMaToJOTnYECKUM o CooTBeTCTBYyET KPUTEPUIM
3a00eBaHUEM HE  TYYHBIX CM, xapakTepu3yeTcsi HU3KUM
KJIETOK. YPOBHEM uHWIBTpaIuu
KOCTHOTO MO3ra MacTOLIMTAMHU
(<20%) u OTCYTCTBUEM
KOKHBIX MPOSIBIICHU.
CucreMHbIi macrouuto3, | CM, accoyuuposanuvlii ¢ ocmpuim
aCCOUMUPOBAHHBIN C | MUenoUuOHbIM IeUKO30M

reMaToJIOrHYeCKNM 3200J1eBaHHEM
(He M3 TYYHBIX KJIETOK)

Systemic  mastocytosis  with an
associated clonal hematologic non-

mast cell lineage disease (SM-
AHNMD)

e CoOOTBETCTBYET KpUTEPUAM
CM wu f1okasaHo HaJIUu4due
KJIOHAJILHOTO
reMaToJIOTUYECKOTO
3a0oneBaHuss  (HE  TYYHBIX

KJ'IeTOK); BO MHOImX CJIy4dasax

CM,  accomuupoBaHHBIH ¢
reMaTOJIOTHYECKUM

3aboneBaHeM (HE  TYYHBIX
KJIETOK), COYETACTCS Cc

arpeccuBHbIM CM.

SM-acute myeloid leukemia (SM-
AML)
CM, accoyuupoBanHvli c

MUETOOUCHIIACMUYECKUM CUHOPOMOM
SM-myelodysplastic syndrome (SM-
MDS)

CM, accoyuupoBarHbvll c
MUeronpoUpepamusHbvim
HOB00OPA308aAHUEM
SM-myeloproliferative
(SM-MPN)

CM, accoyuupoBanHblU c
XPOHUYECKUM ~MUETOMOHOYUMADHBIM
JeUKO30M

neoplasm

SM-chronic myelomonocytic
leukemia (SM-CMML)

CM, accoyuupoOBaHHblU c
XPOHUYECKUM 303MHOqbuﬂbelM
J1eUKO030M

SM-chronic  eosinophilic leukemia
(SM-CEL)
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Ilpooonoicenue mabauyol 2

CM, accoyuuposanmvlu c
HEeX0O0NCKUHCKOU TUMPOMOU
SM-non-Hodgkin lymphoma (SM-
NHL)

M, accoyuupo8anHHou c
MHOHCECMBEHHOU MUEIOMOU

SM-multiple myeloma (SM-MM)

ArpeccuBHBIIi CUCTeMHBIH | Jlumgpadenonamuueckuii
MAacCTOIUTO3 MAcmoyumos ¢ 203uHounueti
Aggressive  systemic  mastocytosis | ASM in transformation (ASM-t)
(ASM)
e CM c 1 unm 6onee npu3HakamMu
3  C-rpynnel, HO  0e3
NPU3HAKOB  TYYHOKJIETOYHOTO
JIEMKO3a.
Jleiiko03 U3 TYYHBIX KJIETOK Anelikemuueckas ¢hopma neukoza u3
Mast cell leukemia (MCL) MYYHBIX KIEeMOK
e Hamuuue kputepues | Aleukemic MCL
arpeccuBHoro CM, HO mipu o He ompenensaroTcs aTunuyHbIe
OHMOIICMM  KOCTHOTO  MO3ra uupkynupyromue TK
BBISIBIISIETCS muddysaas | Ocmpolil 1€UKo3 U3 My4Hblx K1emox
KoMIakTHas  uHQuIsTpanus | Acute MCL
aTUNUYHBIMA (B OCHOBHOM o Hamnuue C-xpurepuen

Hespenbix) TK

e B npenapate KM 20% u 6omnee
TK

e [lpy TUNMYHOM JEWKO3E U3
TYYHBIX KJIETOK KOJIMYECTBO

TK B rpenapare
nepudepuueckor kposu 10% u
bonee

Xponuueckuii  neuxos
K1eMmoK

Chronic MCL
o OrtcyrcTtBytoT C-KpUTepuu

uz MmM)yY4Hblx

CapKOMa N3 TYYHBIX KJIE€TOK
Mast cell sarcoma (MCS)

e MoHodokanpHas OMyXOJb W3

TYYHBIX KJIETOK C
JNECTPYKTUBHBIM  XapaKTEPOM
pocta oe3 JIOKa3aHHBIX

npu3zHakoB CM
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KoxcHbie popmbl macmoyumosa

KoXHBIiI MacTOLMTO3 BBIABISAETCS MNPEUMYIIECTBEHHO VY JAeTe u
BKJIIOYAET TPU OCHOBHBIE (POPMBI: MUTrMeHTHas KpanuBHuua (60-70% ciyuaes
MacTOLUTO3a y Jereil), comurapHas mactouuToma (10-35%) u nuddysHblit
KOXHBI MAacTOUMTO3, HA3bIBAEMbIH TaKKe€ TEJICAHTMIKTATUYECKUM THUIIOM
Mactouurosa [5, 19, 20]. JleTckuil MacTONMUTO3 pa3BUBAETCSA Yallle BCEro Y
nerelt B Bozpacte 10 2 set (75%) u CkIoHeH K cioHTaHHOMY perpeccy [10].

Kak ckazano Bbile, Hanbosee 4acTo BCTpeUarolencss KOXKHOU (opMoi
3a0oJieBaHus SIBJIICTCS MUTrMeHTHas kpamuBHuna [19, 20]. Jlannas ¢opma
CUMTAETCA TaKXKe caMol JOOpPOKAaYeCTBEHHOM, MOCKOJIbKY HAOJIOAAaeTCs yalle
Bcero y gneredd. OJHaKO HeNb3s TOBOPUTH O TOM, 4YTO YyKa3aHHas (opma
3a00sIeBaHus ¢ OPAKEHUEM KOXKM Pa3BUBAETCS HUCKIIOUUTENIBHO Y JeTell — erne
B 1905 rogy ctano u3BECTHO O cilydae KpalMBHULBI Y I€BYIIKHU 19 neT, nepBbie
NposiBJIEHUs OOJE€3HM Yy KOTOpoil OblIM BBIABIEHBI B Bo3pacTte 16 Jer.
[TurMeHTHas KpanMBHUIA XapaKTepU3yeTCsl HayaloM 3a00JIeBaHUS B IEpPBbIE 2
rojia ’KM3HU, B TOM YHCJIE€ Y HOBOPOKJIEHHBIX, 1 CHOHTAaHHBIM BBI3JI0POBICHUEM
o mepe noctuwxkeHus: nyoepratHoro Bodpacra [10]. Takum obGpas3om, TeueHue
3a00JIeBaHUSl TUIMYHOE M COOTBETCTBYET OINKUCAHHOW JUHAMHUKE MEPBBIX
BBISIBJICHHBIX CIIy4acB ¢ JJOOPOKAa4YeCTBEHHBIM TeueHueM [ 25].

74 NUTMEHTHOM KpaluBHUIBI BBIABICHA ONPECIICHHAS CTaJIUNHOCTH
TeueHus. B mepBoit (aze 3aboneBaHuUsA (TIPOrpPECCUPYIOIIEH) ONMpPENeIITIOTCS
MHOKECTBEHHBIE TOJIMMOP(HBIE KOXKHBIE BBICHIMAHMS (TSATHA, TAIYJIbI,
BOJIIBIPH,  MY3BIPbKH), TOSBISIOIIMECS  MPHUCTYHNOOOpa3HO, MO  THUIY
MHOTOKPATHBIX aTaK pa3HOW MPOJOJIKUTEIBHOCTH M C Pa3HbIMU MHTEpPBaJIaMHU
IIOKOSA. Y JETEH IOSBJIICHUE BBICBHIIIAHUM CONPOBOXKIAETCS BBIPAKECHHBIM
JKCCYJATUBHBIM KOMIOHEHTOM. Kak mnpaBuio, HaumHaeTcsi 3a00JIEBaHHE C
MOSIBJIGHUS. 3YIALIUX My3bIpel Ha PO30BO-KpacHOM (OHE KOXKHU. BrichimaHus
pacnoJylararoTcsi IPEUMMYIIECTBEHHO HA  KOXE  TYJIOBMINA, HO  MOTYT

ONpeAesAThCS Ha JIIOOOM ydacTKe, B TOM YHCJIE€ Ha KOXK€ KOHCYHOCTEH, JIUIIA,
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BOJIOCUCTOM 4YacTH TOJIOBBI, a TaK)Ke Ha CIM3UCTOM 0O0OJOYKE MOJOCTH pTa.
KosxHble TIOKpOBBI JlaJoHEH M MOJOMIB OOBIYHO HMHTAKTHBI. YUeTkoW CMeHbI
TUTIOB BBICBHIITHBIX AJIEMEHTOB HE HAOJIOMACTCS, IMTy3bIPU MOTYT TOSBISTHCS KaK
HAa BUJAUMO 3J0POBOM KOXKE, TAK M HA IIATHAX W mamyiax. Perpecc BbICHITAaHUMN
MPUBOJIUT K OOpa30BaHUIO CTONKHUX THIEPIIUTMEHTHPOBAHHBIX OKPYTJIBIX HIIA
OBAJIBHBIX TATEH OypOro, KOPUYHEBOTO W TEMHO-KPACHOTO I[BETA, C YETKUMH
IpaHUIIAMH, HE OJISTHEIONUX TPU JTUACKOIHMH, pa3MepaMH OT HECKOJbKHX
MUJUTAMETPOB 110 2-3 cM B aumamerpe. OmnHMcaHHBIE MATHA MOTYT CIIMBAThCH,
oOpazys oOmupHble qud@y3HbIe O4arn BUJA «CTETAHOTO OEsay, «IIKYpPbI
neomapaa». [loBTOpHOE BO3HMKHOBEHHWE HOBBIX IIATEH Ha (OHE CTapbIx
ycuauBaeT ux nurmenTaruio [5, 10].

[Tpu pa3apakeHHH BBICHIITHBIX 3JIEMEHTOB (IISATCH U TaMyJl) B pe3yibTaTe
TPCHHSI W JABJICHHUS OJICIKIOM, IPU WHCOJSAIUHU, TEIJIOBOM BO3JICHCTBHM U TIP.
MOJKET HaOJIFOIaThCsl MIOKPACHEHUE BBICBHIITHBIX 3JIEMEHTOB, YCHUJICHUE KPacHO-
po3oBoro ¢oHa, TOSBICHHE OTEYHOCTH BIUIOTH [0 OOpa30BaHUs HOBBIX
MYy3BIPHKOB W MY3bIped. DTa OCOOEHHOCTh MOXET CIY>XUTh OCHOBAaHUEM IS
IpeIBApUTEIHLHOTO AUArHO3a U HA3bIBA€TCS «(PEHOMEHOM BOCIIAMEHEHHUSI» WU
dbenomenom VYuHBI-[lappe [28, 44]. CumnTom VYHHBI-J[lappe aKTHBHO
UCIIONIb3YeTCS B MPAKTHKE B BHJI€ MCKYCCTBEHHOTO pa3/Ipa)KC€HUsS BBICHITHBIX
AJIEMEHTOB IyTEM TPEHHMSI MAJIbLIEM UJTU IIIMaTeIIEM.

VY B3pOCIBIX OTJIMYKE MPOTpeccUpyromieil $a3pl COCTOUT B OTCYTCTBUHU
CTaJuu Iy3bIpen (ypTUKapHOI) 151 BO3HUKHOBEHUU cpasy
THIIEPIIUTMEHTHPOBAHHBIX TISATeH 1 namyd [ 14, 18].

Cragus cTabuin3aiiy XapakTepu3yeTcsl TPeKpaIeHneM BO3SHUKHOBEHUS
HOBBIX BBICBHIITHBIX DJIEMEHTOB M HACTYIMAET Y JETe B BO3PACTE€ OKOJO 2 JIeT
[20]. [anee, cmycts 5-6 mer orT Hayaia 3a00JeBaHHMS WM K Hadaly
myOepTaTHOrO  mepuoja  NHUTMEHTHAs  KpaluWBHHUIIA  TMEPEXOJUT B
PETPECCUPYIONIYI0  CTAJANI0, XaPAKTEPHU3YIOUIYIOCS TOJIHBIM OTCYTCTBHEM

9KCCYAaTHBHBIX SIBIICHUM CO CTOPOHBI BBICBIIIHBIX JJICMCHTOB, a TaKiKe
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MOCTEMEHHBIM  MOOJEJHEHUEM U TIOCTENEHHBIM TOJHBIM  pa3pelieHueM
anemenTos [19, 20].

O6mue U CyOBEKTHUBHBIE CHMIOTOMBI TNpPU TUTMEHTHOW KpaIluBHUIIE
OOBIYHO OTCYTCTBYIOT, HMHOTrJa (OCOOEHHO B MPOrpecCUpyIloleld CTaauu C
AKTUBHBIM TIOSIBJICHMEM HOBBIX BBICHIITHBIX 3JIEMEHTOB) BBISBIACTCS 3YII,
KOTOPBIM MPU MACCUBHON MHGUIBTPALIMM TYYHBIMH KJIETKAMU MOXXET HMETh
TSOKEJI0€ TeUCHHE, He MOIal0IIeecs JICUCHUIO.

JlaHHBIN ONaroNpUATHBIA MCXOJ 3a00JIeBaHUS XapaKTepeH sl JeTel ¢
TUTIMYHBIM TE€YEHUEM OOJIE3HU U MPU BOSHUKHOBEHUH €ro B BO3pacTe /0 2 JeT.
Ecnu 3a0oneBanue nebrotupoBano B Bospacte 10 yier u crapiie, TO KOXKHBIM
mpollecc, Kak MpaBWIO, MEPCUCTUPYET BCIO KU3HL W, 00Jiee TOro, MOXKET
IPOTrPECCUPOBATH M MPUHATH CHCTEMHBIH XapakTep [5].

OcCoOBIM KJIMHUYECKUM BapUAHTOM SIBJISICTCS Y3JIOBAThIM MAacCTOIIUTO3, HE
BBIZICICHHBI B oOmyto  kiaccudukamuio 2008 roma, HO  UWHOTIA
BCTPEYAIOIIUICS ¥ UMEIOIIUN crienupruIecKue OTIMYUS OT JIPYTUX KOXKHBIX
dopm [9, 10, 51]. VY3noBaTelii MacTOIIMTO3 4Yalle BCErO BBISIBISETCS Y
HOBOPOXKJIEHHBIX JICTeH U JAeTel 10 2 JeT U MPEeICTaBICH pa3HbIMU (hOpMaMH:

1. kcaHTena3MOMAHOMN - U30JMPOBAHHBIE TJIOCKUE OBAJIBHBIE Yy3€JIKU 10 1,5
CM B JWaMeTpe, IUIOTHOW KOHCHUCTEHIIMH, C TJIaJKOW WJIM, 4To Oolee
XapakTepHO, TUIA aleIbCUHOBON KOPKH MOBEPXHOCTHIO U OT JKEJITOBATO-
KOPUYHEBOM JO HACBHIIIEHHO KOPHUYHEBOW OKPACKH, HAIIOMHUHAIOIIEH
HEBYC;

2. MHOTOY3JIOBOH - JHCCEMHUHHPOBAHHBIC ITOIYIIAPOBUIHBIC BBICHITAHUS
JOCTAaTOYHO KpYMHBIX pasmepoB — 0,5-1 cM, po3oBO#, KpacHOH WU
JKEJITOBATOM OKPACKH, C IJ1aJIKOM MOBEPXHOCTHIO, IJIOTHBIE;

3. Y3JI0BaTO-CIMBHOW - CJIHMSHHE OIMCAHHBIX BBHIIIE Y3JI0B, THIIUYHO B
MOAMBIIIEYHBIX, TTAXOBBIX, MEKbITOIMYHBIX CKIaJKaX.

Kax npaBumno, mpu Tpex onucaHHbIX Beimie ¢popmax peHoMen YHHBI-/[apse
BBIp@XKEH €J1ad0 M HE MOXKET cmocoOCTBOBaTh auarHoctuke. Ha ¢one y310B

MOTYT BO3HHUKATh ITY3bIPbKA M ITY3bIPH, S3BOJIOLWOHHUPYIOUIME B 3pPO3UU H
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kopku. Takke mTpu JaHHBIX (opMax MacToluTo3a MOTYT HaOMIOAAThCS
KpaTKOBPEMEHHBIE MPUCTYIIBI JOKAIBHOTO U T€HEPATU30BAHHOTO MOKPACHEHUS
KOXKHBIX TIOKPOBOB, COINPOBOXIAIOIIUECS BBIJACICHUEM MOYU C OOJBIIUM
KOJIMYECTBOM THUCTaMHUHA. J[aHHOE COCTOSIHME TPAKTYIOT KaK T'MCTaMHUHOBBIN
IIOK, W COIPOBOXKJAETCS OHO CHUMITOMAaMM YXYAIICHUE OOIIEro COCTOSIHUS
peOeHKa: BO3HUKACT WM YCWIMBAETCA 3y, OTEK M IIOKPACHEHUE KOXH,
MOSIBIISIETCST OECIOKOWCTBO, Pa3aPaKUTEIBHOCTh, TJIAKCUBOCTh, TaXWUKapaus,
TOJIOBHAs 00JIb, OMPEIENAIOTCS CUMIITOMBI cO cTOpoHbI JKKT — 60onu B s)kuBOTE,
METEOPHU3M, TOIITHOTA, AUapesl.

Tsxenoit Gopmoii KOXKHOTO MAaCTOLIUTO3a CUYUTACTCS OyJUIe3HBIN BapUaHT,
Opd  KOTOPOM B KayeCTBE  BBICHIITHBIX  JJIEMEHTOB  BBICTYIMAIOT
cyOamnuiepMalibHbIC IMY3BIPU, TOCTUTAIONINE KPYIHBIX pa3MepoB (2 cM u Ooree),
C CEPO3HBIM HJIM CEPO3HO-TEMOPPArUYECKUM COACPKUMBIM, B KOTOPOM MOTYT
OTIPENIENAThCS TYy4YHbIE KJIETKH, C TEHJACHIMEHW K CIUSHUI0O U 00pa30BaHHIO
OOIIUPHBIX 3po3uid. B Ma3kax, B3sTHIX CO JHA Iy3BIPs, OMPEACISAETCS OOJIbIIOE
KOJMYECTBO TYYHBIX KIJIETOK, 4YTO CBHUIETEILCTBYET O MACCHUBHOMU
uHQWIbTpalMK KOXW MacTouuTamu. [locime paspemieHus my3bIpedl MOXKET
OCTaBaTbCsl CTOWKas IMOCTIUTMEHTarus. Yacto Oyie3Hble BBICHITAHHS
BBICTYMAIOT JACOI0TOM 3a00JIeBaHUS M MPEINISCTBYIOT BOSHUKHOBEHUIO JIPYTUX
BBICBIITHBIX AJIEMEHTOB, 3a CYET Yero Oyiuie3Has ¢opma MacTOIUTO3a HeE
BBIICIISIETCS B OTJEIBHYIO KATETOPHIO.

CnenyomuyM THIOM KOXHOTO MAacTOLMTO3a MO YacTOTE BCTPEYAEMOCTHU
sBisgeTcs MacTonuToMa Koxku (10-25%), nuarnoctupyemasi Takke y ASTeH 110
2 ner, muKk 3aboyieBaeMOCTH — 3 Mecsana [5, 9]. Macromuroma mpeacTaBiseT
co0oit oanHOYHOE (penKo HAOIIOJAI0TCS HECKOJIBKO SJIEMEHTOB), OKpYTJIOE,
IJIOTHOE, AJIaCTUYHOE OO0pa30BaHUE THUIHUYHOTO IBETa (3KEITO-KOPUYHEBOTO,
KOPUYHEBOI'0, KEJITO-OPAHKEBOTO, PEXKE — KPAaCHOBATOTO WM PO30BOIO), C
MOBEPXHOCTHIO BHUJA «AMNEJIbCUHOBAasT KOPKa» U YETKHUMHU TpaHULIAMH,
nuaMmeTpoM 10 4 cMm. TunuuHas Jokanu3anus Ha KOXe IIeH, MJICYeBOro mosca,

KoHeuHocTel. [lomMuMo 3TOro, y OONBHBIX MOTYT HaOJIIOAAThCS BHEKOXKHbBIC
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MacCTOIIUTOMBI B JIETKUX, KOCTSX, ceie3eHke. Ilpu TpeHunm o0 opexny wuinu
HCKYCCTBEHHOM Pa3pakeHUH MACTOLMTOM IMPOUCXOIUT UX MOKPACHEHUE, OTEK,
MOTYT TIOSIBJISITBCSL TY3BIPHKH W TY3bIpU (MTOJIOKHUTENBHBIA cuMIToM Jlapbe-
VYHHBI), OecnokouT 3yaA. Jnas MacTomuToMbl, Kak W Uil MHUTMEHTHOU
KpaIMBHUIIBI, XapaKTePEeH CIIOHTaHHBIN perpecc [19].

Ecnu nBe onucanubie Bblle (GOPMbI KOKHOTO MACTOLIUTO3a XapaKTEPHHBI,
B OCHOBHOM, JJI1 JETCKOTrO BO3pacta, TO AUP@PY3HbIH MACTOUMTO3 MOXKET
BO3HHMKATh KakK y JeTed, Tak W B3pocibiXx manueHToB [13, 42]. Ouaru npu
muddy3HOM MaCTOLMTO3€ KpPYIHBbIE, HEMpaBUWIbHOW (OPMBI WM OKPYTJbIE,
KEJITOBATO-KOPUYHEBbIE, C YETKHUMHU TpaHUIaMH, TUJIOTHOH KOHCHCTEHIIUH,
JIOKANIMU3YIOUIUECS B TMOAMBIIICYHBIX, MaXOBbIX U MEXBATOJUYHON CKIaJKaX.
Yac ToO owaru 3axBaTbIBAIOT OOJIBIIYIO TMOBEPXHOCTh KOXH. [lOBEepXHOCTH
OYaroB HATAHYTas, 4YTO CIOCOOCTBYET IMOSIBICHUIO TPEIIMH, HKCKOpHUAIUH,
n3bs3BIcHUN. [Ipu TpaBMHpPOBAaHWM BBICHINIAHWK IOSBISIOTCS IMy3bIpu. [lpu
Ha0JII0IeHNH 32 OOJIBHBIMU OTMEYEHO, YTO TU(DPY3HBIA MACTOIIUTO3 CKIOHEH CO
BpPEMEHEM K MEePEXOAY B CUCTEMHBIN, IPUUEM Yallle BCETo y IeTeH.

NnmrocTpaiui  KOXKHBIX TPOSIBJICHUM MAacTOLMTO3a MPEICTaBICHbI B

[Tpunoxenun 1.

CucmemHble popMbl Macmoyumosa

Y B3pOCIBIX MMAlMUEHTOB Yalle BCEro BBIABIACTCS CHCTEMHbIU
mactouuto3 [5 37-40]. dopmbl CHUCTEMHOrO MAacCTOLIMTO3a OTPAXKCHBI B
NMPUBCJICHHOW BBIe 7Tab. 2, BKIOYAKOmEed B ceOS COBPEMEHHYIO
knaccudukauio mactornurosa (BO3, 2008) [39]. HecMmoTpst Ha MHOTOOOpa3ue
KIIMHUYECKUX BapHAHTOB, OOJIbIIIEE YMCIIO CIy4YaeB BHIMAJACT HA MACTOIMTO3,
HE aCCOLUMMPOBAHHBINA C IPYTMMH reMaToJIoruueckuMu 3aboneBanuamu. Cpenu
ATOW TPYNNBI Yalle BCETO Yy B3POCIBIX OOJBHBIX BBISBISETCS CHUCTEMHBIN
BsUTOTEKYIU MacTouuTo3 (60%), Ha BTOPOM MeCTe€ HaXOAUTCS arpeCCUBHBIN
Mactoruto3 (40%) [5]. ArpeccuBHBIM MaCTOIMTO3 SBJISIETCS MPOOJIEMOM,

IIOCKOJIbKY, BO-IICPBBIX, AO0CTATOYHO HCIPOCTO JHArHOCTUPYCTCA BBHAY
[25]



HEPEJKOr0 OTCYTCTBUSI KOXXHBIX CHUMIITOMOB, M, BO-BTOPBIX, MPOTEKAET C
MHOTOUYUCIICHHBIMU ~ OCJIO)KHEHUSMM:  aHauiakcus, TemaTOMeraius C
HapylmieHueM  (QyHKUMM  TI€YEHHU;  CIJICHOMErajiuss C  CHUHIPOMOM
TUIEPCIJIEHU3Ma; TaHIMTONEHUs, pa3BHUBAIOIIAsCid 3a CYET MACCHUBHOMU
uHpunpTparuu KM Macronmtamu; cuHapoM Manbadbcopouuu u ap. [puunHoii
ATOTO SIBIISIOTCS MAaCCHBHAs KJIOHAJbHAs TYYHOKJIETOYHAsT WHQWIbTpamus M
BbIJICTICHHE 00JIBIIOro KomuecTBa Meauatopos TK [49].

Knuanaeckue cumnrombl CM pa3zHooOpa3Hbl U 3aBUCAT OT HECKOJIBKHUX
(bakTOpOB: JOKaIM3alMd CKOIUICHUS TYYHBIX KJIETOK, KOJIMYECTBA TYUHBIX
KJIETOK B HMH(UIbTpaTax, oOOIIEeH Macchl OMyXOJEBBIX KIETOK, aKTHBHOCTHU
JCTPAHYJSIMKA TYYHBIX KIeTOK [22, 49]. Yaiie Bcero y OOJIBHBIX BBISIBISIOTCS
CJIEIYIOIINE CUMIITOMBI:

® KOXHBIE MEIUATOPHBIE CHUMIITOMBI: 3ya, (uamuHr (BHE3amHOE
MOKPAaCHEHWE KOXXHBIX TIIOKPOBOB JIMIA, TPYAH, BEPXHEHU TIOJOBUHBI
TyJIOBUIIA, TaKXe  Ha3bIBA€MOE  IMPWIMBOM),  KpalmMBHULA |
AHTHMOHEBPOTHUYECKUHN OTEK;

® TOJIOBHBIE 00IH;

e 00OMOpOYHBIE W TPETOOMOPOUHBIN COCTOSIHUSA, BO3HHUKAIOUIUE 32 CYET
CHW)KCHHS apTePUAIBHOTO JTaBIICHUS;

® TeMOpPpParuv4ecKue CUMITOMBI;

® OCTEOJECTPYKIMS C BBIPAXKEHHBIM KOCTHO-OOJIEBBIM  CHHAPOMOM,
OCTEOIIEHUS U OCTEOIIOPO3;

e cuMntoMbl co ctopoHsl KKT (TomHora, pBoTa, 001 B )KHBOTE, THAPES,
sA3Ba  KENyJKa W/WUIW  JABCHAAINATUICPCTHOW  KHUIIKH, CHHAPOM
MababcopOLun);

e sBJICEHUS OpOHXOCTa3Ma U acCTManoJ00HbIE CHMITOMBI;

e anadunakcus [23, 24, 28, 49, 51].

YCI0oBHO MOXHO moApa3faenuTh cuMmnTomMbl CM  HE TOJBKO IO

MPEUMYIIECTBEHHOMY TOPaX€HUIO CHCTEMbI OpPraHOB, HO W II0 OCTPOTE

[26]



TteueHusl. CpaBHHUTENbHAs XapaKTEPUCTHUKA OCTPBIX NPHUCTYNOB (IIPUIMBOB C

noTepell CO3HaHMsI, TUIIOTEH3UEW U Jp.) U YCIOBHO XPOHHUYECKOIO TEUYEHUS

Oone3nu npezcrasieHa B Ta6. 3 [21].

Tabnuya 3. Ilposaenenus macmoyumo3a npu OCmpuvlx dINU300aX U XPOHUYECKOM

meuenuu no cucmemam u opearam [21]

CuMnTOMBI CO
CTOPOHBI CHCTEM
OpPraHoB

OcTpbiii 3130/

MAacCTOIHUTO3a (IPUIUB)

XpoHn4yecKoe Te4eHue
MacCTOUMUTO3a (BHE
NpUWJINBa)

O0mme CHMIITOMBI

oO1mast pe3kas
c1abocTh

e YTOMJIIEMOCTh
e TIOTEPS Beca,

MMOKPACHEHUE KOXKH HCTOIICHHUE
JWIA U IMIeU e AHEMHUYECKHI
CHUHJIPOM
IenTpanbHasn rOJIOBOKPY>KEHHUE e TOJIOBHBIC OOJIH
HEPBHAasl CHCTEMA CUHKOTaJIbHbIC e HCPBHO-TICUXHYECKHE
COCTOSIHUS HapyIICHHUS
(TOBBINIICHHAS
AMOLIMOHATBHOCTb,
pa3ApakKUTEIbHOCTD,
TUTIEPAKTUBHOCTD U
neuImT BHUMaHMS)
Ko:xka KpaIluBHUIA e COJUTapHas
3y MacTOI[UTOMA
sK3eMa o uddy3HBII
My3bIPHbBIC MacCTOIIMTO3
9JIEMEHTHI e urticaria pigmentosa
e TEJIAHTUAKTA3ZUU
Kenyaouno- octpas 00Jb e TUIICPALIUIHBIN

KHIICYHbIN TPAKT

CIa3MBbl
TOIIIHOTA, PBOTA
nuapest

racTPUT

e s3BeHHas 0O0JIC3HB

e JIMCIIETICHS

e CHHIPOM
MajibabcopOIu

PecniuparTopnast
cucremMa

OCTPBIN
OpoHXxO0CMa3M
OpoHXxUuanbHas
00CTpyKIIHS

[27]
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CepaeuHo-
cocyaucTasi
cucreMa

COCYIMCTBIN
KOJLJIAIC

OCTpbIE HAPYIIEHUS
puATMa

TUMIOTOHUSA

KocTHO-MBILIICEUHASA

CHUCTEMA

e OCTCOJECTPYKIIHUS

e OCTEOIICHHUA U
OCTEOIIOPO3

e KOCTHO-MBIIIIEYHAS
001b

e TIATOJOTHYECKHE
TIEPEIIOMBI

IleueHnn

e TemaToMerajus

e CHHAPOM ITUTOIH3A

e TIIOpTajibHAs
TUTIEPTCH3US

e aCIUT

Jlumdonanbie
OpraHbl

e nuMdOaICHOMATHS
e CIUIEHOMETraJIus
e THIICPCIUICHU3M

KocTHBINH MO3T

e 0YaroBbI€ CKOILJICHHS
TK

e (ubpos

e JUCILIA3HS

e npoaudepamys

e TIAHIUTOIICHHS

e JICHKO3

Bo3moxHyr0

OTACJIIBHBIX

MeIMaTOpaMu MOYXHO YBUAETh B 1ab. 4.

CHUMIITOMOB C

BBIACTIAACMBIMHU

Tabauya 4. Meduamopvl myunvix Kiemox, OmeemcmeeHHble 3a KIUHUYECKUe

nposienenus macmoyumosa [23]

CuMNTOMBI/0MOJIOTHYECKHE

3¢ dexThI

MenuaTopbl

I'onoBHasa 00b

['ucramun, npocrarianaud Dy (T Dy)

I'nnorensus

I'ucrtamun, III' Dy, neiikorpuensr (JIT),

dakTop aktuBanuu TpoMOoUTOB (PAT)

[28]
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Aputmus

®OAT, dakrop Hekposza omyxou-aabda

(OHO-a)

AnaunakTHUECKHl 10K

I'ucramun, ®AT, JIT, IIT" D,

[ToBpIIEHNE COCYAUCTOU

IMPOHHULIACMOCTH

I'ucramun, JIT, ®AT, ddakrop pocTa

supoTenus cocyqnoB (OPIC)

Ctumynanys HEOaHTMOTEeHE3a

®POC, orkoctatua-M (OCM)

dubpo3 OCM, Ttpanchopmupyromui  daxrop
pocta-6era (TD®P-B), dakrop pocra
¢bubpobdnactoB (OPD)

Do3uHopunus Wnrepnerikunst (MJ1-3, NJI-5)

[N'unepkoaryssiuus Iutokunuel, Xemokunbl, UJI, DAT

AHTHUKOATYJISIINS, I'enapun, Tpunrasa

KPOBOTEUCHUS

OubprHOIN3, KPOBOTCUEHUS ['enmapun

YrHerenue cuHTte3a | Tpunrasa

¢bubpuHOTCHA

KoxHblii 3y

I'mctamun, MJI-31

Kpanusauna

I'mcramun, JIT, ®AT

Orex

I'mcramun, JIT, DPOC, HIUTOKUHBI

Hapymenue 6poHxuanbHON

IMPpOXOANMOCTH

I'mctamun, I1I" Dy, JIT, ®AT, sHnoTeana

Ortex JIErkux

I'mcramun, JIT, DAT

Kenynounas runepcekpenus

I'mcramun, JIT

bonu B xxuBoTe

I'mcramun, JIT, DAT

Huapes

['ucramun

N3MeHenne KOCTHOU CTPYKTYPBI

Tpunraza, NJI-6, DPD

Ocreomnopos

['enapun, nporteasbl

[29]




Hepqu/ICHCHHBIG BbIIIIC CHMIITOMBI MOI'YT BO3HHMKATb B PE3YJIbTATC
CIOOHTAHHOM ACTPAHYJSIOIUKN  TYYHBIX  KJICTOK 00 oA BOSI[CfICTBHCM

pa3zHoo0pa3HbIX (haKTOPOB, OTPAXKEHHBIX B 1ab. S.

Tabnuya 5. @axmopwi, nposoyupyrowue oeepanyisyuio TK [22]

Duznyeckue GPaxkTopbl

e Temto (4acTo): peKOMEHIyeTCsi OOJIbHBIM HE HCIOJIb30BaTh CIUIIKOM
TOpSYYI0 BOAY JIJISl BAHHBI/YIIA, a TAK)KE UCKIIOYUTH aKTHBHOE TPEHUE
KOH TIOJIOTCHIIEM.

e Xomon (9acTo)

e JlaBreHHEe U TpeHHUE KOXKHU (YacTO): 0OCOOCHHO YacTO MPU MACTOIIUTO3E
KOXH TOJIOBBI. B TSKENBIX clydasX HE PEKOMEHIYETCSl HMCIIOJIb30BaTh
cumnToM Jlapbe-YHHBI IS THArHOCTHKH.

o dusnueckas Harpyska (peaKo)

e DHJIOCKOIMMMYECKUE MPOIEAYPHI (B HCKIFOUUTEIBHBIX CITydasx)

e Manunymnsuuu u onepauuu Ha XKT

IMOIHOHAIbHBbIE (PAKTOPBI

e Crtpecc (yacTo)
e becnokoiicTBO (4acto)

e [lnau y gereit (yacTo)

JlekapcTBeHHbIe H HADKOTHYECKHE CPeCcTBa

e HIIBC (uacTo): actiupuH (aleTUIICATHUIINIOBAs KUCIOTa), OyTHOY(hEH,
nuknodenak, pendOydeH, dennndyrazon, haypounpoden, nudymnpoden,
WHJOMETAIlUH, KeTOnpodeH, KeTopoiak, MekiodheHaMmar, MEeTaMH30I,
MEJIOKCHKaM, HaIPOKCEH, Mponu(eHa30H U Jp.

e Omnwouasl W TPOU3BOAHBIE MOpUHA (pEenKo), Takue Kak MopduH,
KoAenH, OympeHopduH, MeNmepuanH, aekcTpomeTopdan, QeHTanm,
TpamajoJ u Jip.

e MuopenakcaHThl (pelIKo)

[30]
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e MecTHbIE aHECTETUKU (MCKIIOUUTEIBHO MPU UCIOJIb30BAHUM aMHJIHBIX
MPOU3BOJIHBIX: TPUMEKAUH, JIUJIOKauH, Oyl1MBaKauH, MEIMBAKAWH )

e KoHTpacTHbIE BellecTBa (Pelko)

e lutepdepon-anbda (B UCKIIOUUTENBHBIX CIIy4asiX)

e ['WapoKCMMOUYEBHUHA (B UCKIIIOUUTENBHBIX CIydasx)

e Komtounusl (penko)

Iuma

AJIKOTOJIb (4acTo)
Coipbl (penko)
Jpyrast numa (4acTto) — MHAWBHAYyaJIbHAs HETICPEHOCUMOCTh TE€X WIIM WHBIX

IMPOAYKTOB ITUTAHUA

YKycChl HACEKOMBIX

[Tyensr (yacTo)

Kpachublie mypaBbu (peniko, ucciaeaoBano s EBpornr)

FOPMOHaJ'IbHBIe HN3MCHCHUHA

bepemenHocTs (4acTo)

MeHncTpyanus (4acTo)

Pa3znoe

Nudexnum wim muxopaaka Jr000H 3THONOrHH (4acTO, OCOOSHHO Yy JIETEH )
IIpopessiBanue 3y00B y neteit (peako)
Bakmunarus (penko, 3a UCKIIOYEHUEM JAeTedl ¢ Aud@dy3HBIM KOXKHBIM

MAaCTOITUTO30M)

O6wnmne (QakTopoB, CIOCOOHBIX BBI3BIBATH JCTPAHYIAIMIO TYYHBIX
KJIETOK, TPUBOJUT K TOMY, YTO Yy OOJBHBIX CHCTEMHBIM MAaCTOIMTO30M B
HamOoJiee  TSOKENBIX ~ CIy4dasX  4YacThIM  OCIIOKHEHHEM  SIBIISIETCS
aHapunakTrndeckuii mok. OHAKO YacTOTa aJUIEPTHYECKUX PEaKIMi y JaHHBIX
MAIMEHTOB CXOJHA C YaCTOTOW B OOIIEH MOIMYJNSINH, O YeEM CBUACTEIBCTBYET

HOpMaJTBHBIN 001Hid ypoBeHs IgE [24, 39, 48].
[31]




Jpyroil BaXHbIA MOMEHT, OOBACHSIONINI CYIIECTBYIOIINE CUMITOMBI, B
TOM, YTO B CBIBOPOTKE KpPOBU OOJIbHBIX BBISBISETCS CTAOMJIBHO BBICOKHI
YPOBEHb TPUINTAa3bl, MOJ BO3ACHCTBUEM KOTOPOM COBMECTHO C TeNapuHOM
Hapylaercss OaJaHC MEKIy aKTUBHOCTBIO OCTEO0JIACTOB M OCTEOKIAcToB. B
pe3yabpTaTe aKTUBU3HPYIOTCSI OCTEOKJIACTBI M Pa3BUBAETCS OCTEOINEHUS, a 03%kKe
— octeonopos [7, 26]. Bo3aMokHO, renapuH SBISETCS MPUYMHOW BOSHUKHOBCHHUS
reMopparuyeckoro CUHAPOMa: OT NETEXHAIbHBIX KPOBOUIUSIHUI 10 HOCOBOIO
KpoBoTeueHus U kpoBoreueHnus u3 XKXKT [22, 46].

Kpurepun numarnoctukn CM mnpencraBienst BO3 B 2008 rony u
orpaxeHsl B 7Tab. 6. CorjacHO JaHHBIM KpuUTepusiM Uil auarHoctuku CM
HEO0XO/MMO HaJW4Me OJHOr0 OOJBIIOrO KPUTEPUS M OJHOTO Majoro, Ju0o

TpéX ManbIX Kputepues [5, 23, 36].

Tabnauya 6. Jluacnocmuueckue kpumepuu cucmemno2o macmoyumosa [5, 23]

boabuioi kpurepui MaJible KpuTepuu

MHOKeCTBEHHBIE wioTHbIC | Mopgonocuueckuti kpumepuii

UHQUIBTPATHl TY4YHBIX KIEeTOK (>15 | Hanmnume aTUMUYHBIX TyYHBIX KJIETOK,
TK B arperarax), BbISBIEHHbIE B |a HMEHHO BBISBICHHE B OHONTaTax
KOCTHOM  Mo3re w/wmm  japyrux | KM w/wim npyrux opraHoB U TKaHEH
OpraHax M TKaHsX, KpOME KOXKHU. >25% BepereHoBuAHbBIX TK U apyrux
HETUNUYHOU Mopdonorun win >25%

Hespensix TK.

Hmmynogenomunuueckutl kpumeput

Hetunuunsiii penotun TK xocTHOTO
Mo3ra, nepuepruieckor KpOBU /WK
JIPYTrUX OpPraHoB M TKaHEH, a UMEHHO

skcnpeccus CD25+ n/umm CD2+.

[32]
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Monexynapuviu kpumepuu

OOHapyXeHHEe TOYEYHON MyTaluu B
kogone 817 c-KIT B kimerkax
nepudepruyeckoil KpOBHU, KOCTHOTO
MO3ra WM TOPaXEHHBIX TKaHEH W

OpTaHOB.

buoxumuueckuii kpumepuii

YpoBeHb TpuUNTa3bl B CHIBOPOTKE
KpoBH >20 HI/MII.

He wucnonezyemcs, ecau ookazano
Hanuyue opy2020 KJIOHAIbHO20

MUETIOUOHO20 PACCMPOCMEA.

UeTblpe Ha3BaHHBIX BBIINIE MaJIbIX KpUTepHs oTHeceHbl BO3 k maHHOM
rpynmne, TOCKOJIbKY TOpoi He  00JafalT  JOCTATOYHBIM  yPOBHEM
YYBCTBUTEJIBHOCTH M CHEUPUUHOCTU A guarHoctuku CM. B oTHomenuu
UMMYHO(EHOTUITMYECKOTO KPUTEPHUSl KOJUIEKTUBOM aBTOpoB U3 HMHcTtuTyTa
mactonmrto3a B Toneno (Mcnanust) ObUIO MpOBEAEHO UCCIENOBAHUE, COTIACHO
KOTOPOMY METOJbI BBISIBJICHUS 3KCIPECCUPYEMBIX Ha IOBEPXHOCTU TYYHBIX
kiertok CD25+ u CD2+ uMerT OuYeHb BBICOKYIO UYBCTBHUTEIBHOCTb, HO HE
obnagarot 100% cnenuduyHocThIO. JlaHHBIE MapKepbl OBLIIM BHIOPaHBI B CBSI3U
C TeM, 4TO OBLIO 3aMEUYEHO IMOJIHOE OTCYTCTBUE UX IKCIIPECCUU HA MOBEPXHOCTHU
HOPMAaJbHBIX TYYHBIX KIJIETOK KOCTHOTO MO3ra, TOrJa Kak NpU Halu4duu
CUCTEMHOI'0 MaCTOIMTO3a YaCTO BBIABISETCS KOAKCIPECCHUS TAHHBIX aHTUT€HOB.
Tax, CD25+ skcmpeccupyercs TyYHBIMH KJIETKAMH KOCTHOTO MO3ra BO BCEX
HCCIICIOBAHHBIX CIIy4asX CHUCTEMHOro mactoruTo3a (crenuduaaHocts 100%),
OJIHAKO B PEAKHX CJIy4yasX BBISABIAETCS M MpHU clydyasx 3a0ojieBaHUs, HE
BINHCHIBaIOIIUXCA B  Kputepun BO3 st CUCTEMHOro  MacTOIMTO3a

(cnermuduanocts 99,2%). Torna kak onpenenenue sxcnpeccun CD2+ obmamaer

[33]



MEHBIIIEH YYBCTBUTEIBHOCTHIO [IJIi BBISBICHUSI CUCTEMHOTO MAacCTOIIUTO3a,
paBHoU 83,3%, u aHanoruuHou cnenupuaHocThio (99,2%). i npyrux TKkaHeu
YyBCTBUTEJIBHOCTh W CHEIU(UUHOCTh METOJAa CYIIECTBEHHO CHIDKAETCSA IO
CpaBHEHHIO ¢ KOCTHBIM Mo3roM: 77,8% u 96,8% cootBeTcTBeHHO miigs CD25+ u
40,7% wu 85,7% cootBetrcTBeHHO 1i1si CD2+ [32].

[Ipu Owomncuum KOCTHOIO MoO3ra TMOMHMO Ha3BaHHBIX M Haubojee
uzydeHHbix CD25 u CD2 pekomeHayeTcsi OmpeaesieHHEe APYTrUX MapKepoB
mactouuToB. CD25 — anwsda-uens NUJI-2, sxcripeccupyercsi Ha aKTUBUPOBAHHBIX
B- u T-numdonurax, a Takke Ha OMyXOJEBBIX KJIEeTKax, B ToM uucie Ha TK, u
SBJISIETCS HanboJiee TOCTOBEPHBIM HMMMYyHO(EHOTHIIHYeCKUM Mapkepom CM,
9TO OBUIO MPOJEMOHCTPUPOBAHO B OMUCAHHOM BbIIIe ucciaeqoBanun. CD2 — T-
TUMGOIUMTApHBIA  TMOBEPXHOCTHBIM aHTUTEH, OJKIpeccupyromuiics Ha T-
muMmpornutax, NK-knetkax, TK. Ero orcyrcTBue cBHACTEIBCTBYET O TOM, YTO
nponudepanuss TK He cBa3zana ¢ MacronuTo3oMm. s moATBepKIEHUS
UHOUIBTPAIMM TYYHBIMM KJIETKAMU TakkKe ucnoib3yioT wmapkep CD34,
KOTOPBIM BBISABISETCS Ha KIETKaxX-TpeAllecTBeHHUKax, 303uHodunax, TK, u
mapkep CD45, oOmuii JeWKOIMUTapHBIM aHTUTEH, BBIIBIAEMBIM Ha BCEX
KPOBETBOPHBIX 3JIeMeHTaX, BKiItouas TK, kpome 3pensix aputporuro. CD117,
on ke KlT-peuentop, Takke MOXET ABIATHCA  MOATBEPKICHUEM
Ty4YHOKJIETOUHOM  uHPmibTpauuu.  Kpome  TOro,  JOMOJHUTEIBHBIM
OMOXMMHYECKUM KPHUTEPHEM MAaCTOIIMTO3a MOXXET ObITh oOHapyxkeHue AT k
tpunTase [30, 32, 35].

ITocne mpoBeaeHHoi auddepeHanTbHON THATHOCTUKH CHCTEMHOTO U
KOXXHOTO MacCTOI[UTO3a HEOOXOAMMO Pa3rpaHuuuTh paznuynbie Gopmbr CM s
OTIpEJICICHNs] JTMHAMHUKH, TPOTHO3a U JIEUeOHOW TaKTHKU HJisi BEJICHUS
KOHKPETHOTO nanuenTa. Pa3nenenue manueHToB Ha TPYNIbI OCYIIECTBISETCS
HAa OCHOBaHWHM B-KpuTepueB, OTpPaKAIHNX THKECTh TEUCHUS 3a00JeBaHUA
(cormacao pexkomenmanusim BO3 B-(‘Borderline Benign’) findings) u C-
KputepueB, oTpaxawmux arpeccuBHOcTh TedeHus CM  (C-(‘Consider

Cytoreduction’) findings) [51], koTopsie oTpakeHsl B Tao. 7.
[34]



Tabauya 7. B- u C-npusnaxu, ucnonsv3zyemsie 0751 Oughepenyuposanus opm

cucmemnoz2o macmoyumosa [5, 23, 51]

B-npusnaku

C-npu3zHaku

HCI’ZOJZbSyiOmC}Z ot OUEHKU

msdicecmu mevyenust 3a001e6aHusl

HCI’ZO]ZbSyIOWZCﬂ 0t OYEHKU

aszpeccusnHocmu 3a0b01e6anUs

1. Mudunbrpanus KOCTHOIO MO3ra

Ty4dHbIMU KieTKaMu >30% wu/unu

TpUNTa3a CbHIBOPOTKH KpoBu >200

1. Hapymienne QyHKIUH KOCTHOTO

MoO3ra BCJEACTBHE HMHQPUIBTPALNU

ATUIIMYIHBIMU  TYYHBIMH  KJIICTKAMW,

HT/MJI. MPOSIBJISIONIEECS ITUTONEHUEH OJTHOTO
Wi HECKOJIBKUX POCTKOB
KPOBETBOpPEHHS (aHEMUsSI — YPOBEHb
remorinoomda <100 r/m, aOcosroTHas
HEUTPOIICHUS — HEHUTpODUITBI
<1,0*10%n, TpombouuTONEHUS « —
Tpom6GouuTsl <100*10%/1).

2. Hucruiazus wia | 2. [lanematopHo  ompepensemas

muenomnpoiaudepanus  KIETOK  HE | rernaroMeranus C pU3HAKAMHU

MaCTOIIMTAPHOTO pPOCTKa, | HAPYIICHUS byHKIUN MEYCHH,

HEJOCTAaTOYHAs Il YCTAHOBJICHHUS | aCIIUTOM U/ OpTaIbHOM

JMarHo3a JPYToro | TUMEepPTEH3UEH.

reMaTOJIOTUYECKOTO 3a00JIeBaHUs C

HOPMAaJTbHBIM WIH HECKOJIBKO

YMEHBIIICHHBIM KOJIMYECTBOM

KPOBETBOPHBIX KJIETOK.

3. T'emaromeramus O0e3 mnpusHakoB |3. JlokazaHHOE  BOBJCYCHHE B

HapymieHus: QYHKIUHA TEYEHW W/WIHM | TATOJOTUYECKUA  TPOIECC  KOCTEH

MajgbIaTOPHO omnpenensemas

CINICHOMCT aJIUA oe3 IIPHU3HAKOB

TUNEPCIUICHU3MAa U/WUiu

CKeJIeTa C HaJJM4ueM B HUX OOJIBIIHX

04aros OCTEOJIU3HCA W/

MaTOJIOTUYECKUX MEPETOMOB KOCTEN.

[35]
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mumaaeHonaTus, omnpenesemMas
NajgbHaTOPHO MM C  HOMOIUBIO
BU3YaJTU3UPYIOIINX METOJI0B

HCCICOAOBAaHUA.

4. IlampmatopHo  ompenensieMas

CINICHOMCTAJINA C TUIICPCINICHU3MOM.

5. ManbsabcopOuusi co CHM)XEHUEM
Macchbl Tela BBUAY  MACCHBHOM
uHpunpTpat  JKKT — TyunbiMu

KIICTKaMH.

Pa3paboTanHble M 03By4YCHHBIC B TaOJUIE KPUTCPUH B OOJBIIMHCTBE
CIIy4acB TIO3BOJISIOT OJHO3HAYHO TPAKTOBATh CHMITOMBI 3a00JICBaHUS U
JTUArHOCTUPOBaTh Ty Wik uHyo Gopmy CM. Tak, eciu MalnMeHT HE HUMeEEeT
kputepueB B- u C-rpynn, oTcyTcTBYIOT npusHaku CM, acconMupoBaHHOIO ¢
reMaToJOTUYECKUM 3a00JIeBaHUEM, JTMAarHO3 3BYUUT KaK HH/AOJEHTHbIN, WJIH
psutorekymmii, CM (Indolent systemic mastocytosis, ISM). Bomesnp y
NaIMEeHTOB, UMEIOIUX 2 WM Ooliee Mpu3HAKa B-rpymmbl, Mpu OTCYTCTBUH
npusHakoB C-rpymibl paciieHuBaeTcs kak Tiaewmmuii CM (Smoldering systemic
mastocytosis, SSM). /laHHbIit BApHAHT CUATACTCS MOATHIIOM BsutoTekyiero CM
Y BBIJICIISICTCS UCKITFOYNTEIIFHO HA OCHOBAaHMHM OOJIBIIIEH MacChl MACTOIUTOB [ 36,
48]. Eme oauuM moxBapuaHTOM — HHAOJAcHTHoro CM  cumrtaercs
U30JIMPOBAHHBIM MAaCTOLUTO3 KOCTHOI0 MO3ra, JHarHOCTUPYEMbIM Ha
ocHoBaHMU TopaxeHus: KM mpu MHTaKTHBIX KOXKHBIX TTOKPOBAaX M OTCYTCTBUU
C-npuznakoB [5]. Tlpm Hammuuu omgHOrO M Ooyiee mpu3HAKOB C-TPyYIIIEI
nuarHoctupyercsi arpeccuBHblii CM  (Aggressive systemic mastocytosis,
ASM) wnu TyuyHokjJdeTrouHbnii Jeiiko3 (Mast cell leukemia, MCL) [46].
Pasrpanndenune naHHBIX (OPM OCYIIECTBISECTCS HAa OCHOBAaHHWH IIOJCYETA

KJIETOYHOTO COCTaBa B MpenapaTre KOCTHOTO MO3ra Wi nepudepruieckor KpoBu:
[36]



npu Hanuuuu 20% u 60jee TydHbIX KIETOK B KOCTHOM Mo3re uiau 10% u Gonee
B mnepudepudeckoidi  KpOBM  CUYHTAIOT  TOATBEPXACHHBIM  JIHArHO3
Ty4yHOKJIETOUHOro Jieiiko3a [45, 46]. IlomBapmantom arpeccuBHoro CM
ABIIAETCS JIUM(aASHONATUYECKU MaCTOLIUTO3 C 303MHO(PUIINEH, TOABAPUAHTOM
TY4YHOKJICTOUHOTO Jielko3a — aneiikemudeckas ero ¢dopma (BO3, 2008).
Huarno3 capkombl u3 TK craBuTcs npu Hanuuuu coluTapHOW YHU(POKAIBHOM
omyxomu u3 HuskomupdepennupoBannsix TK, mist koTtopoit XapakTepeH
MHPUIBTPATUBHBIN pocT, U oTcyTcTBUU KputepreB CM [5]. Ot capkomsr u3 TK
HeoOxoanMo audPepeHIInpoBaTh BHEKOKHYI0 MACTOLMTOMY, TTOCKOJIBKY OHH
UMEIOT PSIJI CXOJCTB (HATIMYHME COJTUTAPHOW YHU(DOKATHHON OMYXOJIH U3 TYYHBIX
KJIETOK U OTCYTCTBHE NMPU3HAKOB CHCTEMHOTO M KOXXHOTO MAacCTOIMTO3a) U P
OoTAMYni (A7 BHEKOXXKHOW MACTOLIMTOMBI XapaKTepHBI MOP(]OIOrHIeCKH
BBICOKOIH(PEepeHITNPOBaHHEIC KJICTKH, OTCYTCTBHE NIPU3HAKOB
uHpUIbTpaTHBHOrO pocta) [5, 48]. C anropuTMOM JMArHOCTHKH Pa3IUYHBIX
dbopm CM moxHO 03HaKOMUTHECA Tab. 8.

Boisinenue — puarnoctuueckux B-  u C-kpuTepueB  MO3BOJISET
pasrpaHUuMTh JIETKHE U  TsDKENble BapUaHThl KJIMHUYECKOTO  TEUCHHS
mactonmro3a. Kak mMoxHo mpocienuth no C-KpurepusiM, Hauboliee TKeIbie
dopmbr CM 00ycClOBIEHBI HaTU4YHEeM OOJBIION MacChl OMYXOJIEBBIX TYYHBIX
KJICTOK U MaCCHUBHOM MH(QUIbTpAIUCHi TKaHe# u opraHos [45, 49].

Knunnyecku 3TOT npoiiecc mposBISIeTCs] YTHETEHHEM (DYHKIIMH KOCTHOTO
MO3ra pa3BUBAIOIIMMU CHHAPOMAMH TPOMOOIMTONEHUH, TPaHyJIOLUTONECHUH,
aHeMHMM U  pa3BUTHEM Yy TMalMEHTOB TI'E€MOPPAruvyeckoro CHHAPOMA,
MHQPEKLINOHHBIX TpoleccoB U Ap. MHPuabTpanus mMacTonuTaMu BHYTPEHHUX
OPraHOB TMPUBOAUT K SBJICHUSAM CIUICHOMETAIUHM U THIEPCIUIEHU3MA,
rernaToMerajiny ¢ Mpu3HaKaMH HapylleHus (pyHKUUN NeYeHu, U B JajbHEUIIeM
— moJopranHoi HepoctatouyHocTy [49]. Ot Hamuuus wian orcyrcTBus B- u C-
KPUTEPUEB HAINPSAMYIO 3aBHCUT IMPOTHO3 3a00J€BaHMs M TaKTUKa JICUCHHS

manucHTa.
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Tabnuya 8. Juacnocmuuecxuii aneopumm CM [40]

¢ buoncug KM

» TlonoxuTenbHas peakiys Ha Tpunrtasy u/minu ooHapyxenue KIT-

MYyTaIiH

» Ummynodenorunupoanue TK (CD25+ w/umu CD2+)

¢ VYpoBeHb CHLIBOPOTOYHOI TPUNTA3BI

e Ckpununr Ha myTanuio KITD816V-myrauuio KM, kKpoBu Wjin Apyrux

BHECKOKHBIX 04aroB

e Ckpununr Ha myTanuio FIP1L1-PDGFRA (KM uiu KpoBH) — NPU 303MHOPUINHT

BroisiBiienue coorBercTBHs Kputepuam CM

(1 6oabmoi + 1 Majiblii njau 3 MaJIbIxX)

Boabmoii

MaJablie

» MynbTudoKaibHbIe TUIOTHBIE
un¢punsTpatel TK (>15 TK B

UH(UIBTpPATE)

» Atunmynas mopgomnorus TK

(<25%)

» c-KITD816V-myramus
» CD25 w/mm CD2 skenpeccust Ha

TK

» Tpunra3za ceiBOpoTKH >20HT/MI

CootrBercrByeT Jiu kKputepusim BO3 pass CM, accouupoBaHHOIO ¢ IPYrHMH

reMaroJiornueckumm 3adosesanusimu (He u3 TK)?

JA

CM, accourupoBaHHbBIN C
OCTPBIM MUEJIOUTHBIM
JICKO30M

CM, accouMupoOBaHHbIN C
MUEJIOJUCIIIIACTUUYECKIM
CHUHJIPOMOM

CM, accouuupoBaHHBIN C
MHETTONPOIu(epaTUBHBIM
HOBOOOpa3oBaHUEM

CM, accouMupoBaHHbIN C
XPOHUYECKUM
MHEJTOMOHOIIMTAPHBIM
JIEHKO30M

CM, accouMupoBaHHbIN C
XPOHUYECKHM

703UHO (PHIIBHBIM
JICUKO30M

CM, accolMupoOBaHHbIN C
HEXOHKKHHCKON
TuMQpoMoi

CM, accolMupoBaHHOU C
MHO>KECTBEHHOM
MHEIIOMOM

HET
>20% TK B C-npusHaku Het C-npu3nakoB
omonrare KM
Ty4dHOKIIETOYHBII ArpeccuBnbii CM | UHnonentusiii CM
JENKO3

17001
Taeromuit CM
(npu HamU4MU 2-yX
u 6onee B-

MIPU3HAKOB)
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1.4. leyeHune

JleueHne NAIMEHTOB C MACTOIIMTO30M HAMPSIMYIO 3aBHCHT OT (HOPMBI
mactormro3a [36]. Y gerell BBIABISAIOTCS KOXKHBIE (OPMBI C TEHACHIUEH K
CaMOIIPOU3BOJIBPHOMY pa3pellieHUI0, IO3TOMY M HHUX Oojiee aKTyallbHa
CUMITOMAaTHYeCKass MeANKaMEHTO3Has Tepanus. JIJIMTENbHOCTh Tepanuu
HaXOIWUTCS B 3aBHUCHMOCTH OT CHMITOMOB: MpPH AaKTUBHO OECIMOKOSIINX
cUMNTOMax (HapacTarolas Chillb, MOCTOSHHBIM 3y, MPWINBBI) Ha3HAYACTCS
NOCTOSIHHAsE ~ aHTUTHCTaMUHHAs  Tepamus W [POTHBOBOCIATUTENIbHAS
TITIOKOKOPTHKOCTEPOUTHAS Tepamusi, TOT/Ia KaKk HEKOTOPBIM JIETSIM JOCTaTOYHO
SMHU30JMYECKOr0 MpHeMa aHTUrHCcTaMUHHBIX npemnapatoB [10, 38]. Kak
OpaBUJIO, JI€TH C MACTOLMTO30M HAXOAATCA TMOJ, HAOJIIOJEHUEM Bpaya-

AcpMmaroora.

B3pocasiM  BBUAY aOCOJIOTHOTO TpeoOiafaHusl CHCTEMHBIX (opMm
MacCTOIIMTO3a HEOOX0UMO HaOII0/IeHHE Bpaya-remaTtosiora. TedyeHue 00JIe3HU y
B3pOCJIBIX TOXKM3HEHHOE U CTaOWJIbHOE, TOATOMY TJaBHBIMHU 3aJadyaMu

MGHHK&MGHTOC&HOﬁ TCpaInuu ABJIAIOTCA:

e 0Oopnba ¢ UMEIOIMUMHUCI CUMITOMAMH (CUMIITOMATHYECKask Teparnms);

e mpoduIaKTHKAa OCJIOKHCHWW, pa3BUBAIOIIUXCA HW3-3a MACCHUBHOM
nerpanyinsiuun - TK  (KOJUTanTOMIHBIE  COCTOSIHMS, OCTEONEHUS U
0CTEOnopo3, aHaQUIAKTUUECKHUE PEaKINH U JIp.),

® yMeHbIlIeHHe Macchl omyxoJieBblx TK mpu MaccuBHOU HH(PHUIBTpanuu
TKaHE ¢ OpraHoB (LMTOPENyKTHBHAas Tepanusa mpu Hamuuun C-
npu3HakoB: wuHQWIbTpanmu KM ¢ pa3BuTHEM MaHIHWTOICHWUH,
rernaToMerajuu ¢ CUHAPOMOM MNOPTAIBHOM TMIEPTEH3UH, CINIEHOMET NN
C CHHIPOMOM THIEPCIJICHH3MA, OCTEOJAECTPYKTHUBHOIO CHUHIPOMA,

nopaxenus JKKT ¢ cunagpomom mansabcopommm).
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BBuay MHOroo6pasusi u 60JIbIIOro KOJIMYECTBA KIMHUYECKUX CUMIITOMOB
HauOosiee BOCTPeOOBAaHHOM Jisi OOJBIIMHCTBA MallMEHTOB (Kak AeTel, Tak U
B3pPOCIJIbIX) OCTAE€TCSl CHMIITOMATHYECKas Tepanus, TJaBHOW LIEJIbI0 KOTOPOU
ABJSIETCS KOHTPOJb Haja Aerpanyinsiuneil TK u  ycTpaHeHue sIBIEHUM

BO3JICHICTBUS MEIUATOPOB HA TKaHU ¥ opransl [23].

Takum o0Opa3omM, Oa3ucHOW Tepamueil y BCeX MNALMEHTOB SBISIOTCS
AHTUTUCTAMHUHHEBIC CpeJCTBa. JIOTIOJTHUTEIBHBIMU npernaparamu,
OKa3bIBAIONIMMH B HEKOTOPOM CMBICIIE aHTHUMEIUATOPHOE ACHCTBHE, SBISIOTCS
aHTHJICHKOTPUEHOBBIE TpemnapaTsl, rmokokoptukoctepounbl (I'KC), a taxxke
npenaparbl TPyMbl  JeKapcTBeHHBIX cpenactB (JIC), crabumm3upyrommx
MeMOpaHbl TyYHBIX KJeTOK. [Ipy HazHaueHWM JOOBIX AononHUTENbHBIX JIC (B
nepByto ouepenp HIIBC, >xapONmOHMKAIOMUX, OMHOWUIOB, MHOPEIAKCAHTOB,
npenaparoB Il MECTHOW aHeCTe3MH U Jp.) CJIeAyeT IOMHHUTh MPO UX
TPUITEpHOE BIMsHUE Ha Jerpanyisanuio TK M OTHOCHTBCS K JaHHOU Tepamuu C
OCTOPOXHOCTBIO. [Ipy HEOOXOAMMOCTH MPOBEACHUS OINEPaLUU MO HAPKO30M
enecoo0pasHo Ui MpeMeIUKaIlMi HCIOJIb30BaTh HECKOJIBKO OOJBIINE 03B

aHTUTHCTaMUHHBIX NpenapaToB win ['KC.

Ha pmaHHBIE MOMEHT JIEYCHHE MACTOI[MTO3a OCTAaeTCs BO MHOTOM
CUMIITOMATHYECKHM, OJHAKO B CIIy4asX arpecCHUBHBIX (OPM MacTOIUTO3a
aKTUBHO WCITOJIB3YeTCs W crenuduueckas NUTOpeAyKTHBHas Tepamus. Ha
MPaKTUKE HAIIUTM TPUMEHEHHUE KaK CYIIECTBYIONINE pa3paOOTKU MOJIEKYISPHOMI
(TapretHoii) Tepamnuu, crnenu@uuHON K KieTkam 0e3 myrtanum c-KIT D86V
(umaTrHMOA ME3WJIaT W Jp.), TaK M Mpenaparbl U3 psaa IUTOPEIYKTUBHON HE

TapreTHON Tepanuu (MHTepepoH anbda, kiaapuoun) [39].

Jleuenue B Ka>XJ10M KIIMHNYCCKOM cliydac JOJIDKHO OBITH
HMHAWBUAYAIU3UPOBAHO, HANCJICHO HaA KOHKPCTHBIC IIPOABICHUA 6OJ'I63HI/I,

TAXKECTh €€ TCUCHUA U IIPOTrHO3.
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Pa3paboTanbl NpPOTOKONBI 10 BEJEHUIO MALIMEHTAa C MACTOLMTO30M,
KOTopble omnmyOnukoBaHbl Ha caiite MHcTutyra MccnenoBanust MacTtouuTosa

Kactunuu-Jla-Manua (Tonego, Hcmanus) (http://www.mastocitosis.org/area-

profesionales/protocolos-de-tratamiento.html).

Huxe OynyT paccMOTpeHbl OCHOBHBIE HCIONb3yemble rpynmbl JIC mis

JICUCHHUA MaCTOLIMTO3Aa.

CumnTOMaTMyecKan TepanmAa mMacToumTosa: aHTUrnctamuHHble J1C,
CTabnnms3aTopbl TYYHbIX KNETOK M aHTUNenKoTpueHosble J1C
AHTI/IFI/ICTaMI/IHHBIe U aHTHHeﬁKOTpHeHOBBIe npenapaTBI - HaI/I6OJ'Iee

gacto wucnosub3dyeMble rpynnel JIC, mnockonbky 001a4al0T CIIOCOOHOCTBIO
OKa3bIBaTh TOJIOKHUTEIIbHOE BO3JEHCTBUE KaK TMpPU KOXKHBIX dopmax

MacCTOIIUTO3a, TaK U IPU CUCTEMHBIX [36].

HauGomnee mone3HbIMH IS JTOCTHOKCHHS KIMHUYECKOro 3ddekra cranu
6510kaTopbl  Hi-TUCTAMUHOBBIX PpELENTOPOB JJIMUTENBHOTO JIEUCTBHS, HE
oOnagaroniye ceaTUBHBIM 3P peKkTom (LIeTUPU3UH, JIEBOLIETUPU3HH, JIOPATAIUH,
bexcopenanun u ap.) [24, 36, 42]. Dtu antuructamuaaeie JIC Ha3bIBaIOT
JTHEBHBIMHU M PEKOMEHIYIOT K HCIOJIb30BaHUIO JeTsIM (Kak B KadecTBe
JUTUTEIBHOW Tepanuu, TaK M SMU30JUYECKON) U B3POCIBIM (JJIs1 TOKU3HEHHOU

TE€panuy CUMITOMOB M CHUKEHUS PUCKA PA3BUTHS OCJIOKHEHHUI).

[Tpumenenue YKa3aHHBIX IpernapaToB B COUYETaHUU C
AHTWJICHKOTPUEHOBBIMHU cpeacTBamMu (3apupiaykact) mo3BosisieT 3(PheKTUBHO
BO3/ICIICTBOBATh HAa KOXHBIE CHUMIITOMBI (YMEHBIIEHUE 3yJa, aKTUBHOCTH
BBICHINIAHWM, TIOKPACHEHMS, OTEKa), a TaKKe Ha HEKOTOpbIE KEITYyJIO0YHO-
KHUIIIEYHbIE CHUMMTOMBI (Hampumep, 0onb B xkuBoTe). B orHOomenmn XKKT-
CUMIITOMOB W3  TUCTaMHHOOJIOKAaTOPOB  MCIOJIB3YIOTCS  Takxke  Hp-
TUCTaMUHOOJOKATOpHl  (paHuTHAMH,  (HaMOTUAMH)  TPH  TOBBIIICHUH
KHUCJIIOTHOCTU JKEJTyJIOYHOTO COKa, S$I3B€ JKENIyJKa M JIBEHAJUATUIIEPCTHOU

kuky, pedirokce [43, 48].
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N3 cTabmim3atopoB TYYHBIX KIETOK HCHONB3YyeTCs KeToTHu(eH w
KPOMOJIMH HATpHsl MpU OECTIOKOSIIEM 3y/e, aKTUBHO MPOTPECCHPYIOIMIEH HWIIH
Oone3HeHHOH cbiny, mpu cumnToMax nopaxeHus KKT: cnactuueckux 6omsix B
KHBOTE, pBOTE, Jjaumapee, Metcopusme [23, 43]. Jug  nmocTwkKeHUs
MEPBOHAYAJILHOTO  TepameBTUYECKOro 3(¢exkra HeoOXOOuM  JIOBOJBHO

JUIUTENBHBIN npueM npenaparos (4-6 Heaenb).

[lokazaHo, dYTO TOCTOSIHHBIM TpueM aHTUrHcTaMuHHBIX JIC WU
ctabunuzaropoB TK 3HaYUTENBHO CHUMXAET PUCK PAa3BUTUS OCTEOINOPO3a H

OCTEOIECTPYKTUBHOIO CHHIpoMa y marmenToB ¢ CM [23, 38].

HNHTepecHo, 4TO HEKOTOPhIE aHTUTHCTAMUHHBIE TIPenapaThl CIIOCOOHBI HE
TOJIBKO JEWCTBOBaTh YE€PE3 pEUenToOpbl TUCTAMUHA, HO MW  YrHETaTh
nerpanynsiuuto  TK  (azenmactuH, »SNMHACTHH), a TakXe YrHeTaTb pOCT

omyxodeBsix TK in vitro (;moparagun, Tepdhenanun) [23].

CumnromaTudeckas TCpamus:-d AHTUTUCTaMUHHBIMH IperaparaMmu
MpOBOAUTCA ITOCTOAHHO BCCM IIAIIMCHTAM C MAaCTOHUTO30M. Ha3znauute >TH

IMperiapaTbl MOXCET U TCPAIICBT, U ICPMATOJIOT .

MpoTtuBoBocnanuTenbHan Tepanua: rokokopTnkocteponapl (FKC)
I'KC oTHOCSTCA K 4acTO Ha3HAYaeMoul rpymiie NpenapaTtoB JJIs JEUEHUS

CM [34, 48]. TKC oxa3sBatoT crabmimmsupyroimiee Bo3zaehctBue Ha TK,
CHIDKAIOT MPOAYKIIHIO (pakTopa pocTa CTBOJOBBIX KiIeTok (SCF) m npyrux
nutokuHoB [34]. MHTepecHO, uTo cucremHoe BBeneHne ['KC He okasbiBaer
CyliecTBeHHO Oombmero 3¢d¢exra, YeM MECTHOE TNPHUMEHEHHE JaHHBIX
MpernapaTroB, CHUMAIONIUX OTEK, 3yaA, MmokpacHeHue [23]. OmHaKo CUCTEMHOE
BBegeHue 'KC B BbICOKHMX J03aX MOKa3aHO MpHU arpeccuBHOM TeueHun CM u

SIBJICHUSX MajibabcopOIuu, acuute, renatodudpose [49].

Kpome TKC B pamy JIC ¢ mnpoTuBOBOCHATUTENbHBIM d(HPEKTOM
BO3MOXHO WCIOJIb30BAHUE AUETWICATULIWIOBOM  KHUCJIOTBI (ACK),

HECEJIEKTUBHO MHrudupyromei mukiookcurenassl 1 u 2 (HOI'-1,2), a Takxke
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nopasistomiet cunre3 [N Dy, mpu yyacTum KOTOpOro pa3BUBAIOTCS TaKHE
CUMIITOMBl KaK TOJOBHAas 00Jib, TUIOTEH3Us, HapyLIEHHWE OpOHXHUAIbHOU
MpoBOAUMOCTH, aHadunakcus [23, 24]. Ognako npumenenne ACK orpanuueno
TeM, 4TO caM 1o ceOe JaHHbIi npenapat (kak u psan apyrux HIIBC) cnocoben

CTHMYJIMPOBATh JICTPAHYJIAIUIO TYUYHBIX KIeTOK [23, 49].

Tepanua ocTeoaecTPyKTUBHOIO CUHAPOMA: BucpocdoHaTsl
Eme oxHol Ba)xHOU cocTaBisIOUIed Tepanuu sBIsOTCS Ouchocdanars

(amenpponar, wuOaHApPOHAT,  30JICHAPOHOBAs  KHCIOTa,  PU3CHIPOHAT),
NPUMCHCHUE KOTOPBIX HAIGIICHO Ha MNPEJOTBpPAlllCHUE WJIH JICUCHHE
BO3HUKIIIETO OCTEONOPO3a M OCTEOJCCTPYKIIMU, YacTO BhIsABIsIeMOro npu CM,
KaK NPy MaJOaKTUBHON WHJIOJICHTHOW (opMe, TaK M Mpu 0ojiee CEPhE3HBIX
dopmax arpeccuBHoro CM u Jeiiko3a u3 TyuHbIX kieTok [19, 45]. ¥V muorux
NAIMEHTOB C JJaHHBIMU (popMaMu 00JIE3HU BO3HUKAIOT HEOOBSICHUMBIC OONH B
KOCTSIX, KOTOpPBIE CO BpEMEHEM HCYe3alT npu mpueme Ouchocdonator. C
OMOIIBI0O METOJIa JIEHCUTOMETPHUM JOKa3aHO CYIIECTBEHHOE YBEINYEHUE
KOCTHOW TKaHH MpH JIEUEHUU NpernaparaMu TaHHOW JEKApCTBEHHOW TpYIIbI
[23]. IIpu HenepenocumocTu OnuchochOHATOB MPUMEHSIOT HU3KKE 10361 MDH-
o aubo neHocymal (Tmperapar YelOBEYECKUX MOHOKIOHATBHBIX AHTUTEN K
JUraHiy pelentopa akTuBaropa saepHoro ¢akropa kamma-B (RANKL),
NPETSITCTBYIOMINI aKTUBAIIMKM PELENTOPOB Ha TMOBEPXHOCTH OCTEOKIACTOB U

HOJJABJISIOIINX UX aKTUBHOCTH) [23].

HeoTnoxHaa NoOMoLLLb NPU BOSHUKHOBEHMUM aHAPUNAKTUHECKOM peaKLmm:
anuHeppuH
Y HEKOTOPHIX MAIMEHTOB B TeUYeHHE OOJIE3HW BO3HHUKAIOT CHMIITOMBI

aHaUIaKCUM C PE3KUM TMaJICHHEeM apTepUaTbHOTO JIaBlCHUS, TOTepen
CO3HaHMs, 3aTpyJHEHUEM JAbiXaHus. J[laHHBIE S0U30Abl MOTYT BO3HHUKATh
CIIOHTaHHO, OJIHAKO JOBOJBHO YacCTO PAa3BUBAIOTCS B OTBET Ha BO3JICUCTBUE
npoBolupyonmx ¢paktopoB. B TakoM ciydae, mOpexJe BCEro MNalHUEHTY
peKkoMeHayeTcsi u30eraTb KOHTaKTa C JAaHHBIMU (DaKTOpamMu, BbI3BIBAIOIIMMU

NErpaHyJIALIMI0 TYYHBIX KIETOK, OCOOEHHO €CIIM W3BECTEH KOHKPETHBIM
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npoBokaTtop (ykycel HacekoMbiX, JIC u ap.). K ToMy ke Hy>)KHO BcerJja TOMHHUTh
O CKJIOHHOCTH K aHA(QMIAKTHYECKUM PEAKIUSAM Yy MalMEeHTOB C MAaCTOIMTO30M.
Ecnu B anHamHe3e ObUIM MOAOOHBIE Cilydyau, TO PEKOMEHIYETCS MalMEeHTaM
BCETJIa HOCUTh ¢ CO00H anmHepuH B mmpunax-pydkax (Ana-help, Ana-kit, Epi-
pen) [23, 39]. K coxanenuto, nanHas ¢popMa BbITyCKa IpernapaTa He JOCTYIHA
narueHTaM B Poccum [5]. B Takom ciiydae BO3MOKHO BBEACHHE aMITyJbHOTO
aapenanuna (0,1%) ¢ moMoub0 HHCYJIHMHOBOTO Impuiia B go3e 0,3-0,5 mi B/M

(s meredt mepecyet q03bI U3 cooTHomeHus 10 Mxr/kr) [16].

Hy}KHO IIOMHHUTBH, YTO BBCIACHHC AAPCHAJIMHA IMOKA3daHO HCKIIFOYUTCIIBHO
IMpu pa3BUTUHU TSDKEJIOM CUCTEMHOM pe€akuun CO CHMKCHUCM CUCTOJINYCCKOTI'O
AI[ MeHee 90 mm PT. CT. U PA3BUTUCM KOJUIAIITOUIHOTO COCTOAHUA (pe31<a51
CJIa6OCTI), MMOTIINBOCTD, IOTCPA CO3HAHUSA, HCIIPOU3BOJIbBHOC MOYCHCITYCKAHNUC U

nedexanus).

[Tomumo appeHanuHa MAlMEHTY C MACTOIUTO30M PEKOMEHAYETCS MUMETh
npu cebe TabMeTKu NpeaHU30iI0Ha, (aMOoTHAMHA M XjopnupamuHa. [locie
yIYUIIEHUS COCTOSHUSL MPHU TSKEIOW CHUCTEMHOM peakIMu WIM MPU PEaKInH
JIETKOW MJTM CpellHEeW TSKECTH PEKOMEHJIOBAaH IMPHUEM JaHHBIX MpEernapaToB IO

cxeme, otoOpaxkeHHo# B Tab. 9.

Tabnuya 8. Tepanus u 0036l npenapamos Npu pazeumuu CUCMeMHbIX PeaKyutl y

nayuenma ¢ macmoyumo3zom [16]

JIC, npuMeHsieMble NIPHU Ho3b1 JIC s Ho3b1 JIC muist geteit
Pa3BUTUM CUCTEMHBIX | B3POCJbIX NALMEHTOB
peakumii y NauueHToB ¢

MAaCTOIUTO30M
1. Tlpenuuzoson 1 mMr/kr Beca nmepopansHO | 1 MI/KT Beca nmepopajgbHO
2. X10ponupamuH 20 mMr nepopaibHO - B Bo3pacte oT 1 1o 12

Mec. — cuporn 0,25 mu;
-ot 1 go 6 netr — 0,5 mu;
-ot 7 no 14 ner —0,5-1

M1 (HO He 60s1ee 2 MI/KT)

3. ®amoTUIUH 20 Mr nepopajibHO - ¢ 3 net (npu Bece Ooiee
10 kr) — 2 mMr/kr/cyT
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XumuoTepanusa (UMTOpeayKTUBHAS, UKW NPOTUBOONYXO/1eBas Tepanus)
[MuTopenykTuBHAsT Tepamusi HEOOXoAWMa TOTHa, Korja oOmas macca

OIYXOJIEBBIX KJIETOK OYEHb BEJIMKA M CYIIECTBYIOT IPOSBICHHS HapyLICHUS
OpraHHbIX (PYHKIMH BCIEICTBUE MACCUBHOW HWHQUIBTPALMH OIYXOJEBBIMU
kierkamu. lIpumenenne tepanuu y nanveHToB ¢ CM moka3zaHO IpU HAIWYUA
03BYYEHHBIX Bbllle C-IPU3HAKOB, KOTOPBIE HUCMOJB3YKOTCA IJs AUArHOCTHUKH
arpeccuBHOro CM M 0CTpPOro Ty4HOKJIETOUYHOTO Jietiko3a [ 30, 32].

CranpapTHble CXEMbl M MPOTOKOJBI JEYEHUS ISl TAKUX MAIUEHTOB
HaxoAsATCs B pa3pabOTKe, TMOATOMY Cpelud MpenaparoB MNEpPBOTO  psja
ucrnonb3yrorcss MHorue JIC ¢ pasHeiMu MexaHusmamu JaerctBusi: MOH-o,
TUAPOKCUMOYEBUHA, (uynapabuH, nurapadun, knaapubun [36]. B cxemsr
neyenust dvacto BkimodaloT ['KC, oco0eHHO 3(h(EeKTUBHBIM cuUUTaeTCA
coBMecTHOe npuMeHeHue ['KC + NOH-a y nanueHToB ¢ nopaxeHueM Ne4eHu u
aciutoM [49]. [lomumo storo, UOH-o OaronpusiTHO BIMSIET HA IETPAHYJISAIUIO
TYYHBIX KJIETOK, YMEHbIIAasi CHUCTEMHOE BO3JIEHCTBME MEIMATOPOB HA TKAaHU,
CIoCO0EH yMEHbIIaTh UHQWIBTPAIIMIO KOCTHOTO MO3Ta TYYHBIMH KJIETKAMH, a
Takke OOpOTbCA C SIBJICHUSMHU aclUTa, MOPaXXEHUs IMEYEeHHU, OCTEeONopo3a,
muroniennn [23]. Onmnako mnpumenenune M®OH-o orpaHuyeHo AIUTEIBHBIM
dbopmupoBanueM >¢hdekTa y HEKOTOPHIX MAIMEHTOB (B TE€UEHHWE HECKOJIBKHX
MECSIIEB).

Kimanpubun (anTHMeTabOIMYECKOE CpEeJCTBO, YrHETalolee JejeHue
KIeTOK 3a cuer wuHruOupoBanusi cunte3a JIHK) noBombHO akTuBHO
UCIIONB3YETCsl JUId YCTPaHEHHS MEAHATOP-OOYCIOBIEHHBIX CHUMIITOMOB U
CUMIITOMOB, CBsI3aHHBIX ¢ HHpmiIbTpanued TK medeHu, cene3eHKH, KOCTEH,
XKKT, KM, 3a cuer yruerenusi cunreza TK [42]. Haubonee >¢dhekTHBHBIM
MOKa3aJl ceOsl aHHBIM MpenapaT Nnpu Tepanuu arpeccuBHOro CM, mOCKOJIBKY
MO3BOJISICT JIOOUTHCS OBICTPOTO OTBETA M penyKiuu omyxoseBbix TK [36, 42].

IIpoBeneHne NPOTHBOOINYXOJIEBOM TEpPAllMM IPOBOJUTCS II0 CTPOIMM

IIOKAa3aHUAM BpadaMH-OHKOJIOIaMHU B CIICHHUAJIN3UPOBAHHBIX OTACJICHUAX.
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TapreTHaa Tepanva
TapreTtHasg Tepanmuss — OTO HAIpPAaBJICHHBIA TUII TEpalnuu IPOTHUB

KOHKPETHON MyTallu{, YTO TEOPETUYECKH MOBBIMIAET d()(PEKTUBHOCTH TEpAIHH
U CHIDKAET KOJMYECTBO MOOOYHBIX peakiui. Mnes TtapreTHoll Tepanuu O4YeHb
MEPCIeKTUBHA B TEOPWUH, W CHHTE3MPOBAHHBIE TIperapathl TOKa3bIBAIOT
BBICOKUH MpOLeHT d¢¢GeKkTuBHOCTH (N VItr0, OJHAKO B KIWHHYECKUX
WCCIICIOBAHUSX JaHHBIA TPOICHT HUXKE, YTO JUKTYyeT HEOOXOIAUMOCTh
npojomkeHus: mouckos JIC.

NUmatunn6d — waruburop BCL/ABR THpO3MHKHMHA3BI, MOATOMY Yalle
UCTIONB3yeTCS  JUIA  JICUYSHHUS JIPYTHX  KJIOHAIBHBIX  T'€MaTOJIOTHYECKUX
3aboneBanuii. K coxanenuto, B otHomenun mytanuu C-KIT numatuau® mmeet
BEChMa OTPaHUYCHHYIO dJ(PQPEKTUBHOCTh, OJHAKO O0JIATaeT HEBBICOKOU
AKTUBHOCTBIO M B OTHOIICHHHM HEKOTOPBIX peakux, «He-KIT»-myTamuii npwu
neuennn CM, uyTo 0O0yclnaBiMBaeT €ro HCMOJb30BAHUE [JIS  JICUCHMS
OTpaHUYECHHON TPYIIbI MalueHToB (Bcero Menee 10% oOT Bcex MAIMEHTOB C
CM) 6e3 KIT-myrarmu [23, 29].

AKTHUBHO pa3pabaThIBAIOTCS MpouYre aHajaoru (Ma3aTUHUO, da3aTUHHO),
0JIHaKO UX 3P(HEKTUBHOCTH, KaK MPAaBUIIO, 3HAYUTEIHHO YCTyHaeT UMaTUHUOY, a
TOKCUYHOCTh U BpEeMs JIOCTHKEHUSI TepareBTUUecKoro 3(¢exra Bo3pacTaror.

Ma3utuau® Obul  pa3paboTaH M3HAYAIBHO JJII TPHUMEHEHUS B
BETCPUHAPHON KIMHHUKE C LEIbIO JICYCHUS MAaCTOIMTOMBI y cobak. OmHako in
Vitro mpenapar mokasal JTOCTaTOYHO BBICOKYIO 3()()EKTHBHOCTh M B OTHOIICHUH
myTtupoBaBmux TK denoBedeckoit mnonymsumu [29]. Kak u wumaTuHUO,
Ma3UTHHHO TIPU JICUEHWHW MACTOIIMTO3a HE TOKa3all BBICOKOTO pe3ysbTara B
ornomenun KlT-myTamuu, ogHako oH MeHee 3G ()eKTuBeH, 4eM UMaTUHUO, U B
OTHOLIEHUU Oosiee peakux MyTanuil. OPQPeKkT B HCCIEAOBAHUAX JTAHHOTO
npenapara pa3BUBAICS MEIJICHHO: MUHUMYM Ha 12-i1 Hexdene, npuyeM
JIOBOJIBHO 4YacTo HaOmromanuch moOodHbie 3¢ dexThl Tepanuu: oteku (44%),
tomHota (44%), cymoporu (28%) u ceimb (28%), a Takke OOpaTUMBIA

arpaHyJIOIMTO3 B OJHOM ciydae [29, 42].
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JlazaTuHMO sBISETCS MYJIBTHKMHA3HBIM MHrHOUTOpOM, B Teopuu B 100
pa3 MPEBBIMIAIONIMM aKTUBHOCTh uMaTuHuOa [23]. JlazaTuHu®O HE TOJBKO
obmanaer 3ppexTuBHOCTRIO TpoTuB KIT-MyTanmu u npyrux Myranuid, HO in
Vitro okaspiBaeT mpoTHBOOMyXoyieBoe BosneiictBue Ha TK. Hecmorps Ha
0oOHaJeXKUBAIOLIME PE3YJIbTAThl JIAOOPATOPHBIX MCCIEIOBAaHUN, HA MPAKTHKE
OKa3aJioch, YTO JaHHBIA Tmpenapar o0JafaeT KOPOTKUM  MEPUOIOM
NOJIYBBIBEACHUS,, U MOTOMY JOCTATOYHO CJIOKHO JOCTUTHYTH 3()PEeKTUBHOU
JNEUCTBYIOIEH KOHLIEHTpauuu Oe3 Ha3HAayeHUs TOKCHYECKOW a03bl. Takum
o0Opa3oM, na3aTMHUO TakkKe He OblT peKOMEHJIOBaH 1jisi nmpuMeHeHus npu CM
[33].

Munocraypun (PKC412) sBnsiercs 6oJiee mepCreKTUBHBIM IIperapaToM,
yeMm na3aTMHUO W mazatuHuO. Kak u nazaTuHuO, JaHHBIA Mpenapar sBIsSeTCs
MOIIIHBIM ~ MYJIBTUKMHA3HBIM  HWHTHOMTOPOM, OJHAKO €ro  aKTUBHOCTH
pacnpoctpansiercss Ha mnporenHkuHazsy C, FMS-mogoOHy0 THUpPO3MHKHHA3Y
(FMS-like tyrosine kinase-3, FLT3), PDGFRA (platelet-derived growth factor
receptor alpha), cocyaucThiii 3HAOTENMANBHBIA perenTop (akropa pocra 2
(VEGFR-2), u KIT [27]. Mexanu3m AeHCTBHS MHUIOCTAypHHA 3aKI0YaeTCsS B
uaruoupoanun ¢Gochopunupopanus KIT wu BemeacTtBue 3TOro yrHeTeHUU
cuntesa onyxoieBbix TK. Kpome Toro, mpenapart cauxkaet aerpanynsuuto TK u
MOKET UCIOJNb30BAThCSA [JII TEpalud TPH  BBIPAKEHHBIX MEAHATOp-
00yCJIOBICHHBIX cUMIITOMax. Ha maHHBIH MOMEHT pe3yibTaThl MCCIIEIOBaHUMN
penapara OJHO3HAYHO CBUJETEIBCTBYIOT O JOCTHKEHUU OINPEAEICHHOIO
TepaneBTUYEeCcKoro 3p¢ekra: HECMOTpPSI Ha TO, YTO HE yJACTCs JOCTUYb MOJHOM
PEMUCCUHU,  BBDKMBAEMOCTb  OONBHBIX, NPUHUMAIONIMX  MHUJOCTAYPHH,
MIPEBBINIAET BBIKUBAEMOCTh OOJBHBIX, B CXEME€ JIEYCHUS KOTOPBIX JTaHHBIN
nperapar oTcyTcTByer [27, 49].

Takum oOpa3zom, TapreTHasi Teparnus SBISETCS MEPCIEKTUBHBIM METOIOM
nedennst 0ompHBIX ¢ CM, TpeOyrommm manbHEeUITUX HUCCIEIOBAaHUN M HOBBIX,
oosee »ddexkTuBHBIX mpenapaToB. MOoXHO Junlb JA00aBUTh, YTO, Kak

aJpTEpHATUBA  TAapreTHOW  TEpaluM, HANPaBJICHHOM HAa  YCTpaHECHUE
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MOJIEKYJISIPHBIX 1e()EKTOB KJIETKH, UCCIAEAYIOTCS APYrHe MyTHU BO3ACHCTBUS Ha
OIyXOJIEBbIE KJIETKHU — MeMOpaHHbIE M LMTOIJIA3MATUYECKHE — C LEJbIO
noaasieHus upesmepHoil mponudepanuu TK [23]. Takxke akTUBHO U3ydaroTCs
U pa3pabaTbIBalOTCSI METOJbl TapreTHoMl Tepamuu s BoznenctBus Ha CD-

aHTHreHsl omyxojessix TK [32].

AnnoreHHas TPaHCN/1aHTaunA CTBONOBbIX KNETOK
AnnorenHas TpaHCILUIAaHTalUsA  CTBOJIOBBIX  KIICTOK I JICHCHUSA

MAacCTOIMTO3a MCIOJIB3YETCS JIOBOJBHO pEIKO ¢ TI0Ka3aHa B Ciyyae
yIpoXKaromel >KU3HU CHUTYallMd, TO €CTh TYYHOKJIETOUHOro Jieiko3a u CM-
aCCOIMUPOBAHHOIO T€MAaTOJIOTHYECKOr0 3JI0KaUeCTBEHHOTO HOBOOOPA30BaHUSI.
[IporieHT NaHHBIX MAIMEHTOB HEBEJIHMK, M JI0 HEKOTOPOrO BPEMEHH HE OBbLIO
OJIHO3HAYHBIX JAHHBIX, CBHUJACTCILCTBYIOIIUX 00 2h()EKTUBHOCTH WU
Hed(PEKTUBHOCTU JTaHHOTO MeTona jedeHus. Ognako B 2014 romy Ustun u
COaBTOpaMH OBLIO MPOBEJECHO PETPOCIEKTUBHOE HCCIEJIOBaHUE TPYNIbI U3 57
nanreHToB ¢ CM u nposenenHoi amio-TCK (38 u3 Hux umenu nuarto3 «CM-
aCCOIMMPOBAHHOE I'eMAaTOJIOTHYECKOe 3a00JIeBaHNE HE U3 TYUYHBIX KIETOK», 12 —
«TYYHOKJIETOYHBIN JIEUKO3», 7 — «arpeCCUBHBIA CUCTEMHBIH MAacTOIUMTO3»). 110
pe3yibTaTaM HccienoBaHus y Oombinei yactu nanueHToB (70%) ObuT moaydeH
OTBET Ha Tepamnuio, nmpuueM y 28% Obla BbI3BaHA MoONHAs pemuccus, y 21%
MAIlMCHTOB BBISABICHO CTAOMIBHOE TeueHHWe OoJyie3HHW u eme y 9% Oone3Hb
oKaszanach pedpakrepHa K TpaHCIUIaHTanuu. Hawmbosee BBICOKHE TOKa3aTenu
BBDKMBAEMOCTH B TE€YEHHME 3-X JIeT IoKazajga rpynna mnaimueHToB ¢ CM-
ACCOIMMPOBAaHHBIM T'€MAaTOJOTHYECKUM 3a00JIeBaHHEM HE W3 TYYHBIX KIETOK
(74%), 43% mnauuentoB ¢ arpeccuBHBIM CM u 17% mnamueHToB ¢ JIEHKO30M
TY4HBIX KJIETOK. TakuM o0pa3oM, JaHHOE HCCIEIOBAaHUE II0Ka3alio, 4YTO
aQJUIOTeHHAass TpPaAHCIUIAHTAllMS  CTBOJIOBBIX  KJIETOK  SIBJISIETCA  JIOBOJIBHO
s pekTHBHBIM MeTo0M JedeHus CM-acCOMUPOBAaHHOTO TeéMaTOJIOTHISCKOTO
3a00J1eBaHUS HE W3 TYYHBIX KJIETOK M arpeCcCHBHOIO MAaCTOIMTO3a, TOTJa Kak
MaIMEHThl C TYYHOKJETOYHBIM JICHKO30M Ja)e MPU NPUMEHEHUU JTaHHOTO

METOJIa HaXOIATCS B TPYIIIIE BRICOKOTO pUcKa [45].
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1.5. MNporHo3 u BbIMBaemMocTb 60/1bHbIX

JJist marMeHToB IETCKOro BO3pacTa ¢ XapaKTepHBIMU KOKHBIMU (hopMamMu
MacTOIMTO3a MPOrHO3 OsaronpusaTHbIA. M3BecTHO, uTOo ¥ 99% nereit 0one3Hb

perpeccupyeT K HaCTYIICHHIO IyOepTaTHOro Bo3pacta [9-11].

VYV 3-5% nanueHTOB JAETCKOrO0 BO3pacTa C JOUArHo3oM «Iu(Qy3HbIN
KOXHBII MAacTOLMTO3» KIMHUYECKAs] KapTHHA HE YKIaJAbIBAETCA B THIUYHYIO:
no3auuii 1e0rT (mocie 10 net), nud@y3HbIH TUI MOpPaXKEHUS KOXKHU, paHHEe
IPUCOEIUHEHNE CHMITOMOB CO CTOPOHBI BHYTPEHHHMX OpraHoB. Mmerorcs
JAHHBIE, YTO [JIs OTOM TIpPYNNbl JETE XapaKTEPHO MPOrpeCCUPOBAHUE
3aboseBanus ¢ pazsutueM CM Bo B3pocsiom Bo3pacte [15]. [Iporuos 3aBucHr ot

chopmupoBasieiics B ganpHelmeM ¢gopmbl CM.

CnoxHee o0OCTOMT CHUTyallus CcO B3pocibiMu mnanueHtamu ¢ CM.
ITockonbky cymecTByeT Heckosibko (GopM CM ¢ pa3HBIMH KIMHUYECKUMU
MPOSIBJICHUSIMHM, TIPOTHO3 M BBDKHMBAEMOCTh OOJBHBIX [JII JTHX TPYIII
ommuaetca. B 2010 roay wuccienoBaTensaMu KIMHUKA Meilo NpoOBEJIEHO
MacITabHOE PETPOCIIEKTUBHOE MCCIEAOBAaHUE, B KOTOPOM OBLIH PacCMOTPEHBI
naHHbie 342 B3pocibix manueHToB ¢ CM, nuarHocTupoBaHHBIX 3a 30-meTHUI
nepuon (¢ 1976 mo 2007 rr.). IlomydyeHHble B JaHHOM MCCIIEIOBaHUU

pe3yabTaThl npeacTaBieHsl Ha Puc. 1. [36, 40]

HNuponentnnrii CM  (MCM, ISM) cunraercs Hambojiee dacTo
BcTpeuaeMoii hopmoit CM. B omumckiBaeMOM HCCIICIOBAaHHH 3Ta TPyIa ObLia
HambOombiet (N=159, 46%). Kak mpaBuio, manueHTsl ¢ WHAOIEHTHRIM CM
OTJIMYAIOTCS MOJIOABIM BO3PAaCTOM M IIOXOKEM KIMHUYECKOM KapTUHOM:
npeo0Iaanre KOXKHBIX MPOSIBJICHUHN, TOpaKeHNWEe OOJIBIION TIOMAMN KOKHBIX
MMOKPOBOB, MpucoeAuHeHne cumMnToMoB co ctopoHbl JXKT (0onum B xkuBoOTE,
TOIIHOTA, pPBOTa, AWapes). B 3Toil rpynme ObUTM BBIICICHBI TIOIBAPUAHTHI

nHaoneHTHoro CM: manueHTsI ¢ TierormumM CM (SSM, 14%) u n30aupoBaHHBIM
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mactorutozoM KM (BMM, 23%). OcranbHble MallMeHThI HE BXOAWIN HHU B TY,
HU B Jpyrywo rpymnmy. BeisBiaeHo, 4to mamueHThl ¢ TiaeromuMm CM crapiie
OCTAJIbHBIX, Y HUX Tpeobiiafany o0lue CUMITOMBI U aHEMUUYECKUU CUHIPOM.
HampoTtuB, mnamueHThl ¢ W30JUMPOBaHHBIM  MactoruTo3oM KM  yarie

MMPpCAbABIIAIOT »KaJI00BI Ha MCIUATOPHLIC CUMIITOMEI U aHa(i)I/IJ'IaKCI/I}O.
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Pucynoxk 1. Bvioxcusaemocms 6onvhbix ¢ paznvimu gpopmamu CM no dannwvim

pempocnekmusHo20 ucciedosanus 6 kiunuke Meiio [36, 40]

(ISM — wunponentusrii CM; ASM — arpeccuubii CM; AHD — CM, accoluupoBaHHBIN C
remaronornyeckum 3adoneBanueM He n3 TK; MCL — TyqHOKIETOUHBIH NeiKko3)

OOmias MeanaHa BBDKMBAEMOCTH BCEX IMAIIMEHTOB ¢ MHOOJEHTHBIM CM
CYIIECTBEHHO HE OTJIMYAETCS OT KOHTPOJBHOW T'PYMIIbI, YTO MOXXHO BHJAETHh Ha
Puc. 1. Opmako MeguaHa BBDKMBAEMOCTH HalMeHTOB ¢ miecronmM CM
3HAUUTEIBLHO OTJMYAETCSI OT BBDKMBaeMocTH HHAoJeHTHoro CM m
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n3onupoBaHHoro mactoruTo3a KM (120 wmecsaueB npotuB 301 wmecsia).
CuuTaercs, 4YTO TOXWJIOM BO3pacT TMalMeHTa sBIsSETCs  (PakKTopoM
HEOIaronpusaTHOrO MPOrHo3a npu tiaeroueM CM, Kk Tomy e mpu 3Toi popme
BbISIBIIsIeTCSL Oojiee BBICOKMM pUCK TpaHchopmaiuu B arpeccuBHbli CM unu
TY4YHOKJIETOUHBIN Jeiko3 (18%) mo cpaBHEHHMIO C OCTalbHBIMU (OopMaMu

nHpoiaeHTHoro CM (menee 3%).

Bropoii mo wacrore BcTpewaemMocTu rpynmnod nanueHtoB ¢ CM B
UCCIEAOBAaHNN  OKasaiuch mamueHtel ¢ CM, accoumMpoBaHHBIM €
remartoiorndyeckum 3adoineBanuem mne w3 TK (n=138, 40%). Cpenu Hux
OOJIBIITMHCTBO MaIMeHTOB (89%) HaOJII01aTNCh c JMarHO30M
MuenornpoudepaTuBHOE 3a0osieBaHUE (MuenonpoaudepaTuBHOE
HoBooOpazoBanue, XMMJI unun MJIC), Torja kak octaibHble UMENU JUM(oMY,

MHOXECTBEHHYI0 muenomy, XJIJI, amunongos.

OO6mass  MenanaHa  BBDKMBAeMOCTH  Juisl  mamueHToB ¢ CM,
aCCOLIMMPOBAHHBIM C remMaTojiorhyeckuM 3abosneBanueM He u3 TK, cocraBuia
24 mecsama. Cpenu HUX HauOOJBIINE MMOKA3aTed BEDKMBAEMOCTH Y OOJIBHBIX C
MuUeIoInpoaudepaTuBHBIMU HOBOOOpa3oBaHusiMU (31 Mecsi), HAUMEHBIINE TPU

XMMII (15 mecsueB), MJIC (13 mecsues).

ArpeccuBHblii CM 0b11 muarHoctupoBan y 12% manueHToB, y KOTOPBIX
Yalie BCEro  BBIABISUINCH  OOIIME  CHUMIITOMBI, T'€NaTOCIUIEHOMETalus,
nuMQaneHonaTus, Tsxenas anemus (<70 r/m), tpomGounuTronenus (<100*10%m),
BBICOKMH YPOBEHb TpPHUMTa3bl CHIBOPOTKU. OOImIas MeanaHa BBDKUBAEMOCTU

COCTaBJISIET Y ATUX OOJILHBIX 41 Mecsill.

Ty4HOKJ/IETOYHBIN JIEHKO03 acCCOLMUPYETCS C HAUXYIIIUM IPOTHO30M —
MeJIMaHa BBDKMBAEMOCTHM NALMEHTOB coOCTaBWia Bcero 2 Mecsua. OaHako
HEOOXOIMMO YYHTHIBATh MAJIO€ YHCIIO HAOIOJACHHUA B UCCIICIOBAHUH KIMHUKA

Meiio (n=4).
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Takum o6pazom, nmporHo3 s naumeHToB ¢ CM 3aBHCHT OT (OpPMBI
3a00J1eBaHMs U TaKUX (PAKTOPOB, KaK: BO3PACT MalMCHTA, HAIMYKUE arpPeCCUBHBIX
KJIMHUYECKUX CUMIITOMOB. Hannydmuni nporso3 y mauveHTOB ¢ MHIOJEHTHBIM
CM. HxX BBDKHBAaEMOCTb HE OTJIIMYAETCI OT BBDKHMBAEMOCTH B o0OmIei
MONYJISIIIUU, HO CIEAyeT OOpaTUTh BHUMAHHE Ha 3HAYUTEIBHOE YXY/IICHUE
Ka4yeCTBA MX JKM3HHU. 3HAUYUTEIBHO OTIMYAIOTCSA IOKA3aTEIM BBDKHUBACTCS Y
naneHToB ¢ arpeccuBHbiIM @ CM, ¢ CM, accolMUpOBaHHBIM C
reMaToJIOTHYecKuM 3abosieBaHueM He U3 TK, ¢ TYYHOKJIETOYHBIM JIEHKO30M.
OTUX MAalUEHTOB 3HAYMUTEILHO MEHBIIE, HO OHU HYXKJIAIOTCS B CBOEBPEMEHHOU

JAUArdHOCTHKE M JICHCHHNHU, LICIIb KOTOpOﬁ - JOCTUIKCHUC PCMUCCHUMN.
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[nasa 2. MaTtepuansl n meToabl UCCnegoBaHUA

OO0beKT HceIeI0BAHNUS: TTALIMEHT C AUATHO30M «MACTOLIUTO3.

IIpeamet uccaenoBanusi: Gpopma 3a0osieBaHus y MalMeHTa, €ro J1e0I0T,
TeyeHue (CMMIITOMAaTHKa, HaJIM4uMe TOCHUTAIM3alui, perpecca W mporpecca
3a00JeBaHMs), METOJAbl JUATHOCTUKU M JieueHUs] OOJE3HH Yy KOHKPETHOTO
MalueHTa.

Marepuajbl W MeTOAbl HCCJIAEAOBAHUSI: B HCCIEAOBaHUE ObUIU
BKitoueHbl 123 marmenta (99 nereit m 24 B3pocibix), U3 HUX 13 nereit u 8
B3pocibix mnamnueHtoB u3 Cankt-IletepOypra u Jlenunrpaackoir oOnacTw,
OCTAJIbHBIE — W3 pa3HbIX TopojioB B P® u crtpan OJMKHET0 3apyOexkbs
(Azepbarimxkan, benopyccus, Kazaxcran, Ykpauna) u ctpad banruku (JlarBus).
Ha Puc. 2 npencraBnena reorpadus 3a00jeBaHUs MO JaHHBIM MaTepHaliOB

UCCJIEJOBAHHBIX TPYIII.
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Pucynok 2. Pacnpocmpanennocms macmoyumosa y oemeti U 83pOC/iblX
N0 OAHHLIM UCCAEO0BAHHBIX 2PYNN NAYUEHMO8
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I'pynna u3 99 nanueHTOB AETCKOrO Bo3pacta o0benuHseT 49 neBouek u
50 manpuukoB B Bo3pacTe OT 3 MecdAueB A0 17 monHbX JeT. AOCONIOTHOE
OOJBIIMHCTBO CiiyyaeB macTtouurtosa (84,8%, N=84) B uccienoBaHHON rpyIe
MPUXOJIUTCS Ha JACTeH NMEPBBIX MIeCTU JeT *Ku3Hu (3+1,6 jeT).

Cpenu 24 B3pOCIBIX MAIMEHTOB MPEJICTABICHBI JaHHbIE 16 KEHIUUH U 7
My>kuuH. Bo3pacT mauueHtoB gaHHoW rpynmsl — ot 18 go 66 ner (37,8+10,5
JIeT).

PaGota BrimonHeHa Ha 6a3e otaeneHus: oHkorematonaoruu Ne3 'opoackoit
KIIMHUYECKON OonbHUIIBI No31, T/ie MpoXOoauiid JIeYeHNE HEKOTOPbhIC MAIMEHTHI
¢ CM wu oTKyna TOJydyeHbl W TPOAHAIM3UPOBAHBI BBIIUCKU U3 HCTOPUU
00JIe3HN.

Kpurepun BKIIOYEHUS B HUCCIEJOBAHME TAIMEHTa — HaJIU4HUe
YCTAHOBJIEHHOTO JMarHo3a «MAacTOIMTO3» W €ro BapUaHTOB («IIUTMEHTHAas
KpaluBHULIA», «CUCTEMHBIA MAaCTOLUTO3», «arpECCUBHBIA MacTOLUMTO3» U JIp.) B
UCTOPUU OOJIE3HU WU MEAUIIMHCKON KapTe aMOyIaTOPHOTO OO0IBHOTO.

[IpakTryeckass 4YacTb MCCIEAOBaHUS MPOBOAMIAChH B nBa 3Tana. Ha
nepBoM atare (2015 — 2016 rr.) ObUT MPOU3BEICH NMEPBUYHBIA cOOP JaHHBIX O
OOJIbHBIX MAacCTOIIMTO30M C TOMOIIBIO CIeNHaIbHO pa3paboranHot B.I.
[lotanenko  «AHKETBI  JJIsi  pOJOWTENEH  MAlMEHTa/JUlsl  TalMeHTa ¢
mactouTo3om» (cM. Ilpunoxenue 1). JlaHHas aHKeTa BKIJIIOYAET BOIPOCHI O
KIIMHUYECKOM TeUYeHUH, JeOroTe 3aboneBaHus, (akTopax, MPOBOLUPYIOMIUX
HAa4yaJl0o W/WIA TPOrpecCHpoBaHUE 3a00JIEBaHUS, HCIOIB30BAHHBIX METOAaX
JTUATHOCTUKU JISI TIOCTAHOBKU JUArHO3a, HEOOXOMMMOCTH MEIMKAMEHTO3HOU
TEepanuu.

Ha BTopom 3tamne uccienoBanusi, mpoBeaeHHoM yepe3 1-1,5 roga (2016-
2017 rr.) ObUIM WCMONB30BAaHBI METONbI HTEpHET-aHKETUPOBAHUS W
MHTEPBbIOUPOBaHMs. bBOJBHBIM OBUIO MPEIJIOKEHO TMOBTOPHO 3alOJHUTH
OTPENAKTHPOBAHHBIM YKOPOUYEHHBIA BAPUAHT AHKETHI WJIM UACHTUYHBIN OHJIAWH-

OIIPOCHUK, CO3JIaHHBIA C MOMOIIBI0 onpocHBIX Gopm Google docs.google.com
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(cm. IIpunoxenne 2). C mamueHTaMu, HE 3alOJHHUBIIMMU aHKETHI, OBLIO
npoBejieHO cobecenoBanue mo tenedony. MM ObUTH 3a1aHBI BOMPOCHI:

1) xax mnporekaeT 3a0osieBaHuE (CTAOMIBHOE TEUEHHE, YIYUIIEHUE,

IPOTPECCUPOBAHUE);

2) KaKue KIIMHUYECKUE MPOSIBJICHUS UMEIOTCS B HACTOSIIEE BPEMSI;

3) ecTh WK HET HEOOXOAUMOCTD B T€pAIUU;

4) 3HAIOT JM BpadHW, C KOTOPHIMH KOHTAKTHUPYET MAIMEHT, O TaKOM

3a00JI€eBaHNH, KaK MACTOITUTO3.

B pesynbrare Obutu mojydeHBI JTaHHBIE O 8 B3POCIHBIX MalueHTax u 51
NaIMeHTe JIETCKOTO BO3pacTa.

[To wroram ABYyX OSKCHEPUMEHTAIBHBIX OSTalloB OBUIM TPOBEICHBI
00paboTKa TOJYYEHHBIX JaHHBIX W CTaTUCTHYECKWM aHanmu3. M3 anker 123
NAIMEHTOB OBUTM OTOOpAHBI JJAHHBIC 10 25 KIMHUYECKUM M aHAMHECTHYCCKUM
KpUTEpUsM (22 KaTeropuaibHbIX U 3 KOJIMYECTBEHHBIX HEMPEPHIBHOTO THIIA), HA
OCHOBAaHMMU KOTOPBIX OBUIM COCTaBJICHBbI TAOJMIIBI TIEPBUYHBIX JaHHBIX. B
JanbHEHIIIEM HEKOTOpPble KPUTEPHH ObUIM OOBbEIMHEHBI (HAlpuMep, KPUTEpUu
«IMarHo3 B MeEAKapTe» W «TUI KOXHBIX MPOSBICHUN» aHAIU3UPOBAIUCH
COBMECTHO M O3BYYEHBI Kak Kputepuit «bpopma 3aboneBanus»). [lo mToram
00paboOTKM W aHajv3a JaHHBIX ObUIM PAacCUMTAHBI SKCTCHCHBHBIC IMOKA3aTEIIH,
XapaKTepU3yIIIue CTPYKTYypy 3a0ojieBaHUS MACTOLIMTO30M Y JeTed U
B3POCIIBIX.

I'paduaeckas oOpaboTKa MaHHBIX MPOBOJMIACH C TTOMOIIBIO MPOTPAMMBI

JUTs paboTHI ¢ 3nekTpoHHBIME Tabumamu Microsoft Office Excel 2010.
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lnaea 3. Pe3ynbTathbl UCCNeaoBaHUA M 0bcyXaeHne

[Ipy aHanwW3e MONYYEHHBIX IAHHBIX HCCIEIOBANTACH TOJIOBO3pACTHAS
CTpYKTypa 3a0oJieBaHUs, Hayajao (BO3PAcCT U CHUMIITOMBI) U TeYeHUE OOJIe3HH,
COOTHOIIEHHE pa3IUuHbIX (opM 3a0osieBaHUs (MPEXKIE BCErO KOXKHOTO U
CUCTEMHOI0 MACTOLMTO3a) y JeTed M B3pOCIbIX, YacTOTa NPOSBICHUN
TUTTAYHBIX KIMHUYECKUX CHUMIITOMOB, MpOBOIHpyromue (akTopsl. OTaEIBHO
OBLTM PAaCCMOTPEHBI TPYIIBI JETEH W B3POCIBIX BBUIY Pa3IMUYHOTO TCUYCHUS,
KJIIMHUKH ¥ IPOTHO3a 3a00JICBaHUS.

Bcero mnpoananu3upoBaHbl aHKEThl 123 MalMEHTOB, CpPeaud KOTOPBIX
80,5% nereii (N=99) u 19,5% B3pocnbix (N=24) ¢ MaCTOIIMTO30M.

BBUIO BBISBICHO MPAKTHYECKH PAaBHOE COOTHOIICHHE IO TIONY Cpeau
HalMeHTOB JeTCKOro Bo3pacta: AeBouku — 49,5% (n=49) u manpunku — 50,5%
(n=50), 9TO COOTBETCTBYET JaHHBIM MHPOBOW HaydyHOW jnuTepaTypbl. Cpeau
OIPOIICHHBIX B3POCIBIX MAIMEHTOB IMpeobiananyu >keHmuHel (69,6%) Hax
myxunHamMu (30,4%), dYTO HeEIb3s CUNUTATh CTATHCTUYECKH JIOCTOBEPHBIM.
JlaHHbIid  pe3yiabTaT MOXKHO OOBACHUTH OCOOCHHOCTSAMH  HCCIICOBaHUS
(aHKETUpOBAaHME) W TMPEANOJIOKUTh, YTO MYKUMHBI pexe oOpalarTcs 3a

ITOMOIIIBIO M YYACTBYIOT B IIPOBOJIMMBIX OIpocax (cM. puc. 3).

53,30%
46,70%

69,60%
B3pOCable :
30,40%

49%
51%

OeTr KM B3podible

netu

0% 10% 20% 30% A0% 50% 60% 70% 80%

W keHcKkMid B MYKCKOW

Pucynox 3. Coomnowenue no nony cpedu epynn nayuenmos pa3zHo2o 603pacmad,
%
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BospacTtHOli cocTaB MCCIENOBaHHBIX TIpynn oriauydaercsa. ['pynma
MAIMEHTOB JIETCKOTO BO3pacTa OOBEIWHSET IETEH C MAacTOIMTO30M OT 3
MecsIeB 10 17 JaeT, mpudeM MOaBIISIONIee YHCI0 HAOMIOACHUN TPUXOIUTCS Ha
Bo3pact 1m0 6 user (84,8%, n=84) (cMm. puc. 4). bonbiie Bcero aeTel c
MacTOLIUTO30M BBISIBIIEHO B Bo3pacte 2 net (20,2%, n=20 neteit), 1 rog u meHee
u 3 roma (mo 17,2%, n=17 neteit), 4 roma (13,1%, n=13 pereit). JlanHas
TEHJCHIUS CBs3aHAa C HauboJiee aKTUBHBIM pa3BUTHEM peOCHKa W
MpOorpeccupoBaHreM 3a00JICBaHUS B 3TOT BPEMEHHOW MEPHOJ] — OT HECKOJIBKUX
MecsamieB U A0 4-5 mer. COINIacHO JaHHBIM, TPEJICTaBICHHBIM B 0030pe
JUTEPATYPBI, MPOrPECCUPOBaHUE OOJE3HW B 3TOT BPEMEHHON MEPHOJ] TECHO
CBsI3aHO ¢ JeOr0TOM 3a0osieBaHus. M3BeCTHO, yTO HanboJiee aKTUBHOE TCUCHUE
00Jie3HM HAONIOMACTCS B TEPBbIE TPU-YETHIPE T0JIa OT BO3HHUKHOBCHUS
HAYaJIbHBIX TMPOSIBJICHUN MAaCTOIMTO3a, MO3KEe aKTHBHOCTH MPOIECCa CTHUXACT.
Kak mpaBuiio, mpu AOCTHKEHUU BO3pacTa 4-5 JIeT KIMHUYECKUE MPOSBICHHS
3a00J1eBaHUsI HAUMHAIOT PErpeccUpoBaTh, a IMOCJE JTOCTHIKEHHS MyOepTaTHOTO
BO3pacTa OTCYTCTBYIOT (UTO TIOATBEPXKIAETCA CAMHUYHBIMH  CIydasMu

3a00sieBaHUs B MCCIIEOBAHHOM Tpynie y neteit 12 et u crapiue).

17 net
16 net
12 net

11 net

L
I
e ]
I
10ner D 3
9ner 0
8neT IEEE———
7neT I
6neT I 5
Sner I 9
4roga I ] 3
3ropga I ] 7

BozpacT, net

Zropa I ) O
lrop I 17

0 5 10 15 20 25

KonuyecTtso aetei
Pucynox 4. Pacnpeodenenue oemeti no go3pacmy
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Cpenu B3pOCabIX MAIMEHTOB pa3OpocC 1Mo BO3pacTy cocTaBui oT 18 no 66
net. [lomaBnsroniee OOJIBIIMHCTBO PECIOHAEHTOB B HUCCIEIOBAHHOM TpYIINE
COOTBETCTBYET MoJiogomy Bo3pacTy (30-49 net). Bo3pacTHol cocTaB B3pOCIBIX

MAlMEHTOB C MACTOLIMTO30M OTPAXKEH Ha PUCYHKE 5.

60 netTu cTapwe
50-59 net

40-49 net

Bozpact, net

020ner

18-29 net

Konudecreo B3pPOCAbIX NaUMEHTORB
0 1 2 3 4 5 6 7 8 9 10
Pucynok 5. Pacnpedenenue 83pocivix nayueHmos no 603pacmy

CHopHbIM MOMEHTOM B JIUTEpaType SBISETCS BO3pAcT Hayajia
3a0oneBanus. Tak, HEKOTOPbIE aBTOPHI CUUTAIOT, YTO 3TO 6 MECAIIEB U MIIAJIIIE,
npyrue — 2 rona. CTpykTypa MacTOLMTO3a y JETel IO BO3pacTy MEPBBIX
KJIMHUYECKHUX MPOSIBIICHUI OTpakeHa Ha puc. 6. B nccieqoBaHHOM HaMU TpyIITie
y mojassomniero OonpmuHcTBa aerei (61,6%, n=61) Bo3pact acOrora - 6
MECSIEB U MEHEE, TOrJa Kak JIeTH 2 JIET W CTapll€ C BIEPBBIE BBISBICHHBIM
MacCTOIIUTO30M COCTAaBIIAIOT HauMeHblnyio rpynny (4,04%, n=4). [lomoGHsbie
PE3YNbTATHI, B IIEJIOM, HE PACXOMASTCS C IAHHBIMH JINTEPATYPhl U OOBSICHIIOTCS
COBPEMEHHBIMU TIPEJACTABICHUAMH O 3a0osieBanuu. Ecim paccmaTpuBaTh
MAacTOIIMTO3 KaK TMpeXoJsliee HapylieHHne WMMYHUTETa, OOYCJIOBJICHHOE
HE3pPEJIOCThI0 MMMYHHBIX MEXaHU3MOB pEaKIMU Ha Pa3HOOOpa3HbIe BHEIIHHE
pasapaxkurenu (TpeHue, eperpeBanue, Muiia, sii HACEKOMbIX U T.J.), TO BIIOJHE
OOBSCHUMO HAYaJl0 KIMHUYECKUX NPOSBICHHWN B Oojiee paHHEM BO3pacTe W
TEHJICHITUS K PAa3pEeIICHUIO MPU JOCTHKEHUN TTyOepTaTHOro Bo3pacrta. [lommmo

3TOrO, OOpamiaer Ha ceOs BHUMaHHUE JOBOJILHO OOJIbIIAs JOJISI BPOXKICHHBIX
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dopm 3abomeBanms (19,2%, n=19). [IpomexxyTouHOE MOJOKEHUE 3aHHUMAIOT
JIETH B BO3pacTe MOJyroga — 2 JIET C BIEPBbIC 3aMCUCHHBIMH IPU3HAKAMH

macrorurosa (15,2%, n=15).

|
=

61,6

f=x]
[=]

L%y
=

=T =]

19,2
' 15,2

_ H .
.

BpoxaeHHaa  no 6 mecAauee b6mecAues-2  cTapwe 2 net
dopma roga

Hona nauneHTos, %
=N
[=] [=] =

BospacTHble rpynnb

Pucynok 6. Bozpacm nauana macmoyumosa y oemeii, %

60

47,8
o 50
ey 39,1
o 40
2
I
o
= 30
(48]
C
= 20
S 8,7
10 4,4 :
: = ]
0o 18 net 19-30 net 31-40 net ctapwe 40 net

BospactHavana, net

Pucynok 7. Bospacm nauana macmoyumo3sa y e3pocivix, %o

Bospact mosBieHHS KIMHHYECKUX TPOSBICHUM Yy B3POCIBIX TaKKe
3HaYuTeNbHO oTau4aeTca. I[loutu mnonoBuna (47,8%) B3pOCIBIX MAIIMEHTOB
yKazald Ha MOJONON Bo3pacT Havanma 3abomeBanus — 19-30 mer. Taxxke
OOJBIIYIO TOJTFO 3aHUMAIOT MAI[MEHTHI, 3a00JIEBIINE B IETCKOM Bo3pacTe — 70 18
net (39,1%). Kak mpaBmito, OOJIBITUHCTBO M3 3TUX OOJIBHBIX BO3PACTOM Hadaja
3aboneBanusi HaszpiBaloT 10 et w crapmie. DTH JaHHBIE COTJIACYIOTCS C

JaHHBIMHW  HAY4YHBIX I/ICCJICI[OBaHI/Iﬁ . HUMCIOTCA  AAaHHBIC, YTO KO KHBIM

[59]



MacTOLUTO3, MAHU(PECTUPOBABIINI B MyOEPTATHOM BO3pPACTE U MO3XKE, CKIOHEH
K MPOTrPECCHPOBAHMIO U TIEPEXOIy B CUCTEMHYIO hopMy MacToruTo3a [26]. s
Bo3pacta ctapiie 30 JeT BOSHUKHOBEHHUE MACTOIIMTO3a HE XapaKTepHO (CM. puC.
7).

NHTepecHbIM SIBIISETCS BOMPOC O JUATHOCTHUKE MacTouuTo3a. [1oaxoasr k
JTUArHOCTUKE MACTOIMTO3a y JACTEH M B3POCIBIX OTJIIMYAIOTCS BBUIY Pa3IAUUS
dbopm 3abosieBaHUSA: KOXHBIX Yy JETE€d W CHUCTEMHBIX Yy B3pocihbiX. s
JMAarHOCTUKA MACTOIIMTO3a y JIETeH JOCTaTOYHO BU3YAJIBHOTO OCMOTpa U
KOXHOTO TecTa Jlapbe-YHHBI, OMUCAHHBIX B 0030pe iuteparypol. MHorna mis
muddepeHnnaIbHON TUarHOCTUKU MOTYT MPUMEHSTHCS MHBA3UBHBIC METOINKU
(Obuoricust KOXKH, TPUIITa3a CHIBOPOTKU KpoBHU U 11p.). B 2008 roxy C. Akin u D.
Metcalfe mpemyio)uau TUarHoCTUYECKUE KPUTEPUH CUCTEMHOTO MAacTOLMTO3a Y
B3POCHBIX: HWHOWIbTpALUSI TYYHBIMH KJIETKAMHU JIOOBIX TKAaHEW W OpraHoB,
KpOMe KOXXM; Hajluuue aTUNU4YHBIX He3penbix TK B OuonTarte; oOHapyKeHUE
CD25- u CD2-nonoxurenshbeix TK; oOnapyxenue D816V KIT-myTtamuuy;
NOBBILIIEHUE YPOBHS TpunTasbl. OJHAKO HMCIOJIB30BaHHE JAHHBIX KPUTEPHUEB
OCJIO)KHEHO OTCYTCTBMEM CTaHAApPTOB M JIOPOTOBH3HON HEOOXOIUMBIX IS
JTUATHOCTUKUA METOJIOB.

B pamkax HacTosIIEro UCCIEeI0BAHUS Mbl U3YUYHIIH METOJbI TMarHOCTHKH,
MCIIOJIb30BaHHbBIC JJI1 TOCTAHOBKH JIMAarHO3a y MAIMEHTOB ¢ MacToluTo3oM. Ha
pUCYHKaxX 8 U 9 n300pa’keHO COOTHOIICHUE TUATHOCTHUYECKUX METOJOB Y JeTeil
1 y B3pocibiX. Kak BUIHO W3 TaHHBIX JUArpaMM, U Y I€TEH, U Y B3POCIBIX IS
JUATHOCTUKA MACTOIIMTO3a MPEUMYIIECTBEHHO OBLIM HMCIOJIb30BaHBl METOJIbI
BU3YJIBHOTO OCMOTpPA BBICBIITHBIX 3JIEMEHTOB U cuMOTOM Jlapbe-YHHBI. [[n4
MOCTAHOBKM JIMArHO3a Yy JETEH OMHMCAHHBIX METOJOB JIOCTATOYHO BBUIY
a0COMIOTHOTO Mpeobiaganus KOKHBIX (OPM MACTOIMTO3a HAJ[ CHCTEMHBIMU.
OpmHako JuTst B3pOCIBIX UCMIOJIB30BAHNE aHAIOTHYHBIX METOJIOB TUATHOCTUKH HE
rapaHTUpyeT  JIOCTOBEPHOCTb  JauarHo3a. HeoO0XoauMo  MOATBEPIUTH
CUCTEMHOCTh Mpollecca C TOMOIIbI0 MPOBEACHUS MPOIEAYypbl OHONCUU U

THCTOJOTHYCCKOTO, I/IMMYHO(I)GHOTI/IHI/I‘{CKOFO U IOUTOICHCTHYCCKOI'O aHaJInu3a
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KM. Opnako jaumb y 13% nanueHToOB B UCCIEIOBAaHHON HamH rpymne Obuin
IIPOBEJEHBl YKA3aHHBIC AUArHOCTMYECKUE MAHUNYJALMU. OTH JTaHHBIE MOTYT

CBUJIETEIICTBOBATh O TUMOAMATHOCTUKE JaHHOU (hOpMBbI 3a00JI€BaHUS.

Opyrmne metonbl; 4%

Buoncua
KOXu; 15%____

BuayanbHbii
ocmoTp; 46%

CumnTom
Japbe-YHHbI;
35%

Pucynox 8. Memoowr ouacnocmuxu macmoyumo3sa, ucnoib308anHble OJisl

nocmauosku ouaznosa y oemeiti, %

buoncma KM +
MONEKYNAPHO-
reHeTU4YeCKoe
uccnepoBaHue
13%

Bbuoncua
KOMM
31%

Tect Japbe-YHHbI|
30% '

Bu3yanbHblil 0CMOTpP
26%
Pucynok 9. Memoowl ouacnocmuku macmoyumosa, Ucnoib308aHHble OJisl
NOCMAHOBKU OUACHO3A Y 83POCbIX NAYUEHMO8, %
BaxxHbIM METO/JOM, TO3BOJISIIOIIUM CJEAUTh 3a AaKTUBHOCTBIO U
arpeCcCUBHOCTBIO MPOIIECCa Y B3POCIBIX, SBISETCS U3MEPEHUE YPOBHS TPHUIITA3bI

CBIBOPOTKH. 3HAYNTEIbHOE TIOBBIIICHUE YPOBHA  TpPHUIITA3bI 00BEKTHUBHO
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CBUJICTEIBCTBYET O TIPOTPECCHpPOBAHUM 3a00JIeBaHUS H HEOOXOIUMOCTHU
Ha3HAYCHHUs] ITUTOPENYKTUBHOM Tepanuu. [loaToMy Ba)XXHO CHCTEMaTHYECKH
KOHTPOJIMPOBATh JaHHBIN MOKa3aTelb B KPOBU. B Halem rccie10BaHuu JIHIIb Y
HEOOJIBIIIOr0 YHUCa B3pOCHbIX ManueHToB (21,7%) oleHuBaics YpOBEHb
TPHIITA3HI.

it Toro, 4ToObl OLIEHWUTH COOTHOIIEHHE (OPM MAaCTOIMTO3a B JABYX
rpynnax mnanueHToB (y B3pOCHBIX My JeTei), mnpu o0paboTke aHKeT
aHAJIM3UPOBAIIMCH HECKOJIKO MapaMeTpoB. Bo-MepBBIX, MHUArHO3, yKa3aHHBIA
naneHToM B rpade «Kak nuarHo3 ykasaH B MeEIKapTe» OINMCAHHOW BBIIIE
aHKETHI, BO-BTOPBIX, OMMCAHUE CHIMH W, B-TPETHHUX, JaHHBIC JOMOJHUTEIHHBIX
uccienoBanuii. JlaHHas MeETOJMKAa TO3BOJIMJIA TIOJIYYUTh  PE3YJIbTaThI,

OTpak€HHbIE HAa pucyHKkax 10 u 11.

OuddysHbiii  bynnesHas ¢popma KOXKHOro macrouutosa, 2%
KOMHbI Ty4YHOKNETOYHbIH

LA 0,
macTouuTtos, 3% — neikos, 1%

ConutapHas _
MacTouMTOMa,
10%

MurmeHTHaAa
KpanuBHMULaA,
84%

Pucynox 10. Coomnowenue ¢popm macmoyumo3sa y oemeti, %
Kaptuna, monmydeHHass HaMH B XOJI€ HWCCIEJOBAHHS JETCKOW TPYIIIBI
MAIlMEHTOB, TIOJIHOCTHIO COOTBETCTBYET JaHHBIM, TIPEJICTABICHHBIM B
auTepaType. Y  MOAABIAIOMEro OonbmUHCTBA  JeTed  (pucyHok  11)
ompenensieTcss KOXHBIM ~ macTtonuto3 (99%): mpeobrmagaeT MUTMEHTHas

kpanuBaHNa (y 84,8% nereir, N=84), MEHBITYIO JOJO COCTABISCT COJTUTApHAS
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macroruroma (10,1%, n=9) m nHambonee pemko BcTpewaromieics Gopmoit
apigercs AMPGy3HbINA KOKHbIIT MacToruTo3 (3,03%, N=3). OTaenbHO BRIHECEHA
Oymnesnas ¢popma mactonutosa (2,02% nereit, n=2). lannas dbopma sBisieTcs
Pa3HOBUHOCTBIO KO)KHOT'O MacCTOILIMTO3a, OJIHAKO PacCMaTpUBAETCS OTAEIbHO B
BUJIY TSKECTH TEYCHUS, KIMHUYECKUX TNPOSBICHUNH UM JIeueOHON TaKTHUKH.
Tonbko y onHoro pedenka (1,01%, n=1) 3agmokyMeHTHpOBaHa U MOTBEPKICHA
ouoricueld kKocTHoro Mosra tpanchopmanus KM B Ty4HOKJIETOUHBIN JIEWKO3 C
JeTalbHBIM UcX0JloM. llonmydeHHble pe3ylbTaThl O COOTHOUIEHUH (OpM
MacTOIMTO3a Y JA€Teil COOTBETCTBYIOT JaHHBIM JINTEPATYPHI.

VY B3poCiHbIX TAIMEHTOB CKJIaAbIBaeTCd WHas KapTuHa. Jns Hux
XapaKTepHO TEUYEeHHE 3a00JIeBaHMs B BHUJIE€ CUCTEMHBIX ()OPM (MHIOJIEHTHOTO U
arpeccuBHoro macrtouuTtosa). CooTtHomeHue (Gpopm B HUCCIAEAOBAHHOW Tpymme
OTpaXXeHO Ha pHUCYHKEe 9, rae sBHO MpOCIEKUBACTCA Mpeobdiiaranue
Bsmorekymero CM (87,5%) nan arpeccuBabiMm CM (12,5%). DT pe3ynbratsl
HECKOJbKO OTJIMYAIOTCS OT JaHHBIX JIMTEpaTyphbl, TIJ€ COOTHOIICHHE
Bsutotekymero CM u arpeccuBHoro CM cootBetcTBeHHO paBHO 60% u 40%.
N3-3a  CHOXKHOCTM  JAMArHOCTUKU 3TUX (POpM  MacTonuTo3a, MOXKHO
IPEIOJIOKUTh BEPOSITHOCTh runoauarioctuku gopm CM u arpeccuBaoro CM

B 4aCTHOCTH.

ArpeccMBHbIN CUCTEMHbIN
MacToOLMTO3;
12,5%

BanoTeKkywmii
CUCTEMHbIN
MacTOLMTOS;
87,5%

Pucynox 11. Coomnowenue chopm macmoyumosa y 83pocivix, %
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BaxxHoli dacTbio HccineoBaHUS  OBUIO  H3YYEHUE  KIMHUYECKUX
CUMIITOMOB y MalMEHTOB W MPOBOAMMOW Tepanuu (cM. puc. 12). YV nereit
npeolsagaroT KokHbIe (OpMBI MacToluTo3a. ¥ Bceex aerei (N=99) Bemymium
MPOSBIICHUEM 3a00JIEBaHUS SIBJISETCS Chillb, XapaKTepHas AJiA TOW WJIM MHOU
¢bopmbr KM (IIK, comurapHas MacronmutomMa wWid JIUQPY3HBIA KOXHBIN
MacTormro3). 3ya Oecrokout 59,6% OonbHBIX (N=59), NPUIKUBEI — MPUMEPHO
MOJIOBUHY OOJBHBIX MacTOUTO30M (49,5%, N=49). CUMOTOMBI CO CTOPOHBI
KKT nabmtogaroTcss 4yTh pexke (MPUMEPHO Y TPETHU JETeH) M 4acTo CI0XKHO
muddepeHurpyroTcss ¢ IpyruMu 3a00JeBaHUSMU. ONMHU30]1bl aHA(PUIAKCUU 32
BpeMsl TeueHUs1 00sie3HH ObLIU BBISIBICHBI y 6,06% nereit (n=6). Hecmotps Ha
HEOOJBIIYI0O YacTOTy aHa(puIaKCUHU, CcleayeT TOMHUTh O He#, Kak o0
YIPOKAOIIEH KU3HU MaleHTa. Bo3MOXXHO, MOCTOSIHHAS CUMIITOMATHYECKast

TCpanus 1MO3BOJIUT N30€KaTh aHa(i)I/IJIaKTI/I‘IeCKHX AJUICPTUYCCKUX peaKHHﬁ.

Anadunarcua [l
Townota, peoTa [N
Avapesn I

bonve skueote [ ENEGEIEE

Npunvies I )

3yn I
Coine |
0 20 40 60 80 100 120
M Tepanua He TpebyeTca W Tepanua aHTUrncTamuHHbIMK J1C Tepanua TRC

Pucynok 12. Tepanus 6 3asucumocmu om cumMnmomos y oemeti
N3 6-tm mamueHTOB C aHaduIaKCHeW TMOCTOSIHHYIO aHTHUMEIHATOPHYIO
(QHTUTHUCTAMUHHYI0) U TPOTUBOBOCHAIIUTENbHYIO (TIIFOKOKOPTUKOCTEPOUTHYIO)
TEpaIuio MojaydaeTt Julllb oAuH. OcTallbHbIE 5 NeTel Tepanuio HE MOJYyYaroT 1Mo

pa3HbIM MpUYMHAM (OTCYTCTBME HA3HAUYE€HUs Bpaya, CTpax pOAUTEIEH mepen
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MOCTOSIHHBIM TIPUEMOM TpenapaTtoB). HempephiBHYIO WM, KaK MHHHMYM,
AMU30/IMYECKYI0 TEpanui0 aHTUTMCTAMUHHBIMU CPEJICTBAMU TOJIYYalOT JIETU C
OecrniokosIeld Chinblo (OO0JE3HEHHOM, 3yAslled, CKIOHHOW K MNpUIMBaM U
MIPOTPECCUPOBAHUIO C HApacTaHWEM KOJIMYECTBA BBICHIMTHBIX 3JEMEHTOB).
[ TIOKOKOPTUKOCTEPOUIHYIO TEpanui0 Ha3HAYalT JACTIM ¢ [pPWINBaMU
(arM30/1aMH TIOKPACHEHHUS IISITCH, BEPXHEHW ITOJOBUHBI TYJIOBHINA, yYallCHUS
cepaueOueHnss B OTBET Ha JIeWCTBHE MpoBolUpyromero ¢akropa; N=4) u 1
pebeHok ¢ Oymwie3Hodl (opMol MacTonuTOo3a W OECIOKOSIIUM  3YA0M,
TPOBOILIMPYIOIINM pacyechiBaHUE MATEH U 00pa3oBaHUE My3bIpeit.

Y  B3pOCHBIX MAIMEHTOB KOXKHBIE TPOSIBJICHUS TaKXKE SBISIIOTCS
npeoOJiaaloIMu, HO, B OTJIMYKE OT AeTel, Habmoarotcs He B 100% ciydaeB
(cm. puc. 13). Tak, B uccie10BaHHOM TpyMIie MAIMEHTOB ChIIb MPUCYTCTBYET Y
87,5% Oonbubix (N=21), 3yn y 70,8% (n=17), npumussl y 41,7% (n=10).
Cumntomel co ctoponbl JXKT (6onms B xuBOTE, Auapesi, TOIIHOTA, PBOTA)
BeLsiBIsItOTC Y 20-30% B3pocibix OoibHBIX. AHaduiakcus XapakTepHa s
25% OonbHBIX (N=6). [IpuMeHeHUE MEIUKAMEHTO3HOW Tepanmuu aHaJIOTHYHO
neuennto nerei: ['KC HeoOxoaumbl OOJBHBIM C AMU30JaMU aHA(PUIAKCUU U
NPWIMBAMH, B OCTaJbHBIX clydasX (MO0 MOBOAY PacHpOCTPAaHEHHOW CHIMU U
3yZa) TPUMEHSIOTCS AaHTHUTMCTaMHUHHBIE TIpernaparhl (MIPUMEPHO TMOJIOBUHA
00nbHBIX, 47%).

I'oBopss o mpmimBax, HE0OXoauMO Oosiee MOAPOOHO OCTAHOBUTHCS Ha
npoBoupyromux ¢axktopax. [[puduHbI, BBI3BIBAIOIIAE MOKPACHEHUE KOXH U
MATEH, WX HaOyXaHUE C TMOSBIEHHWEM OOIIUX CHUMIITOMOB, OBUIM TOAPOOHO
omucaHbl B 0030pe nurtepatrypsl. [Ipu cOope JaHHBIX O MAIMEHTaX MBI AKTUBHO
ompamuBail WX 000 BCEX BO3MOXHBIX MPOBOIMPYIONIUX MOMEHTAX,
MEPEUNCICHHBIX B Tpenpiaymieii rinase. [lo mroram ompoca Obutm OTOOpPaHBI

OCHOBHBIE CTPECCOPHI, BbI3bIBAIOIINE MTPUIUB (pUcC. 14).
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Puc. 13. Tepanus 6 3asucumocmu om CUMNMOMO8 Y 83POCAbIX

MpopesbleaHne 3ybos
BakumHauma
JlekapcTBeHHble cpeacTsa
Muwa

MNepenaibl TemnepaTypbl
IMOLMK

lopAYan soaa

TpeHne KOXn
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M BoisbisatoTnpunnes  MHe BAMAIOT

Pucynok 14. Coomnowenue ghakmopos, vlzvisarowux npuius, %
HaubGonee 3HauuMbIM MPOBONMPYIOMUM (HAKTOPOM, Ha KOTOPBIi
CCBUIAIOTCS MHOTHE JIMTEpAaTypHBIE JTaHHbBIC, OKAa3aJoCh TPEHHE KOXHU. TpeHue
KOXHU, WK JII000€ Ipyroe MeXaHU4ecKoe BO3JeHCTBUE (HampuMmep, JaBICHUE),

BBI3bIBACT NMPWINB Y 68% mnanueHToB. Takke 3HAUMMBIMH JJisl BOSHUKHOBEHUSI
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NPWIMBOB  CTPECCOPAMU  OKAa3aJIMCh  BO3JACHUCTBUE  TOpPAYEd  BOJBI
(mpeumyIiecTBEHHO B BujE BaHHbBI, Y 50% MalUEHTOB), MCUXOIMOIUOHAIILHbBIC
Harpy3ku (miad y geredl, crtpecc — 48%) W mepenaasl TeMIEpaTyphbl
(BO3IEHCTBUE KaK TOpAYEro CyXOro BO3ayXa, Tak M XojoaHoro) - 40%.
HanmMeHnee 3HAYMMBIMU MPOBOLUPYIOMIUMHU MPUYMHAMU OKAa3aJIUCh MHUIIEBHIC
npoaykTsl U JekapctBeHHble cpenctBa (HIIBC u ap.) — coorBeTcTBeHHO 29% 1
23%, a Tax)Ke BaKIMHAIUS U Npope3biBaHue 3y0oB y nereii (10% u meHee).

Heo6xonuMo OTMETHUTh, YTO 3HAUYEHHE HEKOTOPHIX MPOBOIUPYIOIINX
(bakTOpOB HECKOJILKO MPUYMEHBIIIEHO Ha JaHHOW auarpamme. llockonbky
BO3JICUCTBUS HEKOTOPBIX IPOBOKATOPOB MOXHO H30€kaTh (ropsyeil BOJBI,
MUIIEBBIX TPOAYKTOB M JICKAPCTBEHHBIX CPEJICTB, HAa KOTOpHIC BBISBJICHA
peakmus aerpanysinun TK ¢ mocnenyrommuM OpruinBOM), UCTUHHYIO YacTOTY
BO3HMKHOBEHUS IPUIIMBOB OIEHUTH JOCTATOYHO CJIOKHO.

[Ipu moBTOpHOM oOmpoce Hauboyiee 3HAUMMOW 3ajadyeil HcCIeAOBAHUS
OBLJIO YCTaHOBJICHHE perpecca 3a0oJjieBaHMsl — KaK CyOBEKTHBHO, MO MHEHUIO
CaMOro TalMeHTa, TaK W OOBEKTUBHO (IO BBISIBICHHOMY YMEHBIICHUIO
KOJIMYECTBA WJIM YaCTOThl BOSHUKHOBEHHMSI CHITTU, NCUYE3HOBEHUS U YMEHbIIICHUS
YacTOThl BO3HMKHOBEHUS NMPHUJIMBOB M T.1.). B uTore ObUIM MoONy4eHbI JaHHEBIE,
Ipe/ICTaBlIeHHbIE Ha pHUC. 15, KaTeropuyecku OTIUYAIONIUECS IPYT OT Apyra B
npenenax ABYX BO3PACTHBIX TPyMN (B3POCIBIE W JETH), HO COOTBETCTBYIOIIHE
JTAHHBIM 3apYyOEKHOMN JTUTEPATYPHI.

Tak, B MCCeIOBaHHOUW TpyMIe MAIMEHTOB CPeAu NIeTel HaOIromaeTCs
YyeTKasi TEHJEHIUs K perpeccy 3aboneBanms (y 29,4% nereit). Hanmuwme
MOMOOHBIX  W3MEHEHWHW B  TEUYCHUH  OOJE3HHM  SIBISIETCS  XOPOIIUM
MPOTHOCTUYECKUM MPHU3HAKOM, B TOM YHWCIIE JIJISi OCTAJIBHBIX JeTel, 00NIe3Hb y
KOTOPBIX OCTajach Ha mpexxHeM ypoBHe (58,8%) wiu nporpeccuponaina (11,8%)
3a cpok HaOmoaeHus. COriiacHO JAaHHBIM JIUTEPATYpPhbl CPEAHUI CPOK TEUYEHUS
00se3HN OT ee Ae0r0Ta 10 MOJHOTO pa3pelieHusl, TO €CTh UCUE3HOBEHHUS BCEX
CUMIITOMOB (B TOM YHCJI€ IOJIHOTO WJIM YaCTUYHOTO perpecca BbICHIIMTHBIX

aneMeHTOB), paBeH 9,4 romam (Azana JM. Pediatr Dermatol.1994). C yuetom
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KOpOTKOro mnepuoja HabmoaeHuit (1,5 roma) yacTMYHOE HCYE3HOBEHHUE
cuMnToMoB TouTH y 30% OONBHBIX MOJKHO OIIEHHWBATh KaK ONTHUMHCTUYHBIN
MPOrHOCTHYECKH Tmpu3Hak. Hamumume mporpeccupytommx (Gpopm oOBsCHIETCS
OOJNBIIUM KOJMYECTBOM JETEH MEpBBIX JIET JKU3HH, Y KOTOPHIX HA MOMEHT
WCCIICTOBAHMS MMPOUCXOUT aKTHBHOE Pa3BUTHE MACTOIMTO3A.

80 75
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30 25
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Net Bapocnble

H BonesHb perpeccupyet
H HanpekHem ypoeHe

MoABMAKCE HOBLIE CIIMI'ITOMbI,.";'-,."CIIJ’]IIJ’]IICb CTapble

Puc. 15. Cocmosnue bone3nu no pezyismamam nogmopHozo onpoca, %

N3yuyenue  TeuyeHUss  MAacCTOIMTO3a Y  B3POCHBIX  MOATBEPAMNIO
TUTEepaTypHbIe NaHHbIe. [ B3pOCIBIX HE XapakTepeH perpecc 3a0oJjieBaHUS
(nockosbky CM He CKJIOHEH K CIIOHTAaHHOMY pa3pelieHuto B otanyue ot KM),
OJIHAKO B TIOJABJISIIONIEM OOJBIIMHCTBE CIydaeB HaOJI0/aeTcsl CTaOMIbHOE
MHOTOJIETHee TeueHue mactouurtosza (75% cmydaeB). Y uactu OOJBHBIX 32
TEKYIIMH Tepruoa HaOIIOJCHUS BBISIBICHO MpOTpecCHpoBaHue 3a00ieBaHUs
(25%), omHako y BCeX yKa3aHHBIX OOJBHBIX W3 OTON TPYMNMbl HEraTHBHAs
CUMIITOMATHKA B35Ta O] KOHTPOJIb C IOMOILIbIO IUTOPEAYKTUBHON TE€PAIIUH.

Hakonemn, mocieaHuM BOMPOCOM B aHKETe W COOECeTOBaHMM ObBLI:
«Hackonpko Bpauu, ¢ KOTOpbIMH BaMm mpuXxoauTcsi KOHTAKTUPOBATh Yalle BCETO
— YYacTKOBBIM NeAuaTp, TEpameBT, AEpMaToNOr U T.O., - OCBEJIOMIICHBI O

MaTolUTO3€?». ODTOT BOIMPOC MPEACTABIAETCS OYEHb BAXKHBIM, IOCKOJIBKY
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JIeYEHUE MalMEHTOB C MACTOIMTO30M HAUMHAETCS C OKa3aHUs KOHCYJIbTaTUBHOM
MIOMOIIIH, U TOJBKO Ha BTOPOM MECTE CTOUT MEIUKAMEHTO3HAsI TIOIJIEPHKKA.
[Tonyuennsle ganHbie (puc. 16) CBUIETEIBCTBYIOT O TOM, UYTO TOJIBKO B
13% Bpaun CBOOOJHO OPHUEHTUPYIOTCS B JaHHOM BOMpoce (OAHAKO B 3Ty
KaTeropuio OOJIbHBIE TaKXKE€ OTHOCSAT Bpadel, CHeNUaIU3UPYIONUXCI B
BOIIpOcax MacTonuro3a), a B 63,8% - HUYEro He 3HAIOT O 3a00JEBaHUMU.
KoneuHo, 3TOT ompoc HE SBISETCS BMOJHE OOBEKTHUBHBIM — KakK 3a CYET
MpeyBEINYCHUSI JTAHHBIX, TaK M 33 CUET CYOBEKTUBHOCTU OILICHKH MAllUEHTOM

KOMIICTCHIOWHA Bpada B JaHHOM BOIIPOCEC.

m He 3H3eT HM4Yero
| | OprIBOLiHbIe 3HAHKMA O MacTouuTo3e

B OpUeHTUPYETCA B BONpoce

Pucynox 16. Oceedomnennocms spaueti o 3abonesanuu, %
Takum o0pa3om, HEOOXOAMMO JajbHEHIEe U3YYCHHE MPOOIEMBI
MacTonuTo3a B Poccum ¥ TOBBINIEHHE TPaMOTHOCTH Bpadyel B BOIpoce
JTUATHOCTUKM, JICUCHUS W  KOHCYJIbTAaTUBHOM  MOMOIIM  OOJNBHBIM  C

MaCTOIMTO30M.
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3.1. KiuHn4ecKHe CJy4Yau NAHEHTOB ¢ MACTOLMTO30M

A. Knunuweckuu  cayuau  nayuenmrku C. ¢ cucmemHwvim
UHOO0JIEHMHBIM MACMOYUM O30M

[lepBbie mposBieHuss Oone3Hu y mamueHTku C., 48 €T, BO3HUKIU B
Bo3pacte 20 JIeT — MOSBWIACH MAaKyJONAIlyJI€3HAs ChIlb HA CIHHE IO THUILY
«urticaria pigmentosa». B teuenue 12 jeT MHBIX MPOSIBICHUN 3a00JICBaHUS HE
ormevasia, nmoka B 2000 romy (32 rojma) He BO3HUK OIH30] «IPUIUBAY,
BHE3AITHOTO 4YYyBCTBa >Kapa, O3HO0a, TOJOBOKPYXKEHHS, MOTEPU CO3HAHUS.
OnurcaHHble CUMIITOMBI Pa3pelIMINCh CaMOCTOATENBHO. 3a mocienyromue 10
JIET HEOJHOKPATHO TOCHHUTAIN3UPOBAJIaCh B CTallMOHAPHI TOpPOJa CO BHOBH
BO3HHMKABIIMMHU TpHUCTymamMu (Bcero okojio 6 smuzonoB). C 2003 roga
OMMCAHHON CBHIMKU W TPHUCTYyNaM MPUCOSTUHUIIUCH XOJIOJI0Bas KpanvuBHUIA U
cunapom PeitHo, ¢ 2004-2005 roma — OGomu B KOCTAX (KyNUpPOBAJIUCH
camocrosTenbHo). Hapymenuit pa6otet XKKT He ormeuana. C TedyeHuEM
BPEMEHHM KOJIMYECTBO CBIMM MEIJIEHHO HapacTalo € PaclpOCTpPAaHEHUEM Ha

IPyAb U KUBOT.

B 2010 roxy npoBeneHoO MepBUYHOE 00CIIeIOBaHUE B T€MATOJIOTHIECKOM
neHtpe, r. Tenb-ABuB. B pamkax obcliieoBaHHS MPOBEICHO TUCTOJIOTHYECKOE
UCCJIEOBaHNE KOCTHOTO MoO3ra (OOHApyKeHbl T'PaHYyJEMaTO3HbIC CKOTUICHUS
TK, mnomoxuTenpHas peaknuss Ha TPHUNTA3y), MOJCKYISIPHO-TEHETHUECKOE
uccinegoanne KM (kapuwormn — Hopma, wyranuu FIPIIL1-PDGFRA,
JAK2V617F, C-KIT-D816V - He oOHapyxeHbl). [ enaTocruieHOMeranus

OTCYTCTBOBAaJa, PEHTTE€HOJIOTUYECKOE HCCIIEIOBAHUE KOCTEH U JICHCUTOMETPHUS
HE BbINOJHAIUCH. CoOrjacHO aHamMHe3y, KIMHUYECKUM TMPOSBJICHUSIM U
MOJTyYEHHBIM ~ pe3yibTaTaM  oOcClieIoBaHUS OBLI  YCTAHOBJICH JUArHO3:
CucreMHbBIH HHAOJEHTHbIA  MaCTOIMTO3. Ha3pauena  moctosHHas

JIeKapCTBEHHAasl Tepanusi: Kcu3al (JIEBOLUETUPU3HH).

B mapre 2014 r. oOpatunace K remaroliory sl Npo(UIaKTUYeCKOM

KOHCYJbTalluK U o0clieioBanusi. Pe3ynbraTsl o0cnenoBanus (Mapt-anpens 2014
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r.): TUCTAMUH, CEPOTOHHMH, THPO3WH, roMoBaHWwimMHOBas kuciora (HVA), 5-
THIPOKCUMH0NyKCcycHas kucioTa (5-HIAA) B Mode — HOpMa; TpunTasa KpoBH
— mnoBbllIeHHe ypoBHS 10 18,6 mkr/a (mpu HopMme no 11,4 mkr/n); KT wen,
OpraHoB IPYJHOM KIJIETKH, OPIOIIHOM MOJIOCTH — OOHAPYKEHbl MHOKECTBEHHBIE
KHUCTBI TIEYEHU (B JIEBOM J10JI€ [UaMeTpoM 10 13 MM, B mpaBoit gosie 10 33 Mm);

OCTCOACCTPYKIHHU HC BBISIBIICHBI.

B cBsi3u Cc MOBBILIEHWEM YPOBHSI TPUITa3bl CHIBOPOTKM KPOBU  Oblia
HanpasiieHa Ha rocnutanu3ainuio B ['KbNe31 ang nooGcnenoBanus u perieHus
BOIIpOca O Tepanuu. ['ocnuTanu3anus: KoHel anpens — Hadano mas 2014 r. B

paMKax O6CJ'ICI[OB3HI/I$[ BBISABJICHO:

e KnuHUYeCcKui M OMOXMMHYECKUN aHAIU3 KPOBHU, OOIIUN aHAIN3 MOYU —

0€e3 OTKJIOHEHMUIA.

e [ucromornueckoe wuccinenoBanne Owmontata KM: B mEHTpe KOCTHO-
MO3TOBBIX TpaOeKyl HOAYJISpHbIE KIETOYHBIE CKOIUIEHHUS KJIIETOK
muMmdonurapHoro psga, wMakpodaros, so3uHodmioB, TK. TK ¢
OJIHOTUITHO AaTUIMYHBIMU SIpaMu TPaBUILHON BBITSHYTOH (OpPMBI,
PacHoIOKEHHBIMUA  SKCIIEHTPHUYHO. [Mutomnasma TK ymanuHenHas,
OoTpocTUaTasi, HACHIIICHHAs KPYNHBIMM TpaHylaMH C XapaKTepHOU
OKPACKOM. B yuacTkax «rpaHyieMaTo3HOM HHPWIBTpaArun» -
peTUKyIsApHBIH Gubpo3 1-2. I['panynonuTapHbIi pPOCTOK B pPaBHOMU
CTETICHU TPEJCTABICH BCEMU MEPEXOAHBIMH KJICTOYHBIMH (POpPMaMHU.
OPUTPOUTHBIN POCTOK — PUTPOOIACTUIECKIE KOJIOHHUH
HOpMOOJIaCTUYECKOTO THMA. JIeHKoIpUTpOoOIacTHIeCkoe COOTHOIIECHUE
2:1. 3axmouenue: TOpaXeHHWE KOCTHOTO MO3ra TMPU CHUCTEMHOM

MaCTOOHUTO3C.

° MounekynsgpHo-reHeTnueckoe wuccienoBanne KM: [IIIP-rect Ha
mytanuu rena JAK2 (V617F, 12 exon), BCR-ABL, c-kit D816V, FISH
KM c 3oumamu LS| PDGFRA PDGFRB — myTanuii He 00HapyKeHO.

[71]



° VY3U opranoB OproiIHON MOJOCTH — MEYEHDb U CENe3eHKa HOPMaIbHBIX

pasMepPoOB, MHOKCCTBCHHBIC KUCTBI IICYCHU.

° KT xocreii Taza: pe3koe HCTOHUYEHHE KOPTHKAJIBHOIO CJIOS B TEJe
IIPaBOW MOJAB3AOLIHOM KOCTH, OJHAKO IIPU MCCIEIOBAHUU B PEKUME

«MPR» xopTUKanbHBINA CIOW MPOCIEKUBAECTCS HA BCEM MPOTIKEHUHU.

° Pentrenorpagus xocTeil Taza u yepena: NpU3HaKOB OCTEOAECTPYKIIMU

HCT.

ITocne oGcnenoBaHMs MALMEHTKA BbINMCAHA C JUArHo3oM «CHCTEMHBIH
UHAOJEHTHBIM  MAacTOIMTO3»,  cHenuduyeckas  Tepamuss BO  BpeMms
rOCMUTAIN3alUU HE MPOBOJAMUIACH. PEKOMEH/I0BaH KOHTPOJb KIMHUYECKOTO U
OMOXMMHUYECKOTO aHajdu3a KpoBHW, Tpumrtazel — 1 pa3 B 6 Mecsaues, Y3U
OPIOIIHOM TOJIOCTH, IeHcuToMeTpus — 1 pa3 B roa. Tepanus B npexxHeM o0beMe

U pexxuMe (KCcH3all Ha MMOCTOSHHOW OCHOBE).
Oo6cy:xnenue

OnucaHHas KJIMHMKA W aHaMHE3 YKIIQABIBAOTCSA B OIIPCACIICHUC CM c

BSJIBIM TCUCHHCM, HA3BIBACMOI'O TAKXKC MHIOJICHTHBIM CM.

Kax mpaBuio, nepBeie nposiBieHus Oose3Hu nanueHtsl ¢ CM oTtmevarort
BO B3pPOCJIOM BO3pacTe — B MEPBYIO OYEpeb KOXKHBIC MPOSIBICHUS W MPUINBHI.
Jlaxke mpuU OTCYTCTBUM CHUMIITOMOB CO CTOPOHBI BHYTPEHHHX OPTraHOB Y
B3pocibIx mpenmnonaraetcss CM, omHako i TOATBEPXKICHUS CHUCTEMHOCTHU
mpoiiecca HEOOXOIMMO TPOBECTH PANl  JAUATHOCTUYECKUX HCCIICIOBAHMIA.
CornacHo knaccudukamuun BO3 (Akin, Metcalf, 2008), cymecTByoT msTh
JTUarHOCTUYEeCKUX KkputepueB CM: Oonbpmiol kputepuii — oOHapyKeHHE
crkorenuit TK B KM u apyrux opranax (kpome Koxu), — u 4 Majblx — 1)
He3pensie atunuuabie TK B uHbUIbTpaTe, 2) s3kcnpeccus mapkepoB CD25 nmmn
CD2 na momepxnoctu TK, 3) oOnapywxenue C-KIT D816V wmytammm, 4)

MOBBIIIICHWE YPOBHS TPUITa3bl KpoBU. Y manueHTKH C. UMErTCs OObIIon
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kputepuil n nBa ManbiX (atunus TK U MoBbILIEHHWE YPOBHS TPUIITA3bl), YTO

OJIHO3HAYHO COOTBETCTBYET AHarHo3y CM coriacHo 03ByYE€HHBIM KPUTEPUSM.

Crnenyromuii mar B JUArHOCTUKE — ONPENEIICHHE TSKECTH W
arpeCCUBHOCTHU IPOLECCa, KOTOPOE MPOUCXOAUT C IMOMOILBI0 COOTBETCTBEHHO
B- u C-npusnakoB. B-npusHaku oTpaxxkaroT maccy aTunuuHbIX TK U MO3BOJIAIOT
nuarsoctupoBaTh Tieomuii CM. OgHako TakTHKa BEAEHUS BSUIOTEKYIIETO H
mieomero CM uaeHTMYHa — HaOMIOJEHHE 3a MAIUMEHTOM C Ha3HAYeHHEM
IIOCTOSIHHOM CUMIITOMAaTUYECKOM TEpaluM, YTO JEJIACT BBISBICHUE JIaHHOMU
(GopMBl HE CTOJb MpakTU4YecKu 3HauuMbIM. Haubosee 1nenecoodpa3Ho
BbIsiBJIeHUE C-TIPU3HAKOB, MOCKOJIBKY NPH HAJIMYUUA XOTSI Obl OJHOTO M3 HHUX
CUMTaeTCs JOKa3aHHbIM Auaruo3 arpeccuBHoro CM. JluddepenuupoBanue
MHJOJICHTHOTO U arpeccuBHOro CM BaxHO, Tak Kak arpeccuBHblii CM siBnsieTcs
NOKa3aHUEM K LUTOpeAyKTHBHOM Tepanuu. llockonpky y mnamuentku C.
OTCYTCTBYIOT TIpU3HAaKM MaccuBHOM wuHQmiIbTpauuun KM ¢ cuHapomom
[AHLIUTOIIEHUH, TeNAaTOCIUNIEHOMETAIINY C CUHAPOMOM IIOPTaJIbHON TMIIEPTEH3UN
U TUIEPCIJICHU3Ma, OCTEOJIM3MCca U CHUHApPOMa MallbadCOpOLMU, arpecCUBHBIN

CM UCKITIOYEH.

B cBa3u c monyyeHHBIMH pe3yibTaTaMH OOCIENOBaHWS TOKa3aHUM K
LIATOPEAYKTUBHOM TEpANlMM HE BBIABICHO, TAaKTUKA BEICHUS NAUUCHTKU —
AKTUBHOE HaOJIIoICHHE c Ha3HauYCHUEM IIOCTOSTHHOM Tepanuu

AHTUTUCTAaMHMHHBIMHA CPCACTBAMM.

OnucanHass y NAUUEHTKA XOJOJOBasi KpaluWBHUIIA BIHCHIBAETCS B
MaTOT€HE3 MACTOIMTO3a: TOBBIMICHHAass Tmpoiudeparus TK compsbkena c
BBHIOPOCOM THCTaMHHA B OTBET HAa MOHIKEHUE TEMIEPATYPhI, MPOSIBISIONIEECS
kaptuHoit XK. Cunmpom PeiiHo compoBokIaeT TedyeHne MHOTHX 3a00JIeBaHUN
KpPOBHU, 4YTO, BKYI€ C TIOBBIIMIEHHOW YYyBCTBUTEIBHOCTHIO K HEKOTOPHIM
dakTopam (mepeoxIaxaeHUI0, CTPeccaM | T.1I.), OOBICHIET €T0 MPUCOCTUHECHHE

K KJIMHAYECKON KapTHHE.
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b. Knunuuecxkuui cayyau nayuenmku K. c¢ acpeccuenvim
CUCHEMHBIM MACMOUUM O30M

Benymum nposiBienueM B Aedrote 3a0osneBanus y nauueHTku K. (66 ner)
ABIISUICA JIECTPYKTHBHBIM KOCTHOOOJIEBOW CHHJIPOM B N03BOHOuYHHKE B 2004
roay. Ilo atomy noBony nomyuana tepanuto HIIBC, ¢usnorepanesruueckoe
JIeYEHUE, Maccax ¢ MOJIOKUTEIbHBIM 3 dexTtom. OnHako B situBape 2006 rona
nociie (QPU3NYECKONM Harpy3Kd BHOBb BO3HUKIMA OOJIM B HUXHETPYAHOM,
NOSICHUYHOM OTJIeJIaX IO03BOHOYHMKA. B0300HOBIEHHas cuUMIITOMaTHYeCKas

Tepanus 3Q¢deKra He uMera.

C 2006 roma wnawato oOcnenoBanue: B Mapre Ha MPT BbIsBICHBI
npu3zHakd U@ QGy3HOro OCTEomnopo3a, KOMIIPECCHUOHHBIE IaTOJOTHYECKUE
nepeiaoMbl Ten Li-Ls, Thir mo3BonkoB, rpepka Ls-S;. O6ciemoBana B8 HUU
remaroniorun W TpaHcysuonorun (r. Cankt-IlerepOypr), rae HCKIOUCHA
MHeJIOMHasT Ooyie3Hb W OHKoyiormueckue 3adoneBanus. I[lo mamaeiM KT
TPYJHOTO OTJeJla MO3BOHOUYHHUKA JOMOJIHUTEIBHO BBIABIECHBI KOMIIPECCUOHHBIE

nepesoMbl Te Thg, Thys.

B wutone u nexabpe 2007 roma B I'KBNe2 BeImONIHEHBI oOmepauu
(TpaHCTIeAMKYIApHAs MyHKIMOHHas BepTeOpomaactuka tex Thg, Thi, L
TIO3BOHKOB CJIeBa U MEPKyTaHHAas MyHKIIMOHHAs BepTeOporuiacTrka Tea Thy, Lo,
L3, Ls mo3BonkoB). Ilociie mpoBeI€HHOTO ONEPATUBHOIO JICUCHUSI 3HAYUTEIIHHO
yMeHbIuiIcsa OoneBoi cuHapoMm. B deppase 2008 roma KOHCYIbTHpPOBaHA
reMaTojioroM, IO pe3yidbTaTaM THUCTOJOTHYECKOTro wuccienoBanus KM
(0OHAPYKEHO CKOILJICHUE aTUIMYHBIX BEPETCHOBHAHBIX KIeTOK (<30 KIeTOK B
uHOUIBTpPaTe) C THUIEPXPOMHBIM SJIPOM U BBITIHYTOM  OTPOCTYATOM
uurornazmMont, sozuHopunus), UI'X ananmza KM wu aHanuza Tpumnrassl

CBIBOPOTKH KpoBH (37,4 Mkr/1 ipu HOpMe 10 11,4 Mkr/m) 3anomo3pen CM.

beuta rocnuranmzupoBana B ['KBbNe3l, rme mnpu monoJHUATENBRHOM
obcienoBaHnu ObUIO BhIsIBIICHO yBenmueHne COD (32 mm\uac); MOBBINICHHUE

ypoBHs IQE no 470,2 xE/n (Hopma go 100 xkE/n); cuuaturpaduueckue npusHaku
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MaTOJIOTHYECKUX CHEU(DUUECKUX U3MEHEHHI B KOCTAX Ta3a, KOCTAX Yeperna, B 6
pebpe cnpaBa, mo3BoHouHuKe; myTtanuu c-KIT D816V He oOHapyxkeno. B

pe3ysbTaTe MPOBEACHHOTO 00CIEeI0BaHNs YCTAaHOBIIEH IUArHO3:

OcHosnotii: CHCTEeMHBIH MAaCTOLUTO3. ArpecCHBHOE T€YeHHE ¢ MOPAKEHHEM

KOCTeM.

Ocnooichenus. I'enepannzoBaHHbII 0CTEO0NOopo3. IIaTosornyeckue

KOMIIpeCCHOHHBIE mepesioMbl Tea T hy, Thii, Li-5 mo3BonkoB.

VYuursiBast arpeccuBHoe TedeHne CM u otcyrctBue C-KIT D816V-
MYTallMM, MPOBOAMIACH LUTOPEIYKTUBHAS TEpanus UMATUHUOOM ME3UJIaTOM
(I'muBek). B cBsi3u C OCTEONECTPYKTHUBHBIM CHHIPOMOM HayaTa Tepamnus

ouchochonaramu (3omera).

[Tocne 3 MecsIeB UTOPETYKTUBHOMN Tepanuu: CBIBOPOTOUHASI mpunmasa
= 33,8 wmkr/n (mpu HOpme g0 11,4 wmkr/n); COD = 50 wmwm\yac;
peHmeenozpagpuuexoe ucciedosanue. HapacTaHWE B JIUHAMHKE TPU3HAKOB
OCTEOII0PO3a, MOSBICHUE KOHCOJIUIMPOBAHHBIX MEPEITOMOB 5-X pebep ciieBa H
CTpaBa, OCTEOIOpPO3 JIONMATOK W KIFOUHWI, HapacTaHWE OCTEONopo3a B KOCTAX
Ta3a, MOSBJICHUE MEJIKMX 0YaroB JACCTPYKIIMH; KOCTH Yepera U KOCTeH rojieHei
0e3 auHaMuku; ocmeocyunmuepagus (OCI). odarn runepdukcanuu POII B
peOpax, PyKOsITKE TPYIAHHBI, B MOSCHUYHOM OT/EJC MO3BOHOYHHKA Ly\L3, B
IPaBOM KPECTIIOBO-TIOIB3/IOIITHOM COWICHEHUH, B TUCTAIBHON TpeTH nuadus3os
o0enx OeIpeHHBIX KOCTEH, NPOKCUMAIBHOM ueTBepTH aAuadusza MpaBoOM
6onpiiebeprioBoit koctr, nuddysnas runepdukcanus PDII B xocTsax cBoma
yepena. JlaHHbIC U3MEHEHUS OBLIN CBSI3aHBI C MIEPEPHIBOM B TEpanuu [ THBEKOM
(IepepbIB B MpUEME COCTABHII 2,5 Mecsla BBUIY HEBO3MOXXHOCTH TOJIYUCHUS

npenapara 00JIbHOW ), PEKOMEH/I0BAH NAJIbHEHIINI TpUeM Mpenapara.

Uepes 7 mecsieB nmpueMa Ipenapara mpunmasa cvleopomiu 29,9 MKT/a
(mopma-0,0-11,4 mxr/m); OCI. o CpaBHEHHUIO C pe3yibTaTaMHU MPEIAbITYIICH

OCT HE3HAYUTEILHOE YMEHBILIECHUE YPOBHSA runeppuKcaluu;
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penumeenoepaghus: 0e3 TUHAMUKY; 2ucmoocuyeckoe ucciredoganue KM: 00bEm
OmyXoJieBOro nmnponudepara COCTaBIsIeT MNpuOIM3UTENIbHO 25% T1UIomanu
KOCTHOW JIAKYHBI, 2emozpamma — aHEMHUsl JErKou crenenu; Y3U opeanoe

OprOWHOU no0CcmMU — TENATOCIIIIEHOMET lIus OTCYTCTBYET.

Ha ocHOBaHMM MOJy4EHHBIX JaHHBIX JUArHOCTUPOBAH MAaJIbId OTBET HA
Tepanuio or mapra 2009 r. [Ipu nanpHeleld OLEHKE YPOBHS TPHUIITA3bI

BBISIBJICHO CHUDKEHHE 10 26,4 MKT/1 (pu HOpMe 10 11,4 Mkr/m).

C ydeToM TMOJYyYeHHOM JWHAMHKM W Majoro OTBETa Ha TEparuio
naiuentke K.  pexoMeHJOBaHO  MPOAOKUTH  aMOYyJaTOPHO  TEparuio

UMaTUHHOOM Me3uJiaToM U OuchocdonaTaMu 1Mo HaOIIOICHHEM TeMaToJIora.
Oo6cy:xnenue

OrcyrcTBHE crenUPUYECKUX MPU3HAKOB MACTOLMTO3a (XapakTepHas
CBIIb U MPOYHE KOKHBIE MPOSBICHHS) HE MO3BOJIMIO CBOEBPEMEHHO MOCTABUTH
nuarno3. OpHako, ooHapyxkenue nnpuiabTpaToB TK B KM, UI'X uccinenoranue
KM wu nmnoBbllleHHE YPOBHS TpPUNTa3bl IO3BOJIIIO  JTUArHOCTUPOBATH

«CHCTEMHBIN MaCTOIIUTO3».

Jlokazanubple npu3Haku HHGUWIbTparuu KM TydHBIMM KJIE€TKaMU U
BBISIBJICHUE OCTEOJCCTPYKIIUM, @ TaKXE€ IOBBIIICHUE YPOBHS CHIBOPOTOUYHOM
TPUIITa3bl CBUJECTCILCTBYIOT O HAIMYMU Y TAUUEHTKH AarpecCHBHOTO
CUCTEMHOr0  MAacTOIuTO3a (CUCTEMHOCTh HAa OCHOBAaHUU BHEKOMXHOTO
MOpayKEHUs, arpecCUBHOCTh Mo Hammuuio C-npusHakoB — mo Akin, Metcalf,
2008). Hausbii Tunm CM  sgBOdeTCAS  MOKa3aHHMEM K  IPOBEICHUIO
OUTOPEAYKTUBHOM TEpanuu, MPECICAYIOMEd HECKOJbKO IEIC: BO-TIEPBBIX,
BO3JEHCTBHE HA UMEIOIINECS CUMIITOMBI, BO-BTOPBIX, JICYEHUE YKE BO3ZHUKIINX
OCIIO)KHEHHH (OCTEOACCTPYKIMSI) W, B-TPEThHUX, MPOPHUIAKTHKA JaTbHEHIIMX
ocnokHeHn (MaccuBHas wHuabTparmuss KM u cuHIApOM NaHIMTOTICHUH,
rernarocIICHOMErajausd C  CHHAPOMOM  IOPTajJbHOM  THNEPTEH3UH U

runiepcruieHusma, nopaxenue XXKT u cuaapom ManbadcopOum).
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HaubGonee uenecooOpa3HbiM B CIOXKHUBLICHCS CUTyallUH SIBISIETCS
npuMeHeHue uMatuHuOa Meswnara (I'nmMBek) s UUTOPENyKTUBHOW Tepanuu
arpeccuHoro CM y mauuentku K. T'muBexk s¢ddextuBeH y y3koro kpyra
OONBHBIX € JaHHOM (opMOil MacTomMTO3a MpH ycioBUM OTCYTcTBUS C-KIT
MyTau. HeoaHOKpAaTHBIMU MOJIEKYJISIPHO-TEHETUYECKUMU HUCCIEeI0BAaHUMHU
KM nanueHTkn ObUIO MOATBEPAKACHO OTCYTCTBUE YKA3aHHOW MYTallMd, YTO

npeanosaraet 3QPEeKTUBHOCTH TEPAIUU.

KouTtponbeHbie o0cnenoBanus mpu npuemMe [nuBeka MNOATBEPKAAIOT
3¢ (PexTUBHOCTH Mpenapara, KOHTPOJIUPYEMYIO CHIPKEHHEM YPOBHSI TPUNTA3bl U
yMeHbllIeHrneM ypoBHs runepduxcanuu POII (xapakrepHoit aiis ocTeoiau3uca
WIH OCTEOCKJIEpO3a) B MOPAXKEHHBIX Yy4acTkax Kocted. OJHAKO CHHUXKEHHE
ypOBHs TpUNTa3bl MeHee yeM Ha 50% B coueTaHUM ¢ OTCYTCTBHEM HapacTaHUs
ouaroB runepdukcanuun POIl B KOCTAX MO3BONISIOT AMATHOCTUPOBATH TOJBKO
MaJblii oTBeT Ha mpemapat (mo Valent P.). [loctmkenne JaHHOTO pe3ysbTaTa
OOBSCHAETCS HMEBIIUMUCS CIOXKHOCTSAMHM B TIOJYYEHHHM IIpenapara u
nepepbiBaMU B IUTOPEIYKTUBHOM Tepanmud | JUKTYeT HE0OXOJAUMOCThb

IMPOOOJIKCHUA Ha3HAYCHHOMN CXEMBI JICUCHUSI.

HNHTEepecHbIM BOIIPOCOM ABJISIETCS TMOBBINIEHUE YpoBHs IJE y manueHTKu
K. CornacHo COBpEeMEHHBIM TMPEACTaBICHUSIM, MAacCTOIMUTO3 HE SBJSETCS
3a00JIeBaHUEM, MPEIPACIIONarafoluM K BO3HMKHOBEHHIO QJUICPTUYCCKHUX
peaKIuii — 4acToTa aJNIEPITHYeCKUX PEaKIuid y MallMeHTOB C JIOOBIMH (hOopMaMHu
MacTOIMTO3a CONMOCTAaBUMa C aHAJOTMYHOM YacTOTOW B OOIICH IOIYJISIIUU.
OnHako MpH BBISIBJICHUM MOBBIMICHUS ypoBHS IQE y OOJIBHBIX MacTOIMTO30M
HEOOXOMMO IMTOMHHTH O PHUCKE BOZHHUKHOBEHUS aHA(PUIAKTHICCKON peaKIuy Ha
pazHooOpa3Hple BO3ACHCTBYIONIME (PAKTOPHl M PEKOMEHIOBATH TMAITUEHTY

MIOCTOSTHHO MMETh ¢ CO0O0¥ aJpeHAIMHOBYIO MMpHIl-pyduky (o Tuiry Anahelp,

Anakit).

B. Knunuueckuii cayuau nayuenma Y. c¢ azpeccuenvim

CUCMMEMHDBIM MACMOUUMO30M, MYUHOK/IEMOUHbBIM JeUKO30M
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[Manment Y., 38 net, npumepuo ¢ 2005 roga (c Bo3pacta 26 ser) Hayal
OTMEYaTh MOSBICHUE MEJIKOM, MEJIJIEHHO HAapacTaroMIeH ChIIKA Ha KOXKE KUBOTA.
Tsoxkenbix aHaduiakTuueckux peakuuii He otmevan. C 2013 roga cranu
MOSIBIIATHCS. OOJM B KOCTAX M CyCTaBax, IO MOBOAY 4ero oOpartuics K Bpauy. B
HUN KnunUmmynonorun (r. HoBocuOupck) ObUIO MNpPOBEACHO MEPBUUHOE
00CNIeIOBAHUE: 2UCTNONO2UYECKOE UCCNe008AHUE KONHCHO-MbIULEYHO20 JOCKYMA'.
ckyaHass — jgumdoructuouudtapHas — uHQuiabTpauus;  OCI.  guddysHas
runepukcanus POII  koctamu  (MpU3HAKKM  CUCTEMHOTO  TOBBIIICHHUS
0CTe00JaCTUYECKON aKTUBHOCTH BceX Koctel); YV3U o6prownoi nonocmu:
cenesenka 64 cm? (mpu HOpMe 10 50 cM?); Oencumomempusi: B BEpXHEl Ieiike
paBoil OeJPEHHON KOCTH YMEpPEHHasl OCTEOoNeHus, B 30He Bapma BeipakeHHas
OCTEOTICHUS; Mueroepamma: o6mactel 5%, Tydnsie kietku 19.5%. 3akiawvenue:
TYYHOKJIETOUHBIH Jeiko3; KT nosacHuunoco omoena NO360HOYHUKA.
pPacIpoOCTpaHEHHOE OYaroBoe TMOPaKCHHUE IMMO3BOHOYHMKA W  IOJB3OIIHBIX
KOCTEl OCTEOOJaCTUYECKOTO THUIIA; MPEenanoOUoncus KOCMHO20 MO32d.
MHOKECTBEHHBIE CKOIUICHHS TY4YHBIX KJIETOK (5-200 KJIETOK B CKOIUIEHHH) C
BEPETEHOBHU/IHBIM SI[pAMH, YMEPEHHO IIUPOKOW LMUTOIUIa3MOM, COJepikaniue
MEJKHEe MoNuXpoMaroduiibHble TpaHyibl (oKkpacka mo ['mm3e), B 4acTh KIETOK
IPaHyJISIPHOCTh MEJIKasl MbUIEBUIHAS WU OTCYTCTBYET BoBce. MHOrna B Takux
CKOIUICHHSIX TPUCYTCTBYIOT 303MHO(MIBI, JTUMQPOUIHBIE AJIeMEHTH. Jlpyrue
TydyHble KJIETKM THUIMHUYHONH (OpPMBI PABHOMEPHO paCIpEAeNieHbl Cpenu
KpOBETBOpHOU TKaHU. [mmepraszust 303uH(WIOB. MUHUMAIBHBIN 0YaroBbIii
¢bubpo3. OvaroBplii TE€MOCHACPO3, ACCOIMUPOBAHHBIN CcO CKomIeHusIMU TK;

yumozenemuyeckoe uccieoosanue’. 46 XY, del(11)(g23).

Ha ocHOBaHuM mpoOBEeIEHHOrO O0O0CIEeA0BaHUSI YCTAHOBIIEH JUArHO3:
CucTteMHBIH MAacTONNTO3 (TYYHOKJIETOUYHBII J1efiK03), arpecCHBHOE TeUeHHe

¢ MOpPa’KeHueM KOCTeH.

Hasnauena tepanusi umaTepdepoHOM-0 B go3upoBke 9 wmuH. EJll/Hen,

KoTopasi B TeueHue 7 mecsieB (¢ ¢depais no ceHtsioOpr 2014 r.) He okazana
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MOJIOKUTENBHOTO 3(dekra (HapacTan OCTEOAECTPYKTHBHBIM KOCTHO-00J€BOI
cunapom, no nanHsiM KT m MPT noareepxknena ocreonectpykuuns, Ha Y3U —

YBCIIMYCHUC CCIIC3CHKHU 11O CPABHCHUIO C MPCAbIAYIITUM I/ICCJ'ICI[OBaHI/IeM).

B cents6pe 2014 r. oOpatumiics 3a koHcyibTanueil k remaronory B I'Kb
Ne31, nmoobGcnemoman: [IIJP c-kit D816V KM: mnonoxutenbHo (B KpPOBH
OTpHIIATENbHO); mpunmasza kposu:. 147 wMxr\n (Hopma npo 11.4 wmxkr/n);
Muenocpamma: TYHKTAT KIETOYHbIM, MacTonuThl 3.6%. I'paHynouuTapHbIi
POCTOK C MHUEJOUMUTapHOU peakuuent; YV3U oprowmnou nonrocmu: TEUYEHB
BBICTYIAET U3-10J pedepHoi ayru Ha 1.5 cM, quddy3Hble U3MEHEHHUS M0 TUITY
KUpoBoro remarosza. CeneseHka 79 cM?, pemmeenozpaghus xocmeii 2pyoHol
Knemku, yepena, maza: TudPy3HbIA OCTETIOPO3, MEJIKUE OYaru ACCTPYKIHMH B
pebpax, KIrounIax, mpaBoil jonatke. EauHUUHBIE 0Yaru 1eCTPYKIUU B JOOHBIX
U 3aTBUIOYHBIX KOCTAX. B KOCTSIX Ta3a o4yaroB JECTPYKIIMH HE OMpEeNeseTcs;
2UCTNON02UYECKOEe UCCNe008aHUe KOCMHO20 MOo32a: TIOpa)XKeHUE, XapaKTepHOE

JJIA CHCTCMHOI'O MaCTOLIMTO34.

[TarenT OBUT OOCYXACH C PYKOBOAWUTEIEM HWHCTHTYTa MAacTOIUTO3a
(Toneno, Wcnanms) mpod. JI. DOckpubano. PexkoMmeHmoBaHO, B CBS3U C
otcyTcTBHEM 3 (PeKTa, mepexo s Ha MUTOPEAYKTUBHYIO TEPAIHIO KIIaJIPUONHOM

(6 xypcoB).

ITocne xaxmoro kypca mnpoBeaeHHoM XT kinaapuOWMHOM OIlEHMBAIACh

3 PEKTUBHOCTD JICUCHUS :

o Jlocne XT Nel «KnaapuOuny»: CHUKEHHE YPOBHS TpUNTa3bl 10 125 MKr/m.
KoctHo-00€BOI  CHHAPOM  COXpaHSETCS, HO CTAaHOBUTCA MEHEE
MHTEHCHUBHBIM, TOTPEOHOCTh B aHAJIBI'€TUKAX CHUYKAETCS.

o Tlocne XT No2 «Knanpubun»: cHI>KeHHE YPOBHsI Tpumtassl 70 100 MKr/m.

o Tlocne XT Ne3 «Knanpubun»: CHI>KEHHE YPOBHSI TPUIITA3bI 70 93 MKT/I.

o Jlocne XT Ned «Kmanpubun»: CHUKEHUE YPOBHS TPUITA3BI 10 55 MKI/I,

OCTCOXOHAPO3 TI'PYAHOro M IIOACHHUYHOI'O OTACIIOB IIO3BOHOYHHKA IIO
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nanHbIM MPT, ocTeoiecTpyKTUBHBIE U3MEHEHUS HE ONPEAEIIAOTCS;

e Jlocne XT Ne5 «Knanpubun»: CHUKEHUE YpOBHS Tpumrtassl a0 38,5
MKT/JI;

e Jlocne XT Ne6 «Knaapubuu»: 3HAUMTENBHOE YMEHBLIEHUE KOCTHO-
6oseBoro cunapoma (BioTh A0 orMeHbl HIIBC) 1 K0XHBIX MPOSIBICHUI,

CHIKEHHE YPOBHS TPUIITA3bl KPOBHU.

[lanueHTy  pEKOMEHJIOBaH KOHTPOJb  YPOBHS  TPUNTa3bl  KPOBH,
KJIMHUYECKOTO, OMOXMMHUYECKOTro aHaiu3a KpoBu — 1 pa3 B 3 mecsua. llpu
NOBTOPHOM TOBBIIIEHUU YPOBHS TPUNTa3bl — LUTOPEAYKTUBHAS Teparus
knaapubuHoM. Takxke nDanuMeHTy HeoOXOIMMbl Mpenaparbl 30JICHIPOHOBOU
KUACTIOTHI JIJIsl MPOPUIAKTUKHU U JIEYEHUS] OCTEONOpO3a U OCTEOJECTPYKTHUBHBIX

SIBIICHUU.
Oo6cy:xnenue

VYV mnanmenta Y. 3apeructpupoBaH THUIHUYHBIM AEOIOT MacCTOIMTO3a —
NOSIBJIECHWE XapaKTEPHOM CBIMM BO B3POCIOM BO3pacTe M MEJJIEHHOE €€
HapacTaHue, CXOJHOE C TeueHueM Oosie3Hu y manueHTKu C. ¢ MHIIOJEHTHBIM
CM. OpnHako, B OTJIMYKME OT KIMHUYECKOW KapTuHbl nauuveHTku C., BCKOpe
nocie Hauyajga 3a0ojeBaHUS Ppa3BWIICS KOCTHO-OOJIEBOW CHHAPOM, YTO
coBMecTHO ¢ mHbunbpTpanuer KM TydHBIMH KJIETKaMH, TTOBBIIICHHEM YPOBHS
TPUNTa3bl U TENATOCIJICHOMErajueld  MO3BOJWIO  JIMAaTHOCTUPOBATH
arpeccuBnbiit T CM. Kpome 3T0r0, B MHEIOrpaMMe OOHAPYKEHO YBEIIUYCHUE

KonudecTBa OyacToB U TK, 4TO CBHIETENHCTBYET O TYYHOKJIETOUHOM JICHKO3E.

BBuny omnmcaHHOW KapTUHBI, a TakkKe OTCYTCTBUS Odddexra ot
MpUMEHEHUsT WHTEpPEpOHa-0. B KA4YeCTBE IMUTOPSAYKTHUBHON Tepamuu W
BbIsiBNIeHHON B KM myTtamuu c-KIT D816V, Obiio mpuHATO pelieHne 0 CMEHe

LIUTOPEAYKTUBHOW Teparuu Ha KIaJPUOUH.

[TIpoBenennass XT u3 6 KypcoB kimanpuOuHa Obia dhPexTuBHA, O YeM

CBUACTCIILCTBYCT CTAaOMIJILHOE  CHIDKEHHE TPpUIITA3bl KW IIOJIOKHUTCJIbHAA
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KIIMHUYEeCKass TuHAMUKa. TakuM oOpa3oM, MaHHBIH clydail WILTIOCTPUPYET
ObIcTpoe JoCTHX)eHue JieueOHoro s¢d@dexra y MalMEHTOB C arpecCUBHBIMU

dbopmamMu MacTOLIUTO3A.
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3aKknoyeHue

MacTtouuTo3 — peakas naTojorus, TpeOyromas JaJbHEHIIero u3y4yeHusl.
Ha ceronHsmHuii 1eHb HE CYIIECTBYET AOCTATOYHO YETKOIO MpPEICTaBICHUs 00
ATUOJIOTUM M TMATOT€HE3€ MAaCTOLUTO3a, 4YTO JUKTYeT HEOOXOJIUMOCTh

JAJIbHEUIIIETO U3YUYEHHUS JaHHOM MMaTOJIOTUH.

Macrouuto3 — 3TO JOBOJBHO OOLIMpHAs Tpynna TeTepOreHHbIX
3a00sIeBaHUI C TIOBBIIIEHHBIM HAKOIUICHUEM U MpOoarQepaeil TydHbIX KIETOK.
Takum o00pa3oMm, HEOOXOAUMO HE TOJBKO THIATENbHO JUDPepeHIpoBaTH
KIuHu4Yeckue ¢Gopmbl  O0NE€3HH, HO U TOJAXOJIUTh WHAMBUAYAIBHO K

O6CJIGJIOB3HI/IIO, JICUCHHIO U OKa3aHHIO KOHCYHBT&THBHOﬁ ImoMOHIIH IMannucHTY.

Ienbro HacTosmel paboThl OBLJIO U3YUYEHHUE CTPYKTYpPhl MAacTOLMTO3a Ha
npumepe OOoJbINON Tpymnmbl NanueHToB u3 Poccuu. B pamkax paGoTel ObLIO
IPOBEJIEHO MacIITa0HOE HCCIeI0BaHue, KOTOpOoe BKIIOYAIO B cedsi cOop
uadopmanmu o 123 marmuentax u3z 65 ropomoB Poccuu, a Takxke YKpauHbl,
benmapycu, JlatBum. bBbeul  mpoBeneH MaKCUMaJdbHO TOAPOOHBINM  cOOp
uHbopMallMK O TeYeHUH 3a0oyieBaHMs, OTOOp Hambojee BaXHBIX U

ITOKAa3aTCJIbHBIX KPUTCPHUCB U dHAJIM3 OCHOBHBIX IMOJTYUYCHHBIX TGH,Z[GHHI/If/i.

[To pesympraTam maHHOH pabOTHI MOJXKHO CKa3aTh O BBISBICHHBIX
TCH/ICHIUAX TeueHus 3aboneBanus B Poccuu, CXOIHBIX C ONUCAHHBIMU B
WHOCTPAHHBIX HAYYHBIX XKypHanax. OJHAKO MacCTOLUTO3 — JIUTEIHHO TEKYyIIee
3a0oeBaHne, MOITOMY HEOOXOIMMO JaibHEHIlee aKTUBHOE HAOIIOACHHE 32
MalMeHTaMd C MACTOIMTO30M ISl BBISIBJICHHS JOJITOCPOYHBIX TEHICHIIMI
TeYeHHs] O0Jie3HU  (MPOAODKUTENBHOCTh  JKM3HHU, BIHMSHHE  BO3pPacTa,

JIEKapCTBEHHOM TE€panuu U Ha TEUEHHUE U MPOTHO3 3a00JE€BAHUS U T.1.)
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BoiBOAb!:

e [lo pesynbTaramM HW3y4YE€HHS COBPEMEHHBIX JaHHBIX OTECYECTBEHHOU U
3apyOeKHOM  HAy4YHOW  JIUTEpaTyphl,  IMOCBAIICHHOW  mpooOseme
MacTOIMTO3a, MOXHO CKa3aTh O HEJOCTATOYHOU M3YUYEHHOCTU BOIPOCa U
HEPaBHOMEPHOM pacIipe/ie]IeHUd Hay4yHOTO HHTepeca K 3a00JIeBaHUIO
(u3yuenue B Poccuu TOBKO BOMPOCOB KOXKHOT'O MAaCTOILIMTO3a y JeTel U
OTCYTCTBUE HCCIIEOBAHUM, MOCBSIIEHHBIX CUCTEMHOMY MACTOIIMTO3Y Y
B3POCIIBIX);

o TenaeHnuu TeueHUs 3a00JieBaHUS Yy JETEe B I1I€JIOM COOTBETCTBYIOT
OTMCAaHHBIM B HAyYHOW JIMTEpaType: paHHUU aeOroT 3a0oneBanus (10 1
roja), TMPEBAIMPOBAHHE KOXHBIX CHUMIITOMOB HaJ OOUIMMH U
CUMIITOMaMH TOpaXEHUsSI BHYTPEHHUX OPraHoB (TMposiBicHUE OOJE3HU B
BUJIC KOXHBIX (popM), sIBHAs TEHJCHIUS K CIIOHTAHHOMY pa3perieHUI0
00JI€3HU, YTO MO3BOJISIET TOBOPUTH O OJIATOMPUATHOM MTPOTHO3E;

e (CxoaHble TEHJEHIMU TEUECHMsS] MACTOIMTO3a Yy B3POCIBIX MAIIMEHTOB C
ONMMCAHHBIMUA B JIUTEPATYPHBIX HCTOYHMKAX: JeOOT 3a0oieBaHus B
BO3pacTe crapiie 18 yer, coueTaHue KOKHBIX CUMIITOMOB U CUMIITOMOB,
CBUJICTENIBCTBYIOIMX O TIOPaXECHUU BHYTPEHHHX OpraHoB (Oomu B
kocTsax, JKKT-cumMnTomsbl, renarocrieHOMerainusi U T.J.), CKIOHHOCTh K
CTaOWJILHOMY TEUYEHHWIO B BHJE (POPMBI MHIOJIEHTHOTO MACTOIMTO3a Y
OONBIIMHCTBA OOJIBHBIX C OJarompusiITHBIM MPOTHO30M. ATPECCHBHOE
T€YEHUE JUAarHOCTUPYETCS Yy MEHbIIero yuciaa nauueHTtoB. OHO
yXyAIIaeT MPOrHO3, OAHAKO KYIMUPYETCS CBOEBPEMEHHBIM U IPaMOTHBIM
IPUMEHEHHEM XUMHUOTEPATIEBTUUECKOT0 JICUEHUSI.

e BrisiBieHa HEOOXOJUMOCTh JlallbHEMINIETO W3y4deHUsl 3a00JeBaHUs U

POCBENIEHUS Bpaueil B BOIPOCAX O MAaCTOLIUTO3E.
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Tpunoocenue 1

(I)Oprl KOMKHBIX l'[pOﬂBJIeHI/Iﬁ Y NaMMEeHTOB ¢ MaCTOHUTO30M

Pucynok 17. Maxkynonanyne3nas colno npu
RUZMEHMHOU KPanUugHUye

Pucynok 18. Conumapnuie
MACHOUUM OMbL
HOOMBbBIULEUHOIL 0b1acmu

Pucynox 20. Cumnmom /apuve-
Yunwv (cumnmom eocnnamenenusn) -
OCHOBHOU MEMO0 OUACHOCHUKU
(maxynonanynapnas cvins) y MACMOUUmMo3a (2unepemus u omexK

nayuenma c CM KOJICU 8 MeCmax pazopacenus
00€2ic00lL unu wnamesem).

Pucynox 19. Kosicnvie nposagnenusn
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Ipunoowcenue 2
AHKeTa U1l poAuTe/Ieil NauueHTa/IJIsl HAlUeHTa ¢ MACTOLUTO30M
3apascTByiTe!

A Bpauy-rematonor u3 CaHkrt-lNeTtepbypra. MeHa 30ByT BceBosog [eHHagbesuy
MNoTaneHko. A 3aHUMMAlOCb MacCTOLMTO3OM: AMArHOCTUKOM U nedyeHuem. Mactoumtos —
pegkoe 3abonesaHue, KoTopoe TpebyeT OONbLIOK KOHCY/bTaTUBHOM paboTbl U
MMHUMA/IbHOTO JIEKAPCTBEHHOIO NiedeHuns. YTobbl NOHATL CTPYKTYPY POCCUMCKUX NaLUMEHTOB
C MacToUMUTO30M, UX NOTPEBHOCTU, CO3AAETCA PErUCTp NAUMEHTOB: B3POC/bIX U AeTen. Ann
PErnCcTpa OYeHb HYXKHbl CBEAEHMUA O TOM, KaK 60/1e3Hb NOABMIACb M NMPOTEKAET. ITO BarKHO,
NMOTOMY 4YTO MOSAB/MAKOTCA HOBble MpenapaTbl, METOAbl JIEYEHUSA, KOTOPbIE M3-32 HU3IKOM
MHPOPMUPOBAHHOCTM AOKTOPOB MOIYT OYEeHb AO/r0 UATM A0 NaumeHToB. HuxKe npuBeaeH
OMPOCHUK. Ero 3anosiHeHMe 3aMMeT HEMHOTO BpemMeHW. B cBoto odyepeab obellato oTBeyaTb
Ha BalLM BONPOCHI.

24.04.16
C yBaxeHuem,

MotaneHko B.T.

potapenko.vsevolod@mail.ru

®no

[aTa poxaeHua

Appec (gocTaToyHo x0Ts 6bl ropoaa u
pernoxa):

DNEeKTPOHHbIN aapec (YKaxKuTe, NoXKanyncra,
MM#A X03MHA ALLMKA)

2 KOHTAKTHbIX TenepoHa

lpakpaHCTBO (OnpeneneHme BO3MOMXKHOCTU
NleKk. obecneyenus)

[aTa ycTaHOBKM AnarHosa (mecau, roa)

Wpemp,eHme, nocrasuswiee gnMarHo3

CneuuanbHOCTb HablogatolLero AoKTopa

Kak nocrassieH anarHos (bbina am buoncusn
KOXMW, ApyrMe aHanusbl)

KaK HanucaH gnarHos B megKapTe

MpoBoaumasn Tepanus (4To pebeHoK
NPUHUMAET NOCTOAHHO UM NEPUOANYECKN)

Bonpocbl No neyeHuto, NPorHo3y, AMarHocTuKe
macTouuTosa (ecnm ectb).

KnnHunyeckas yactb

BospacT Hauyana (Koraa Brnepsble 6blIM 3ameyeHa
CbiMb)

Poct

Bec
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Ipunoowcenue 2

Tun noparkeHna KOXMu:
1. [MAaTHUCTONONYNE3HbIN

2. AnddysHbin
3. MactouuToma KoXxKu

PacnpegeneHue KOXHbIX USMEHEHUI

Teno

LLesn

Bonocucrana 4yacTb ronossbl
KoHeuHoCTM (nneumn, npegnnedbs,
6eapa, ronexu)

4, 0Obbem

nopa*xXeHnAa KoXXun meHee naun

bonee 95%

CMMNTOMDI, MHTEHCUMBHOCTb (OLLEHUTE KaXKAbli, NOXKaNyincTa, Mo 4acToTe U CTENEHU
BbIPA*KEHHOCTU — Hanpumep, ecnn 3ya becnokouT Bac KaxKabiit geHb u TpebyeT npuema
aHTUTUCTAaMUHHbIX NPEenapaToB, OTMETbTE B TabAnLEe HaNnPOTMB CTPOKM «3ya» A2)
Yacrora:

A- exegHeBHO

B- exkeHefienbHO, HO pexe Yyem 1 pa3 B AeHb

C — eXXeMecsuHO, HO pexke yem 1 pas B Hegento

D — pexe 1 pa3sa B mecay,

CreneHb:
1. [Mpoxoaut camo
2. TpebyeTtca npMem aHTUIMCTAMUHHbIX CPEeACTB
3. TpebyeTcs Nnpuem rMoKOPTUKOMAOB (NPeAHN30/I0H, TMAPOKOPTUZ0H...) +\-
aHTUTNCTaMUHHbIX CP-B
4. TpebyeTca BBeAeHUA aApeHANNHA +\- aHTUTMCTAMUHHbIX CP-B U
r/TIOKOKOPTUKOMNA,0B
CumnTombl yacroTa CreneHb BbIpa*KeHHOCTH
3yA
Cobinb
Mpwunusbl
bonu B mnsote
Owvapes
TowHoTa\pBoTa
AHadunnakcua

BbIBalOT M rocNMTaNAn3aLnm U3-3a NPUCTYNa U ecn 6bIBaPOT, TO KaK 4acTo.

YT0 NpoBouMpYyeT NpUCTYN
(oTMETUTb HYKHbIE)

lopadyaa\xonoaHasa soaa
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(saHHa, ayw), nepenagpl
TemnepaTypbl

BakunHauma

Mpope3biBaHue 3yboB

NekapcTBa (Kakue)

Muuia (Kakas)

dusmyeckan Harpyska

Smounmn

Opyrue(kakue)

CNoXHO BbIAENUTb NPUYUHY
BbI3bIBAOLLYIO MPUCTYN

EcTb M n3ameHeHUA NnoBeaeHUA:

Jedvunt BHUMaHUA

rVIﬂepaKTVIBHOCTb

ECTb 1 HenepeHOCMMOCTb O6€36OJ’IVIBaPOU.I,VIX N XKaPONOHUKALWMX NnpenapaTos:

Bblna v buoncua Koxu:

YpoBeHb TpMNTasbl KPOBU (ecin genanm)

[ata 3anonHeHunsa

Kto 3anonHun

Cnacunbo 3a paboty!
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IloBTOpHAas aHKeTa AJI51 pOAMTE/eH NAUEHTA/IJIA MALKEHTA ¢
MacCTOLMTO30M

3apascTBynTe!

MeHsi 30ByT KceHust AnekceeBHa, s1 paboTaro COBMeCcTHO co BceBonoaom MeHHaabeBUYeM
lMoTaneHko Hag n3y4yeHMem MacToumnTosa.

Mol 6narogapum Bac 3a Balle yyactve B uccnegoBaHUmM 1 3arnofiHEHNEe aHKeT U MPOCUM
NMOBTOPHO 3arMOSfHNTL YKOPOYEHHbI BapuaHT aHKeTbl, MPeAcTaBNEeHHbIN HUXeE.

C yBaxkeHuem,
K. A. CkoptokoBa
B. I". NoTaneHko

mastocytosis@mail.ru

| ®NO |

1. Kak no Bawmm ouwyueHnam nameHunacb 6onesHb 3a npoweplume 6-12
MecsiueB? (NosBUINCH\YCUNUITUCb CUMATOMbI, BOMNE3Hb CTana NpoxoauTb, Ha
NpexHeMm ypoBHe)

2. CNMNTOMBI, MHTEHCUBHOCTb (OLEHUTE KaXKabli, NoXarnymncra, no 4actoTe u
CTEMNEHN BbIPAXXEHHOCTU, 3an0SfIHMB Tabnunuy HUXe).

YacToTa:
A - exxegHeBHO
B - exxeHegenbHO, HO pexe Yyem 1 pa3 B AEHb
C - exxeMecsa4HO, HO pexe 4yeM 1 pa3 B HeZento
D - pexe 1 pasa B mecsL

CreneHb
1. MNpoxogut camo
2. TpebyeTca npMeM aHTUrMCTaMUHHBIX CPeACTB
3. TpebyeTtcsa npuem rnoKopTMKoNaoB (NPeLHMU30MN0H, TMAPOKOPTU30H. .. ) +\-
AHTUMMCTaMUHHbIX CP-B
4. TpebyeTcsa BBeAeHUs agpeHanvHa +\- aHTUrMCTaMUHHbIX CP-B U
rMIOKOKOPTUKONAOB

CumMmnTombl Yactota | CrteneHb
BblpaXX€HHOCTU

3yA

Cbinb

Mpununesbl

bonu B xnBote
[unapes
TowHoTa\pBoTa
AHadunakcua
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3. bbiBalOT N rocnuTanusauMm M3-3a npucrtyna u ecrnin ObIBalOT, TO KakK
4yacTo

YTto nposouupyet
npucTyn (OTMeTUTb
HY)XHbIE)

Nopsivas\xonogHas
BoAa (BaHHa, ayw),
nepenagbl
TemnepaTtypsbl

BakuuHauums

[MpopesbiBaHne 3yboB

JlekapcTBa (kakue)

Mvwa (kakas)

dusnyeckada Harpyska,
cnopt

Amounn

Opyrue (kakue)

CnoXxHo BblaenuTb
NMPUYMHY Bbi3bIBaAOLLYHO
npucTyn

4. EcTb NU N3MeHeHns1 NoBe4eHUS:

Heduunt BHUMaHmA

['MnepakTnBHOCTb

5. EcTb N HenepeHOCUMOCTb 06e360/MBalOLWMNX U XKAPONOHMKAKOLLMX
npenaparoB:

6. Bbina nv 6MoNcUst KOXu:

7. YpoBeHb TpunTasbl KPOBU (€Crnuv genanm)

8. Kak Bbl oueHMBaeTe MH(hOpMUPOBAHHOCTL Ballero sfieyallero Bpaya
(repaneBTa/neguaTtpa) o macTouuTo3e:

1. He 3HaeT Hun4ero

2. Yrto-To cnbiwan

3. CBobOAHO OpueHTMpyeTCs B BONpoce

bnazodapum Bac 3a y4acmue 8 uccriedoeaHuu!

[95]



Ipunoowcenue 4

19 mapra 2017 rona Oblna mpoBelieHa BCTpeda KOH(EpeHIus JAOKTopa
[lotanenko B.I'. u crygentku 6 kypca MeaunuHckoro ¢akymnsreta CIIOIY
CxoprokoBoii Kcenun 115 maiMeHToB ¢ MacTOUUTO30M U UX poaurtenei. Llenbro
BCTpeur ObUIO JaTh pPEKOMEHJAlMu NalueHTaM, 4YTO JejaTh BO BpeMs
MPUCTYNOB OO0JIE3HHU, KaK MX M30eXaTh, Kak BeCTH ceOsi B 0ObIYHOMU ku3HU. C
MaTepralaMu BCTpEYH MOKHO 03HAKOMUTHCS Ha caiite

https://www.youtube.com/watch?v=RCdapR1sXZk

Pucynok 21-23. @omozpaguu co
eécmpeuu-Konghepenyuu
19.03.2017 2.
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Ipunoowcenue 5

MACTOLMTO3 Y AETEU U B3POCIbIX

NMUNOTHOE UCCNEONOBAHUE POCCUMUCKOM rPynnbl NALUMEHTOB

CAHKT-NETEPBYPICKU/ FOCYOAPCTBEHHbIN YHUBEPCUTET
MEOVULIMHCKUA DAKYTIBTET
KA®ENPA ®AKYNILTETCKOW TEPAMUU
CKOPIOKOBA KCEHUSI ANEKCEEBHA

OBLUME CBEAEHUA UENb UCCNEQOBAHUA
NOBMCUTS BPaNEH O MaCTOUNTOE.
MATEPUA/IBI U METOADI
Yacroms scrpeusesocn B 14 : 100 000
MATOTEHE3 "
‘Smiuaacaus &0 KA He BaRCHEAR. =
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rnep- wa aataneas o e
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I oo o HAYYHAA HOBU3HA PAEOTbI R g oo porgronsyegy Y
‘daxtopom  pocTa Bt AU & He MmOt
* Sowecse CTROAOBMX  WAETOK. B pesyrsTaTe
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PO KR HaKOIRHWE B WOmE M APYTNX - = -
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Cankr-Tlerepbypr
2017
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Ipunoowcenue 6

PeayneTaThl, DOMYVYEHHEIE HA JAHHMHA MOMEHT:

[Tpn oGCIENORIHKMA MAUMEHTOR C PRCCEAHHEIM CKAEPO30M Ha Ga3e Ka-
denpr HEpBHLIX Gomeanedt ATMY Guln MCIIONBIDBAHE CIENYIIIME HOCTE-
AOBAHHA:

*  KaPIHOMHTEPBANOTPAQMA — METON OIEHKW BETETATMRHOTO Gannanca
OPTAHN3MA TYTEM AHANHIA BAPHAGENLHOCTH PHTMA CEPAIL;

*  BHIBAHHEIE OTEHIHANE M KPHTHYECKIA YaCTOTA CTHAHMA MENEEAHMI-
3AMMCH FEKTPHYECKHX OTBETOR, HOPMHPYIIIIMICA B KOPE TONOBHOTD
M0ara oT CTHMYTIOR, BO3HHKARMITHX IPH CTHMYIAIMH DEpH{epHYECKHX
HEPBOR, KOPHI TONOBHOTO MOITA M MAKCHMATRHAA YaCTOT BCNMINEK
CRETd, KOTOPAR BOCHPHHHMAETCA MCIIKITYEMBMM KaK OTAENEHLIE METh-
KAHHA, MOIBOMAET XAPAKTEPHIORATE KAK CKPMTHIE, TAK M KINHHYECKH
ABHME HAPYIIEHMA QYHKIIHOHANEHON CNOCOOHOCTH HEPBHEIX CTPYE-
TYP:

*  AHAMH3 KPOBM HA AJPEHANMH M HOPaJPEHANTHH — MOIBOARET IHATHO-
CTHPOBATE CTPECC, KOTOPRIA NPOBOIMPYET aTaky GONeIHN W YXyIIIaeT
EAMHHHYECKHE CHMITTOMEL ITPH NPOTPECCHPYINEM 88 TEYEHHM.

[To mpegBapHTETLHEM PE3YALTATAM GBIT0 OTMEYEHD, YTO ¥ NAIHEHTOR
HE HMEIDIIHMX HAMEHEHWH IPH JAHHLIX METOIAX MCCIEN0BAHMA HAGMIONAeT-
CH CTAOMNEHOCTE COCTORHMA, KOTOPAsA KOHTPOIMPYETCA OGIIMM OCMOTPOM
Bpa4ya-HEBPONOTE, YPORHEM HHBANMAMIAIHA 0 mEane EDSS, a raoxe MPT-
HCCAEN0BAHHEM.

¥ DAMEHTOR KE HMEIITHX HIMEHEHHE BETETATHEHOTD GANTAHCA B CTO-
POHY KOMIEHCATOPHOTD NMpeoGaagaHnd CHMIATHUECKOH PETYIALIMH, HME-
HNIIMN HAPYIIEHHA mpH npoBenenun 3BIT M KHCM, a Tak ®e HMENIHE
[IOBEIIEHHLIA YPOBEHE KATEXOIAMHHOE B KPOBH OTMEYAETCH YXYIEHHE
COCTOAHMA, YBENHYEHHE YPOBHA HHBAMHIH3AMH no mxane EDAS, oTMeya-
HXTCH HOBLIE AKTHEHBIE 04ArH Opu nposegeHnn MPT, oGonenyemule npers-
ABAAIT KAAOOK Ha YXYAIIEHHE COCTORHMA.

MACTOIIMTO3 ¥ TETEA M B3POCTTBIX.
MUIOTHOE HCCTETOBAHHE POCCHICKON TPYIIIB MALHEHTOR

K A Cxopwoxoea, cryd,

Camxmi-Ilemepiypeckul cocpdapomacHsnll YHRUSEPCUmER,
dacrasmemoxod mepanuey. Canm-ITemepdyvpe, Pocous

MacTOIMTO? — PEAKOE W Mano MaydeHHoe B POCCHMM 3aGonesaHMe.
MacTOIHTO? XAPAKTEPHIYETCA AHOMANEHOR NPOMHpEPANMENR TVUHRY KITe-
TOK (TE) DPEMMYIIECTEEHHD B KOMKE, 3 TAKKE B [PYTHX TKAHAX H OPTaHAL

515
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Bre dopMy MacTOLMTOSA MOIPAIMENHANTCA HA ABE IPYINIL: KOKHLIR
MacToruToa (KM) # cucremunit mactouuroa (CM). KM ssmaeTca Bemy-
mel ropMof 300NeBAHHA ¥ 1eTel B BHABTHETCA HA OCHOBAHHMK HATHYHA
XAPAKTEPHLIX MHIMEHTHPOBAHHLIX MATEH W IIAMYA, WHQWILTPHPOBAHHEIX
TE.CM uame BcTpedasTcl ¥ BIPOCALN MALHEHTOR M IOJPA3feIdeTcl Ha
BHNOTEKYHMI Y0 (MHEIONEHTHYHY) W ATPECCHBHYE GOPMEL

[ent MCCABAOBAHMA: MIYYHTE CIPYETYPY 3atonenanua B Poccuu, no-
BEICHTE OCBEOMIEHHOCTE BPaYel 0 MacTOLHTOIE.

MaTepHans 0 MeTOE: GEIIA HAYYEHA TPYNNA TALHEHTOR C PASTHYHBIMK
dopMaMi MACTOLMTO33, COCTOAIIAA M2 99 neTed (49 % nepovek M 51 % Mans-
yMEos) o 23 papocnex (69,6 % menmus 1 304 % Mysumn). Hocneposanme
BEJTHIYAND JBYXITAMHOS AHKETHPOBAHHE W MHTEPBLIOMPOBAHKE, NPOBOIH-
MBle ¢ HHTepEanosM 8-12 mecanen. Ha 1 stane HCHoALI0BANACE CIEIHANBEHD
paspaGoTaHHAA AHKETA, COIEPMKABINAA BOMPOCKH O BOIPACTE Havana Gonea-
HH, CHMITTOMAX, TEKAPCTEEHHON TEPATHM, NPOBEIEHHEIX [[HATHOCTHYECKHX
MCCASNDBAHMAY M MX pesyibTare. Ha 2 stane noonefoBanns Gum goiasmne-
HEI BOTIPOCH O HATHYHH PETPecca 3a60/MeBaHNA, OCBENOMAEHHOCTH O MACTo-
[IHTO3E BPaYed, C KOTOPHMH KOHTAK THPORATH GOIBHEIE.

PeaynbTaThl: HA OCHOBAHWH BHENITHHX ITPOSBIEHNH Yallle YCTAHORIEH
AMATHOZ «KEOMHEIA MacTonuTode (B 83% coyuaes y gereft). CHcremumi
MACTOLMTOS OWI BEIAEAEH NPEMMYINSCTEEHHO Y BIpOCHnX. Bemyoiumi
CHMIITOM — CHNb (¥ Boex gerelt u 91,3% pipocnwix). [TMe Havana 3aGo-
NegAHMA ¥ NeTell — NEpBRle § MECHIER HHIAHM, ¥ BApOCIWY — 19-30 ner.
[Ipu NOBTOPHOM AHKETHPOBAHHM OHI2 BHABIEHA YETKA# TEHIEHIIHA
K perpeccy satonenadun y geted (294 % nerelt) u crafMaMaaMy TEYEHHA
3a00NEBAHNA ¥ BAPOCILIX (75 % cayvaes v papocawx). B 1 coyuae sabomne-
BAHMA ¥ NETEH HAGMIOMANACE TPAHCPOPMAITHA B TYYHOKASTOWHEIR nefikos
C NeTANEHEM HCxogoM. Ha sorpoc of HHQOPMHPOBAHHOCTH Bpadel o M-
crouuTose 63,6% PECIOHIEHTOR OTBETHIN, YTO BPdYH HE OCEEIOMAEHE
0 JTAHHOM 3300EBAHMM.

BLEBOALE: MACTOUMTOL XAPAKTEPHIYETCA NOGPOKIYECTEEHHMM Te4eHH-
eM. B pasHBIX BOIPACTHLIX TPYIMNAX OIPOTHOI OTAHYAETCA: ¥ AeTell — CEIDH-
HOCTh K CIIOHTAHHOMY PA3pemeHuio, ¥ BIPOCALX — CTaHABHOE TEYEHHE.
[Tory4eHHEE Pe3yIETATE NOKIIWMBIHT HEOOXOIHMOCTE NANLHERIIETD Ha-
YHEHHA 32007eBAHNA M IOBLIIEHHA IPAMOTHOCTH BPadYell B BONPOCAX nede-
HHM, JHATHOCTHEY 3300NeBAHMA W KOHCWIETATHEHOR NOMOMIM TaIWEHTAM
C MACTOIHTO0M,

Asmop espawaem GazedapHocms HaysusM pyiosodumenas [Toma-
nenxo B I w Kyautage T. I
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