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PE®EPAT

Llenb. MNpeacrtaButb ceputo KNMHMYECKNX HAaONOAEHN Te-
UEeHUA 1 Tepanun arpeccMBHOro CUCTEMHOINO MacToLmnTO3a
(ACM) n Ty4yHOKNeTo4Horo nerikosa (TKJ).

Marepuanbsl u metoabl. B pa6oTte npeacraBneHbl UCTOpUn
601e3HN B3pOoCbiX naumeHToB ¢ ACM (n =4) n TKJ1 (n = 2),
NoNy4YaBLUMX LMTOPEAYKTUBHOE NleYeHne npenmMyLLecTBeH-
Ho B [opopckoit knnHndeckon 6onbHuue N° 31 (Cankr-le-
Tepbypr). bonbHble 6K B Bo3pacTe 36—61 rog (meanaHa
50 ner); XXeHLWMH 6bIN10 4, My>XUUH — 2.

PesynbTtatbl. ¥ BCex 60/bHbIX AOCTUMHYT CTOMKWN OTBET
Ha neyeHne knagpubmHom (n = 3), UMaTMHNOOM (N = 2), KOM-
OuHaumer neHanugoMmaa, anotysymaba n gekcameTasoHa
C nocrefyowen TpaHcnaaHTaunen annoreHHbIX remornoa-
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ABSTRACT

Aim. To provide case reports on the course and treatment of
aggressive systemic mastocytosis (ASM) and mast cell leu-
kemia (MCL).

Materials & Methods. This paper reports the histories of
adult patients with ASM (n = 4) and MCL (n = 2) treated with
cytoreduction predominantly at the City Clinical Hospital
No. 31 (Saint Petersburg). The patients were 36—61 years of
age (median 50 years); there were 4 women and 2 men.
Results. All patients showed stable response to cladribine
(n = 3), imatinib (n = 2), and combined lenalidomide, elotu-
zumab, and dexamethasone treatment with subsequent al-
logeneic hematopoietic stem cell transplantation (n = 1). With
a median follow-up of 124 months (range 55-186 months),
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TUYECKMX CTBONOBbLIX KNneTtok (n = 1). MNpn meanaHe Habnto-
aeHna 124 mec. (amanasoH 55-186 mec.) 1 ns 2 naymeHToB
¢ TKJ1 ymep Ha hoHe nNporpeccmpoBaHmns CONyTCTBYIOLLENO
rMNep’03nHOUIBHONO CUMHAPOMAa M BTOPUYHOIO WMHMEK-
LIMOHHOIO OCNOXHEHWUS.

3aknto4eHue. Tepanusa knagpubnHom y 2 naumeHtos c ACM
n nmatuHMboM y 2 naumeHTtoB ¢ TKJ1 npuBena K CTOMKOMY
MHOrO/IeTHEMY OTBETY C COXPaHEHWEM YLOOB/IETBOPUTE b-
HOro KayecTBa XW3HW. HeobxoauMmbl cpaBHUTENbHbIE WC-
cnepoBaHus AN oueHKn 3hheKTUBHOCTN U onpefeneHns
OMTMMaribHOM MOCNefoBaTENbHOCTY NMPUMEHEHUSA Pas3Iny-
HbIX MPOTMBOOMYXO/1EBLIX MPENapPaToB.

KnioueBble cnoBa: MacToUMTO3bl, TPMNTA3a, Ty4YHble
KNeTKN, TYYHOKETOUYHbIN Nenkos, reH KIT, knagpu-
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1 ut of 2 MCL patients died due to the concomitant hypereo-
sinophilic syndrome progression and secondary infectious
complication.

Conclusion. Cladribine therapy in 2 ASM patients and ima-
tinib therapy in 2 MCL patients yielded stable long-term
response with good quality of life being maintained. More
comparative studies are required for efficacy assessment
and optimum sequencing of chemotherapeutic drugs.

Keywords: mastocytoses, tryptase, mast cells, mast
cell leukemia, KIT gene, cladribine, imatinib.
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BBEJEHME

MacTouuTo3bsl — 3a60/1€BaHUsI CUCTEMbI KPOBH, 00YC/I0B-
JIeHHble KJIOHa/JIbHOH npoJsiidepanyeil TyYHbIX KJETOK.
BriepBble MacTOLMTO3 B BU/je XPOHHUYECKON KpanMBHHULbI
cnocneAaywollei nurmeHTanuen 611 onvcad E. Nettleship
1 W. Tay y fieBouku 2 sieT B 1869 1. [1]. TepMuH «MacTo-
LIUTO3», KOTOpbIM NpPUMEHseTCs B HaCTosllee BpeMs,
npeaaoxua B 1936 r. Sezary [1]. Yactora MacTonuTo3a
nJocturaet 1:10 000 HaceneHus [2].

Yamle Bcero MacTOLUTO3bl MPOTEKAlOT C BbICHI-
NaHUSAMMU Ha KOXHBIX NOKpoBax (puc. 1). BoamoxkHo
Y TeyeHUe 06e3 CbINM, KOIZla NMallMeHTbl MHOTHE oAbl
HabJ0Jal0Tcs ¢ He06'bsICHUMBbIMU aHAaQUIAKTOULHBIMHU
peaklLMsaMH, OCTEONOPO30M, HapylLIeHHeM CTyJa, 3HJO-
KPUHHBIMU U JIPyTUMU paccTpoiicTBaMu [3, 4].

TydHble KJETKM B HOpMe COJiep:KaTcs B COeJUHU-
TeJbHOW TKaHU U NpoaudepUpyrOT TI0J BJUSHHUEM
dakTopa pocTa CTBOJIOBBIX KJIETOK. AKTHUBUPYIOLIUN
CUTHaJ NlepefaeTcs ¢ noMolnbio perentopa KIT, o61aza-
I0Llero THPO3UHKMHA3HOW aKTUBHOCTBIO. CoMaTHyecKas
MyTalus B NpoTooHKoreHe KIT NpUBOAUT K aKTUBaLUU
Mosiekysnbl KIT-penenTopa, 4TO BbI3bIBaeT OECKOH-
TPOJIbHYI0 NpoJsndepalnuio U U36bITOUHOE HaKOIJIeHHe
TYYHBIX KJIETOK. Y B3pOC/IbIX 60JIbHBIX Yallle BCTpe4yaeTcs
MyTalus B KojoHe 816 sk3o0Ha 17 reHa KIT c 3aMeHOH
acrnaparvHia Ha BajsiuH. OHa MOXeT onpeAeasaTbcs y 94 %
6OJIbHBIX C CUCTEMHBIM MaCTOLIUTO30M [5].

BaxxHeMmni GMOXMMUYECKHN MapKep MacTOLMTO3a
TpUNTa3a — TPHUICUHONOAOOHBIA GepMeHT, KOTOPBIH
COZEpPXKUTCA NPEUMYIeCTBEHHO B [paHyJax TY4YHbIX

kJeTok. KoHIleHTpanus MoxeT BapbUpOBAThb Y OJHOTO U
TOTO >Ke AallMeHTa B 3aBUCUMOCTH OT BbIPaXKEHHOCTH Me-
JuaTopHOU peakyuu [6]. KosinduecTBo pepMeHTa B KPOBHU
MpsIMO IPONOPLMOHATBLHO ONyX0JieBol Harpyske [7-10].

MacTtouuTo3sl — 3abo0JieBaHUsA C Pa3HbIMU Bapu-
aHTaMU TeyeHUs. /JlMarHos M BapHaHT MacCTOLMTO3a,
CTeleHb arpecCMBHOCTHM YCTaHABJMBAIOT Ha OCHOBAaHUHU
KpuTepueB kiaaccupukauuu BO3 2022 r. (Tabs. 1 u 2) [11,
12].

[TokazaHuA K Hava/ly IPOTUBOOINYX0JEeBON Tepanuu
onpezessloTCd HaJlU4YUMeM HWJIM OTCYyTCTBUeM B- wu
C-npusHakoB MacTtouuTtosa. [logBieHne C-IpU3HAKOB
(Consider, Chemotherapy, Cytoreduction — nokasaHo, xu-
MHOTepanus, LUTOPeAyKIMs) — 3TO abCOJIOTHOE MOoKa-
3aHMe K HayaJly IPpOTHMBOOIYX0J/IeBOM Tepanuu. Pa3BuTue
B-npu3HaKoB CBU/eTE/IbCTBYET O TOM, UTO 3a60jieBaHue
MIOKa ellle He TpebyeT LUTOPEeAYKTUBHOTO JIeYeHHS U CU-
Tyalys B LieJIOM 6J1aronpusTHasi, HO KBaludULUUpyeTcs
remaTtoJioramMu kak Be careful, Borderline, Benign (6yzab
OCTOpOKeH, MOrpaHWYHbIM, GaaronpusaTHbIM) [11, 12].
B- u C-npu3Haku npuBeJieHbI B Ta0JI. 3.

BosbLIMHCTBO COCTaB/AKT G6GoJbHble C Hearpec-
CUBHBIMM ¢OpMaMM CUCTEMHOr0 MaCTOLMTO3a U C
NOTPeOGHOCThI0 TOJBKO B CUMITOMaTHYECKON Tepanuy,
MOCKOJIbKY [JJIUTEJbHOCTb MX >KU3HU 6JIM3Ka K Cpej-
Henony/asiuonHod [13, 14]. B mnpoTuBoomyxoJieBOH
Tepanry HY>K/JalTCA TOJAbKO MALMEHTh] C arpeCcCUBHbIM
CUCTEMHBIM MacCTOLMTO30M M TYYHOKJIETOYHBIM JieH-
KO30M, KOTOPBIX, KaK [I0Ka3aHO B UCCJIe[JOBaHUN KPYITHOH
rpymnmnsl 604bHBIX (1 = 2985), okosio 4 % (n = 125) [15].

B HacTosilee BpeMs eJUHCTBEHHBIM METOJOM,
KOTOPBI MOXeT MNPUBECTU K U3JeYeHHUI0, CYUTAIOT
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Puc. 1. KoxHble NposiBNeHns MacToumTosa

Fig. 1. Skin manifestations of mastocytosis

Ta6nuua 1. Knaccndumkaumsa MmactoumMTto30B

KoxHblit MacTountos
® [lurmMeHTHas KpanueHuLA
® MoHoMopdhHbIN TUN
® [lonuMopHbIA TUN
® [lndhchy3HbIi KOXHbI MacToumMTo3
® MacTouMTOMa KOXMU
® l30n1poBaHHas
® MHOXeCTBEHHas

CucremHbIn Mactouutos (CM)

MacToumMTO3 C M30/IMPOBAHHBIM MOPAXEHWEM KOCTHOTO MO3ra
MHponeHTHbin CM

Tnetowmin CM

CM c accoumnnpoBaHHbIM reMaTo10rnyeckum HoBOO6Pa30BaHNEM
ArpeccuBHblii CM

Ty4YHOKNETOYHbIN NerKo3

Ty4yHOKNEeTOUHas CapkoMa

TpaHCIJIQaHTAlMI0  AJUJIOTeHHBIX  TeMOIN03THYEeCKHUX
cTBOJIOBbIX KJeTOK (anmnoTICK). /[lpyrue BapuaHThI
Tepanuy HalpaBJeHbl TOJbKO Ha LUTOPeLyKIHIO.
Bb160p JieueGHON TAKTHUKU 3aBUCUT OT BapUaHTa My-
Tauuu B reHe KIT. Jlo 15 % mnanydeHTOB C CUCTEMHBIM
MacTOIIMTO30M He uUMeloT MyTtanuu KITP#%Y, u y asToi
KaTeropuu 60JibHbIX 3¢PeKTHBeH UMaTUHUG [16, 17].
[Ipy Hanuuyuu MyTtanuu D816V B rene KIT B kauecTBe
OCHOBHBIX NpenapaToB paHee NMPUMEHSIM KJaJPUOUH
1 UHTepdEPOH-0 C MPUMEPHO OJJUHAKOBOU 3dpPeKTUB-
HocThio [13]. YacTh ucciefoBaTesied OTMEYalT, YTO
KJaJpUOUH INepeHOCUTCH Jydulle, OTBET JOCTUraeTcs
obicTpee U aauTcs goJsblie [18]. Onucana 3dpdekTun-
HOCTb W JpyTrUX NpenapaToB (a3aTUHUO, 3/10Ty3yMab,
JIeHaJIUA0MU/], 6-MepKanTONypUH, T'HPOKCUMOYEBHHA)
[13, 14, 19, 20]. B nocieaHue roAbl B IPAaKTUKY BXOJAT
HOBble WHIMOUTOPbl THUPO3UHKHMHA3 MUJAOCTAypUH U
aBanpuTuHub [21, 22]. [IpenapaTs! 3deKTUBHBI He3a-
BHCUMO OT MyTauuoHHOro craryca reda KIT. Ilpu stom
[epeHOCUMOCTb aBaNpPUTUHUOA, NoKasaTeJu O0OIero
OTBeTa W BbDKMBaeMoCTH Jyuile [23-25]. Kputepuu
OTBETa Ha JieueHHe Npe/iCTaBJIeHbl B Ta0J1. 4.

K/TMHNYECKAA OHKOTEMATO/ON 4

Ta6nuua 2. Kputepumn gnarHo3a CUCTEMHOIO MacTouMTo3a

[insa Bepudunkaumm guarHo3a Heo6xoAUMbI 60/1bLLON U 1 Manbli
KpUTepUin nnu = 3 Manblx KpUTEPUEB.

bonbuoi MynbTudoKanbHble NNOTHbIE UHPUALTPATI,
Kputepui cocrosiwme u3 TK (215 TK B knactepe), onpene-
NSIeMble Ha Cpe3ax KOCTHOrO MO3ra U/Maun Apyrux
opraHoB*?
Manble >25 % Bcex TK B Ma3kax KOCTHOrO MO3ra UMetoT
Kputepum atMnuyHble Mopdonornyeckue Yeptsl (Tuna |

unu ll) nan BepeTeHoBUAHYIO hOPMY B TY4HOK/IE-
TOYHbIX UH(pUABbTPaTax, 06HAPYXEHHbIX B Cpe3ax
KOCTHOrO MO3ra WAu ApPYrux opraHoB™?

BbisiBNEHMe aKTUBMPYIOLLEH TOHEUHO MyTaLIMN B KO-
AoHe 816 (vnn apyrom yyactke) rexa KIT B Knetkax
KOCTHOTO MO3Ta, KPOBU WU ipYriX opraHoB™o

TK B KOCTHOM MO3re, KpOBM WK APYrMX OpraHax®
akcnpeccupytoT = 1 aHtureHa: CD2, CD25 n CD30®

KOHLieHTPpaLMs TpUNTasbl B CHIBOPOTKE > 20 Hr/mA.
He yuutbIBaeTCs, ecnm BbISBNEHO accoLuMpoBaHHoe
K/OHa/IbHOE M1eNonaHoe HOBOOOPa30BaHNe

Mpn HAT KoHUEeHTpauus TpunTtasbl 4O/MKHA ObITh
CKOPPEKTMPOBaHA"

HAT — HacnepcTBeHHas a-Tpuntasemusi; CM — cuCTEMHbIA MacToLunTO3;

TK — Ty4Hble KneTku.

* 38 UCKMTIOYEHNEM KOXM.

2 B cpe3ax TkaHu Mopdonornyeckue yeptbl TK aHanusmnpyrotcs

B KOMMaKTHOM, Ancthdy3HOM UM CMeLwaHHOM Anthy3HOM/KOMMNAKTHOM
TYYHOKNETOYHOM MH(unbTPaTe. BepeteHoobpasHas hopma He cuutaetcs
kputepuem CM, korga TK pacnonaratotcs BLO/Ib COCY0B, XUPOBbIX KNETOK,
HEPBHbIX KETOK WY 3HAOCTaNbHOMO BbICTUNAIOLLEro KIETOYHOrO C0S.
[Mpu uMTONOrMYECKOM UCCNEA0BAHUM KOCTHOTO MO3ra aTUMUYHbIE YepThl
He cunTatotcst Kputepuem CM, ecnn TK pacnonoXeHbl B €ro CTpoOMasbHbIX
thparMeHTax uam psiaoM C HUMM.

® lioGoii TMn MyTauuu B reqe KIT cuutaeTcs ManbiM Kputepuem CM, ecnm
MMeloTCs Ony6nMKOBaHHbIE YoeauTebHble LOKa3aTeNbCTBa ee TpaHcop-
MUPYIOLLEro BAUSHUS.

® JKCnpeccnst MoXeT ObiTb NOATBEPXKAEHA C MOMOLLbIO KaK UMMYHOMUCTOXK-
MUYECKOro UCCNe0BaHus, Tak U MPOTOYHOI LIMTO(TIIOOPUMETPUN.

" ONTMManbHbIi CNOCO6 KOPPEKTUPOBKM elle NPeACTouT onpegenuts. OnuH
13 cnoco60oB Koppekuun — fefieHne 6a30B0W KOHLEHTPaLMU TpUnTassl

Ha KONMNYECTBO OMONHUTENbHbBIX KOMWA FEeHOB a-TpUNTasbl € fo6aBneHneM
ofHoro. Hanpumep, ecnu ypoBeHb Tpuntasbl 30 HI/MA W HaliAeHbI

2 [ONOMNHUTENbHBIE KOMWW reHa y naumeHTa ¢ HAT, To CKOppeKTMpoBaHHas
KOHLeHTpaums Tpuntasbl 6yaet 10 (30 /3 =10).

[IpocrieKTUBHBIX HCCIe0BaHUN, B KOTOPBIX CpaB-
HHUBAJOCh Obl [JelCTBHE HECKOJbKHUX IpenapaToB, K
HacTosllleMy BpeMeHH He ONYy6JHUKOBAHO, IO3TOMY
BBIOOp JieueOHOM TaKTUKU B 60JIbIlIell Mepe 3aBUCUT OT
BO3MOXXHOCTeH U NpeJnouyTeHUHN KJIMHUKHU.

[IpefcTaBiieHHOE HCCAeJ0BaHUe — YacTb paboThl MO
M3y4yeHUI0 MacCTOLIMTO30B, KoTopas BeZeTcs B [opockoi
kJuHU4Yeckolt 6osbHulne Ne 31 (Cankrt-IleTepOypr).
PaHee 6GbL1M OMYy6G/JMKOBaHbl ONMCAaHNUA MaCTOLMTO30B Y
B3pOCJIBIX U JleTel, a TaK»Ke Hay4YHO-NONy/IsipHble paboThl
JIJIsl TAlMeHTOB, B KOTOPBIX JlaHbl peKOMEeHJALMH, KaK
JleiCTBOBATh B Pa3/IMYHbIX CUTyanusx [14, 27-31].

[IposiB/eHUs U Tepanus arpecCUBHbIX GOPM MacTo-
LJUTO30B MOTYT OT/IMYATbCS Y Pa3HbIX MALMEHTOB, M03-
TOMY NpeJiCTaBJ]eHHe KJIMHUYeCKUX Habl eHul uMeeT
npakThyeckuil UHTepec. llesib pa6oThl — OXapakTepu-
30BaTh TeueHHe 3a60JIeBaHNs U Tepaluio y 4 NaleHTOB
C arpecCcMBHBIM CUCTEMHBIM MaCTOLMUTO30M U Y 2 — C TY4-
HOKJIETOYHBIM Jieliko30M. [IpoTuBoonyxosieBass Tepanus
NpPOBOAM/IACh BCEM NALMEHTaM C Yy4YeTOM MYTallMOHHOIO
cratyca reda KIT. [lpu orcyrctBun Myrtauuu D816V B
redHe KIT npumeHsiici uMaTUHUG. Ecin MyTanus npu-
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Ta6nuua 3. B- n C-np13Haku arpeccuBHOCTU MacToLMTO30B

B-npusHaku (Be careful, Borderline, Benign) C-npusHaku (Consider, Chemotherapy, Cytoreduction)

® bosblias TyYHOKIeTOYHas Macca. ® [luToneHus.
UHunbtpaums TK = 30 % no faHHbIM MUMMYHOTUCTOXMMUYECKOTO UC- Heiitpodpunbl < 1x 10°%n, u/mnu remorno6ut < 100 r/n, u/unm
CnefoBaHMsa TpenaHobuonTaTta, M/Mm CbiIBOPOTOYHAS KOHLLEHTPpaLIMUS TpoMGoLuThI < 100 x 10%/n.
Tpuntasbl = 200 Hr/mm?, u/mnu mytauus D816V B reHe KITc BA4>10 % ® [ucchyHKUNS neyeHu.
B KOCTHOM MO3re /IM60 fieiikoLuTax Kposu. ACLMT 1 NOBbILIEHNE aKTUBHOCTW NEYEHOYHbIX (DEPMEHTOB®.

® [lpu3Haku MuenonponuctepaLmm u/unm Muenoaucniasmm’. BO3MOXHbI yBEIMYEHWE MEYEHN, LMPPO3 U NOPTaNbHAS TMNEPTEH3NS.
[MNepKNeToYHbI KOCTHBIA MO3F C NOTEPEN XUPOBbLIX KNETOK U ® [lopaxeHue KOCTeN.
BbIpaXeHHbIM MUenothnbpo3om. Bo3MoXHbI «cABUT BIEBO», 303MHO- KpynHble (> 2 cm) o4arn octeonunsunca ¢ Natoao0rnyeckumMm nepeno-
unns, ymepeHHble npuHakm aucnnasum (< 10 % HedTpodunbHoro, mamu. BosmoxHa occanrus.
3PUTPOLUTAPHOrO N MEraKapuoLUTapHOro POCTKOB). ® /I3MEeHEeHUs B CENE3EHKE.

® OpraHomeranus. Manbnmpyemas cnaeHomeranus. BosamoxHbl runepcnnennsm, noteps
Manbnupyemas renatomeranus 6e3 acuuta 60 ApYrx NPU3HaKoB Macchl Tefia 1 runoanboyMMHEMMS.
HapyLLeHMs paboTbl NEYEHM, /MW NanbNMpyeMas CraeHoMeranus ® BoBneyeHne Xenya04HO-KUILEYHOrO TPAKTa.
6e3 runepcnaeHM3ma n NoTepu Maccol Tena, u/unu nanbnupyemas Manbabcopbums ¢ runoanb6yMMHeMUe. BosmoxHa noteps Macchl
nn60o BUCLEepanbHan numdageHonaTnsa > 2 cM no AaHHbIM Y3U nnan KT Tena

BAY — BapwuaHT annenbHoii Yactotbl; MAC — muenoaucnnactuyeckuin cuHapom; MIMH — muenonponudgepatmeHoe HoBoobpa3oBaHue; HAT — Hacneg-
CTBeHHas a-Tpuntasemusi; CM — cuctemHblit MacToumtos; CM-ArH — CM, accounmpoBaHHbIii C reMaTonornieckum HoBoobpasoBaHueM; TK — TyuHble KNeTku.
2 [Mpu HAT koHUeHTpaLus TpunTasbl LO/KHA ObITb CKOPPEKTUPOBAHA, HO ONTUMasbHbIA CNOCO6 elle NpeacTout onpegenuts. OfuH U3 METOLOB KOPPEKLIUN —
neneHve 6a30BOI KOHLEHTPALMN TPUMTa3bl HA KOMMYECTBO [OMOHUTE/IbHBIX KOMWA FeHOB a-TpunTasbl ¢ fo6aBneHnem ogHoro. Hanpumep, ecnv yposeHb
TpunTassl 300 Hr/MA W HallAeHbl 2 AONONHUTENbHLIE KOMWUM FeHa y NauneHTa ¢ HAT, To CKoppeKTUpOoBaHHas KOHUEeHTpauus TpunTtasbl 6yaet 100 (300 / 3 =100)
11 3T0 He cuuTaetcst B-npusHakom.

® Mpu3Hakn Muenonponudepauum u/unm MMeNoaNCNasng AoXxHbI ObiTb YMEPEHHbIMM 1 NOCTOSIHHBIMY (6€3 pa3peLueHns u 6e3 HapacTaHus), HO He
pocturatb kputepues guarHoctuku MAC, MMH, MAC/MIMH. Ecnam kputepuv npucyTctByioT, To guarHoctupyetca CM-AIH. Hannune CM-ATH uckniovaet
B-npusHak v tnetowwmii CM no onpeaenexuio.

® [oBbILIEHNE aKTUBHOCTY LLEN0YHOI (hocdaTasbl YacTo NPUCYTCTBYET Y 60MbHbIX C arpeccuBHbiMiU hopmamn CM 1 ¢ HayumpoBaHHbiM CM nopaxeHnem
neyeHun. Y HeKOTOPbIX NaLMEHTOB OTMEYAETCs TONbKO runepdepMeHTeMUs 63 KNMHNYECKM 3HAUNMOTO acLmTa.

Ta6nuua 4. Kputepun ahheKTUBHOCTM IEYEHUS MACTOLMTO30B

OtBer Xapakrepucruka
MonHbI (Hannune Bcex 4 kputepueB 1. OTcyTCTBME arperatoB onyxoneBbix TK B KOCTHOM Mo3re uav 6uontate APYroro opraHa, 3a MCKNOYEHNEM
Ha NPOTSKEHNUN = 12 Hep.) KOXM.
2. KoHLeHTpauus Tpuntasbl B CbIBOPOTKE < 20 HI/MA NPU KOHLEHTPaLUU 40 nevenns > 40 Hr/mn.

3. Tokasatenu KpoBu: HeliTpouibl > 1 x 10%/n 6e3 0TKIOHEHUI B NeiikoLmMTapHoi dopmyne, re-
Morno6uH > 110 r/n, TpomGouuTsl > 100 x 10%/7.
4. Hopmanusaluus pa3sMepoB MeYeHn 1 Cene3eHkm, perpeccus Bcex o4aroB nopaxeHuit CM B opraHax

W TKaHsX
YacTuuHblid (Hanuumne Bcex 1. YmeHbuwenne TK = 50 % B KOCTHOM MO3re u/unu 6uonTtate Apyroro NOPaXeHHOro MacToOLUTO30M OpraHa,
3 KpUTEPMEB Ha NPOTSXXEHUN 3a UCK/TIOYEHNEM KOXM.

>12 Hep. NPy OTCYTCTBUM AaHHbIX 2. YMEHbLUEHWe KOHLeHTpaummn Tpuntasbl = 50 %.
3a NOMHbIA OTBET unn nporpeccu- 3. MoNHOE MCHE3HOBEHWE NPU3HAKOB NOPAXEHUs MacTOLNUTO30M B GuonTaTe = 1 paHee NopaxeHHOro
poBaHue) opraHa

KnuHuyeckoe ynyulleHue (anutenb-  Yaydwenue no = 1 KpUTepuio HEreMaToNornyeckoro (aCLUuT Uan NAEBPabHbIiA BbINOT, HAPYLEHNE (DYHKLWM
HOCTb OTBeTa = 12 Hep,.) neyeHun, rmnoanbOyMMHEMMS, CNIEHOMEranus) /uan reMaTosornyeckoro (HeTpotubl, aHeMMs,
TPOMOOLMTONEHMS) NapaMeTpa Npy OTCYTCTBUM NOIHOFO/4aCTUYHOMO OTBETA

Crabunusauus He cooTBeTCTBYET KPUTEPUSIM NMOMHOT0, YACTUHHOTO OTBETOB U KIMHUYECKOTO YyYLIEHWUS UAW NPOFPeccupo-
BaHus
lMporpeccuposanue (Hanuyme 1 1. Tlpn Herematonorn4yeckom noBpexaeHun opraHos |l crenenu: yxyalwenue Ha 1 cteneHb n =100 %
13 7 KPUTEPUEB NPOLOMKUTENBHO- no 1abopaTopHbIM OTKNIOHEHMSM.
CTblo = 8 Hep,.) 2. Mpu runoanb6ymmuHemun Il crenenm (20—30 r/n): yxyALeHre Ha 1 cTeneHb CO CHUXEHWEM 2 5 r/n.
3. Tlpn Herematonornyeckom nospexaeHun opravos lll crenenu: yxyawenue =100 % no nabopaTopHbIM
OTKNOHEHMNAM.

4. Mpu Il crenenm TpaHCcdy3MOHHO-3aBUCUMON aHeMu (remorno6uH 80—100 r/n) nnn TpoMEOLUTONEHMM
(50-75 x 10°%/n): HapacTaHue NoTPeGHOCTH > 4 103 IPUTPOLIMTCOAEPXKALLUMX KOMMOHEHTOB KPOBM M/IN KOH-
LLleHTpaTa TPOMOOLMTOB B TeYeHMe 8 Hep.
5. Tonbko and TpaHcy3nOHHO-3aBUCMMbIX NALMEHTOB: YBENUYEHNE NOTPEOHOCTN B IPUTPOLMUT- UM TPOM-
GouuTcoaepXalumx cpeaax B 2 pasa B TeHeHne 8 Hefl. Mo CPaBHEHWIO € nepnofoMm B 12 Hepd. Ao Havana
NeYeHus.
6. Mpwu HeiitponeHuu 2 Il ctenenm (< 1x 10%/n): ymeHbLUeHWe KonuyecTBa HeliTpodunos > 50 % u a6contot-
HOro uncna Hetpodunos = 0,25 = 10%n go IV cTeneHm.
7. Ecnu ceneseHka He NasbnyupoBanach Uiu BbICTynana Ha < 5 cM U3-noa Kpasi pe6epHoii Ayru, TO Nporpec-
CMPOBAHMEM C/IelyeT CunNTaTh TONLKO CnieHoMeranmio = 10 cM no AaHHbIM nanbnaumun. Ecan ceneseqka
A0 fleYeHNs NanbNaTopHO BbICTYNana U3-nof Kpas pe6epHoii Ayrv Ha 2 5 cM, TO NPOrpeccnpoBaHNeM
cnepyet cyuTaTh yBENNYEHME opraHa Ha = 10 cm
[MoTeps oTBETA MoTeps AOKYMEHTaNbHO NOATBEPXAEHHOrO NOHOMO, YaCTUYHOTO OTBETOB MU KNIMHUYECKOTO YNyYLIEHUS
Ha NPOTSXXEHUM > 8 Hefl. YUMUTLIBAIOTCS 3HAYEHUS NoKa3aTenei 1o IeYEHUS], @ HE MUHUMaJbHbIE B X04e
Tepanuu
MPUMEYAHWME. OueHka npoBoanTCs No wkane TokcmyHocT CTCAE (06Line TEPMUHONOTMYECKUE KPUTEPUM HeXenaTeNbHbIX SBNeHNii) [26].
CM — cuctemHblii Mactountos; TK — Ty4Hble KneTku.
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CYyTCTBOBaJa, TO NPOBOAMWJIOCH JiedeHHe KJaJpHOHHOM
WM APYTUMM IipenapaTaMu. Bce manueHTB! moJsiyyasau
JleyeHUe NpeuMylecTBeHHO B [0pojCcKoON KJIMHUYECKOU
6onbHuLe Ne 31 CankT-IleTep6ypra, a Takxke B HMUL] um.
B.A. AnmasosBa, [ICII6I'MY um. W.I1. I[TaBaoBa. AnioTI'CK
1 manueHTKe BBINOJIHEHA B KJHWHUKe ACKJIENUOC HM.
Csatoro ['eoprus (Fam6ypr, epmanus).

KNUHUYECKUE HABJTIOAEHUA

Maumnentka 1

B 2000 r, B Bo3pacte 21 roj, mauueHTKa obpaTuia
BHMMaHMe Ha MOsiBJleHWe MUIMeHTHOH cbimu. B 2006 .
HayaJIMCb 3MU30WYEeCKHe racTparuy, KynupyeMble NMpH-
eMoM paHutuguHa. C 2010 1. 60Jib HapacTajla U HadaJcs
YMepeHHbIH KOXHBIN 3yJ. OTMeyaluch TakKe yMepeHHas
najbnupyeMas LieiiHas JauMdajieHonaTHs, a Mo JAaHHbIM
KT BbIsiBJIeHO He3HAuWTe/JbHOE yBeJWYeHHe Me4YeHU U
cesieseHKH. Ha ypoBHe TeJ 03BOHKOB L, ~L,  onpeensaivcs
3abprolMHHbIe TMM$aTHYecKre y3/bl 10 17 MM B AaMeTpe
u iuMdaTrdeckye y3ibl 0 18-20 MM B BOpOTax cejie3eHKH.
Kpome Toro, BbisiBJIeH paclipoCTpaHeHHbIH OCTeoJHUTHYe-
CKHUH Npoliecc ¢ pa3MepoM o4aroB Jjo 20 MM 6e3 occajiruu U
nepesioMoB. CocTosiHUE B TeueHHe 3 JIeT OblJI0 CTAOU/IbHbBIM.

B 2013 r, B Bo3pacTe 34 seT, ycTaHOBJIEHA aHEMMUS C
KOHIleHTpalell remorsiobrHa 104 r/n 6e3 NpPU3HAKOB
reMosn3a U ¢akTopHoro pedunuta. B remorpamme
TYy4Hble KJIeTKU He BbIsABJAeHbl. OfHaKo npy AuddepeHI-
poBaHHOM nozcyeTe Ha 500 KJIETOK B aclivpaTe KOCTHOTO
Mo3ra 6blIM 06HApYKeHbl MacTOLUThI 10 35 %. [Ipeoba-
JlaJIi KJIeTKU CpeJiHero pasMepa, CpeJid KOTOpbIX BCTpe-
YaJUChb KaK 3JIeMEeHTbl C THUIIUYHBIMU 4YepTaMHU 3peJsibIX
MacTouuTOB (MJIOTHasA OOGW/IbHAsi BULIHEBO-QHUOJeTOBas
3€pHUCTOCTD, /lpa OTYETIMBO He KOHTYPUPYIOTCS), TaK U
aTUNW4Hble GOPMBI C JerpaHyssnuell U BaKyoJH3aLyen
roay6oil LMTONJA3Mbl, €JUHUYHBIMHU KpHUCTAJIaMHU
lllapko—JleiiieHa. flapa cBeT/ble, OKpPYIJIble, OBAJIbHBIE,
JloJIbYaThle, MOHOLIUTOUAHBIE (B JIUTEpaType 3KCIepTaMHu
OTNMCBIBAIOTCA Kak 6oJsiee MoJsiozible GOPMbI peAlecTBEeH-
HUKOB — TNpOMacTouuThl). BcTpewanuch efuWHUYHBbIE
aTUNMYHble BepeTeHooOpa3Hble POpPMbI MaCTOLIUTOB.

[lo pesynbTaTaM NOJHMMepa3HON LENHON peakLuu
(TTLP) obHapyxeHa myTauus D816V B rene KIT. [lpu um-
MYHOTMCTOXMMHUYECKOM HUCC/IeJ0BaHUM TPeNaHOOHOoNTaTa
KOCTHOTO MO3ra OTMeyaJjlacb TY4YHOKJEeTOYHass MHQUIIb-
Tpanus c skcnpeccueit CD117, tpuntassl, CD25, CD68.
Jkcnpeccusas CDZ2 Ha TydHBIX KJeTKaXx OTCYTCTBOBaJa.
[Ipu peaxiuu Ha CD138 BbisiBJIEH U30bITOK MJIA3MOIUTOB,
KOTODbIe JIeKali OAMHOYHO U B rpynnax o 15 kyieTok, Ho
B peakuusax c IgGk u IgGA pecTpuKIUU JIETKUX Lienell He
ob6HapyxeHo. ['McTosioru4yeckoe uccieoBaHue JUMbaTH-
YeCcKOro y3J/1a I0Ka3aJio Hecrnellupruieckrue U3MeHeHHusl.

[Io coBokynHoCcTH MOp}OJIOTHYECKUX, TUCTOJOTHYe-
CKHX, UMMYHOTUCTOXUMHUYECKUX, MOJIEKY/ISIPHO-TEeHETHU-
YeCcKUX HCCAe[,0BAaHUM IOCTaBJEH JAHArHos: TY4YHOKJe-
TOYHBIH JieliKo3, BapuaHT ¢ myTanueit D816V B rene KIT.
K/uMHHYeckH 3HAaUYMMBIX CONYTCTBYMILUX 3ab60seBaHUMN
He 0TMe4aJsloCh.

C anBapa 2013 r. B TeyeHHe 2 MeC. IPOBOAUJIOCH
JleyeHUe [a3aTUHUOOM. M3 HexeslaTeslbHbIX fBJEHUHN
OTMeyYa/lMChb TOUIHOTA, PBOTA, yCUJIeHUe GOJIM B KUBOTE
Y 3MU30/ibl apTepHUaJbHONH TMIOTEH3UH, B CBA3U C 4eM

K/TMHNYECKAA OHKOTEMATO/ON 4

Tepanus 6bla IpUOCTaHOBJIeHa. B TeueHue 3 jieT nanu-
eHTKa [T0J1y4aJ/ia TOJIbKO CHMIITOMaTH4eCKoe JieyeHUe.

B mae 2017 r. oTMe4YyeHO HapacTaHWe MeJUATOPHBIX
CUMIITOMOB’, a TaKXXe aHeMHUsl C KOHIeHTpauuel re-
MomiobuHa 60 r/a. IlpoBogunuck remotrpaHcdysuy,
HazHayaJUCb BUTaMUH B, ¢osneBas kucjiora — 6e3
adpodexTta. B okTsabpe 2017 r. B TeyeHUe Mecsla NalU-
eHTKa noJiyyasna untepdepoH-a no 3 maH ME B/m 3 pasa
B HeJles110. O1HAKO B CBSI3U C TSXKeJIbIM I'PUININONOA0GHBIM
CUH/JpOMOM IIpenapar 6blJ OTMeHeH. AHeMUs 0CTaBaJjlach,
HO aHEMHYeCKU CUHAPOM OblJl KOMIIEHCUPOBAHHBIM.

B Hos6pe 2017 r. cocTosiHMe MALUEHTKU YXYAIIU-
Jlocb. HapacTanu KoHbIHM 3y, €l1ab0oCTb, He CBsI3aHHas
C aHeMHeH, MOABUJIMCH DPelUJHUBUPYIOLIMe KOJIJIAICHI,
TaxWKapAus, JAuapes, 3MHU30[bl HEMOTHBUPOBAHHOU
OJZIbILIKY, NOCTOSIHHAsA TOUIHOTA W 3NM30/A14YecKas pBOTa.
[laneHTKa NOBTOPHO 06C/e/J0BaHa.

[Ipu pecTajpoBaHUMHU KOHCTATHUPOBAHO NPOIrPeECcCH-
poBaHMe 3ab6o/1eBaHUs. B KpoBH NOABU/INCH eAUHUYHbIE
Ty4Hble KJeTKH. B MuesonutorpaMMe oTMeyasoCh
BbITeCHEHUE HOPMaJbHbIX TeMOIN03TUYECKUX KJIETOK
MactouuTaMu. CojeprkaHHe TMOCAeAHHUX IpeBbILIAIO0
60 %. MacTouuThl 6bIIM pa3HON GOpPMBI U CTENEHU 3pe-
JIOCTU C THUIOTPaHY/ISPHON rojiy6oBaTON LIUTOIJIA3MOH,
HeNpaBUJIbHBIM U pa3psKeHHbIM pacnpezesieHreM 6a30-
JUNBHBIX T'paHyJ/, 6UI006YAAPHBIMU, MOHOLUTOUJHBIMU
Y JAUCIEepCHBIMU sapaMu. Y3U u peHTreHoJiornyeckoe
(KT) uccnepnoBanue mnokasajd yMepeHHOe HapacTaHHUe
pasMepoB OpPOHXONY/JIbBMOHAJbHBIX U abJOMHUHAJIbHBIX
JUM$aTUYECKHUX y3J10B 10 3,2 CM, yMepeHHOe YBeJInueHHe
nedyeHd (KOCOM BepTUKaJbHBIM pa3Mep MpaBod [J0Jd
nedenu [KBP I1/]] 17,6 cm) u ceseseHku a0 13,9 x 4,5 cM.
KonneHTpanus tpunrassl B KpoBu — 1690 Hr/mi. [Ipu-
HSITO pelleHHe O NPOBEeJleHUM Tepanuu KJaJpHOHHOM
B CTaHJAPTHBIX Jl03aX (1o 5 Mr/m?/cyT B/B KaleJbHO B
1-5-11 feHb Kax/ble 28 aHeil).

[Tocne 1-ro pukJa kKJaJprubrUHa yayqIInacs anleTHT,
yMeHbIINIACh TaXMKapAUs U 60JIb B 3NUTACTPUH, OBbI-
CUJIach KOHILlEHTpalusl reMorjob6uHa KpoBu Ao 84 r/u.
[locsie 2 MKJ/IOB JieyeHUs1 KOHLIEHTPaLUsl TPUNTA3bl CHU-
3usack A0 1410 ur/mi. OgHako 3-U U 4-U LUKJIbI ObLIX
oT/IokeHbl HAa 1 U 3 Mec. COOTBETCTBEHHO B CBSI3U C 3a-
TSKHOM naHuuToneHuei. B utone 2018 r. KoHLEHTpaL U
Tpuntassl coctaBusa 1130 Hr/mu. Ilocse 4-ro uukJa
pa3Bu/ach HO30KOMHaJbHAasi NMHEBMOHHWS U INOBTOPHO
yCUJIMIAach NMAHLMTONEHUs C BO30OHOBJEHUEM TpaHC-
dy3uit KOMIOHEHTOB KpoBH. [Io JaHHBIM MHeIorpaMMbl
nocJie 4-ro UKJa KOJUYECTBO TYYHbIX KJIETOK B KOCTHOM
Mo3re coctaBuo 86 % (puc. 2 u 3). KoncratupoBaH He-
JO0CTaTOYHbIN 3QdeKT KIagprUbUHa.

B TeuyeHue Jiera 2018 r. 6bLTI MOBTOPHBIA 3MU307
HO30KOMHaJIbHON ITHEBMOHHWH, aHEMHS COXpaHAJIaCh,
WHTEHCUBHOCTb MeJWaTOPHbIX CUMIITOMOB HapacTaJja.
C ceHTs16p4a 2018 r. HauaTa Tepanus 3TON03U0M 1o 50 Mr
B/B KalesbHO 1 pa3 B HeJies10. BeinosiHEHO 4 BBeJleHUS.
YMepeHHO YMeHbLIUJIACh CJ1ab0oCTh, U HOPMaJIU30BaJI0Ch

* MefUaTOpHbIE CUMITOMBI OGYCJOBJIEHBI BbIOPOCOM B
KpOBb MeJUATOPOB BOCIAJEHHs, KOTOPbIE COZlEpXKaTCsl B rpa-
HyJ1ax TY4YHBIX KJIEeTOK. Yalle BCero sTo NPUBOJUT K KOXKHOMY
3yAy, FaCTPa/Iruy, FOJIOBHOH 60J1H, FOJIOBOKPYKEHHIO, CJIAGOCTH,
MOT/IMBOCTH U K APYTUM Kanobam [27].
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Puc. 2. Acnimpat KocTHoro mosra. Arperatbl n3 15-20 Ty4HbIX KNETOK B UMTONOrMYyeckom npenaparte. O6paljaet Ha cebs BHMMaHME
HepaBHOMEPHbI (hOH Ma3Ka, Co3aaloLLMii BnevaT/ieHne «rpa3Horo» NpeaMeTHOro ctekna. ToT (heHOMeH 06YCNoBAEH rpaHyiaMu, Ko-
TOpble BbICBOOOXAAIOTCA NPU AerpaHynaumMm n paspyLleHnn TyYHbIX KNeTOK BO BPEMSA NMPUrOTOB/IEHUS LMTOMOMMYECKOro npenapara.
Okpacka no PomaHoBckomy—I umse, x40

Fig. 2. Bone marrow aspirate. Aggregates from 15—-20 mast cells in a cytological specimen. Note a non-uniform smear background which
appears as a “dirty” slide. This phenomenon is accounted for by the granules being released on mast cell degranulation and disruption
during the preparation of cytological specimen. Romanowsky-Giemsa stain, x40

Puc. 3. AcnvpaTt KOCTHOro Mo3ra. Ty4HOK/IEeTO4YHbI eiko3. BapmnaHTbl aTUNUYHBIX MacToLMTOB (BepeTeHooOpa3Hoi hopMbl, hopMbl
C BaKyo/iM3aLmeit) 1 NpoMacTOLMTOB C FMMNOrpaHy/IiPHON LIMTOMa3MOi, CBET/IbIMM OKPY/IbIMM MOHOLMTOUAHBIMU SAPaMU, AUHUYHBIMU
kpuctannamu Lapko—/leligeHa) B untonormnyeckom npenapare. Okpacka no PomaHoBckomy—I umse, x100

Fig. 3. Bone marrow aspirate. Mast cell leukemia. Variants of atypical mastocytoses (spindle-shaped and vacuolization forms) and pro-
mastocytes with hypogranular cytoplasm, light-colored, rounded monocytoid nuclei, and single Charcot-Leyden crystals) in the cytological
specimen. Romanowsky-Giemsa stain, x100
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KOJINYeCTBO HeWTpodu/oB B KpoBU. Jlasee mpoBefieHa
Tepanus no cxeMe «7+3» (JayHOPYOUIMH + IUTapabUH
B CTaHJAApTHBbIX fAo03ax). B acnupaTe KocTHoro mosra
OTHOCHUTEJIbHOE YUCJIO TYYHBIX KJIETOK CHH3UJ0Ch ¢ 90
710 60 %, naHIUTONEHUs COXPaHsJIach, 00lllee COCTOSIHHE
60JIbHOM OCTaBa/JoCh TsxesblM. KOHLleHTpauus TpuI-
Ta3bl B KPOBU CHU3UIACH A0 303 HI/MJL

B cBa3u ¢ BeigBaeHHeM Ha 30 % Ty4HBIX KJIETOK 3KC-
npeccuu 6enka SLAM-F7 ¢ 14.01.2019 r. HauaTa Tepanus
JIeHaJIMJOMHUJ0M, 3JIOTy3yMaboM M JleKCaMeTa30HOM.
[IpoBesieH 0iMH HEMOJIHBIN UK. CXeMa JieueHUs: 3J10TY-
3ymab6 10 mMr/kr B/B KaneJsibHO B 1, 8 u 15-i1 aHH, JeHa-
JUAOMUJ 25 MT/CyT BHYTPb eXXeJlHEBHO B 1-15-i1 fleHb U
JlekcaMeTa3oH 1o 28 Mr B/B KalleJIbHO B JJHU BBeJleHUA
aJioTy3ymaba. Yke Ha 5-H JeHb JieyeHHs MNOSIBUJIACH
yCTOMUYMBas TeH/IeHIUsl K BOCCTAHOBJIEHHUIO TeMoI033a 1
OTMeyaJlach perpeccuss MeJMaTOPHbIX CUMNTOMOB. KoH-
LleHTpalya TPUNTa3bl B KPOBU Uepe3 HeJelo OT Havyaa
npueMa JieHajauaoMua cHusuaach ¢ 303 go 183 Hr/mu,
a yepe3 2 HeJl. — A0 51 Hr/mi. [Ipu rucrosorudyeckoMm
ucciaenoBanud 19.02.2019 r. B TpenaHo6uomnTaTre 006-
Hapy>XHUBaJUCh eJUHUYHble Ty4Hble KJeTku. C ILesbio
KoHconuganuu 26.02.2019 r. Beino/iIHEHA HEPOA,CTBEHHASA
coMmectuMas a/loTI'CK. PexxuM KOHAMLIMOHUPOBAHUA
BKJII0OYaJ TpeocyibdaH u ¢uyaapabus. [Jasa npoduiak-
TUKM peaKkLUU «TPaHCIJIaHTaT NPOTHUB X03s1MHAa» Ha3Ha-
YaJIMCh aHTUTUMOLMTAPHBIN IJI0OOYIHH, IIMKJIOCIIOPUH-A,
MUKopeHos1aTa ModeTHs U MeToTpekcaT. [locTTpaHc-
IJIAHTALMOHHBIM  NepuoJ; OCJOXXHUJICA KJOCTPUAU-
QJIbHBIM 3HTEPOKOJIUTOM, NOJHOMaBHUPYCHBIM OCTPbIM
LUCTUTOM U peaKTHBalMell LUTOMerajJoBUPYCHON
vHeknuu. [Ipy MOBTOPHOM THMCTOJIOTMYECKOM HCCIIe-
JOBaHUU KOCTHOro Mosra B mapTe 2020 I. BbIABJIEHBI
e/JMHUYHble TYy4YHble KJeTKH C MOp(OJOrM4ecKUMHU U
MMMYHOJIOTUYEeCKMMHU YyepTaMHu aTunvu. KoHLleHTpauus
TPUITA3bl COXPaHsJIACh Ha IpexxHeM ypoBHe (51 Hr/mi).

YnyduieHHe CcaMOYyBCTBHUsI IIOCJie JieYeHUsl 3J10-
Ty3yMaboM U JIeHaJIUJOMUJOM COXPAaHUJIOCh M IOCJe
annoTICK. OTMeuyasnoch ociabjieHHe MeAUaTOPHBIX
CUMIITOMOB, UCYe€3HOBEHUE CbINY, YMeHbllleHHe NoTpes-
HOCTH B IpHeMe aHTUTHCTaMUHHBIX [IpenapaToB, BOCCTa-
HOBJIEHHMe alllleTUTa U yBeJMYeHHe Macchl Tesa ¢ 64 1o
115 kr. CoxpaHsaJ1ach TOJbKO HENTEPEHOCHMOCTb CIIUPTCO-
JlepKallux MPOAYyKTOB, YKPOIa M Pe3KUX 3allaxoB.

B mae 2021 r,, 4yepe3 27 mec. nocse anoTI'CK, nos-
BUJIaCb FHOMHMYKOBAs ChIIIb Ha KOXK€ CIUHBI U TPyau
C OCTAaTOYHOM NurMeHTauuei. [Ipu rucrosoruyecKkoMm
UCcCleJOBAHUU KOXU OOHapyXeHa TYy4HOKJIeTOYHas
MHPuIbTpauusa. B TpenaHoGuonTaTe BbISABJEHbl pac-
cesiHHble Ty4YHble KJIETKH C UMMYHOQEHOTHUIINYeCKUMHU
NpU3HaKaMM aTunuu. llutTonenun He 6b110. CoxpaHsacs
pacnpocTpaHeHHBIH OCTeOJUTHYECKUH Ipoliecc € oya-
ramu o 14 MM, oTMevaJjlacb yMepeHHasl renaToMeraaus
(KBP I1[] 17 cM) 6e3 yBesinueHUs cejie3eHKU. B ceHTsA6pe
2021 r. KOHLleHTpaLXA TPUNTAa3bl B KPOBU YBeJUUUJIACh
no 102 ur/mu. [lonHbIA AOHOPCKUM XHMMEPHU3M COXpa-
HslJics. B cBfI3M co CTaGUIbHBIM CaMO4YyBCTBHMEM Oblia
NpPUHATA BbDKUAAaTebHasl TAKTHKa.

B auBape 2022 r. npoBeJieHO NOBTOpHOe 06cC/e/0-
BaHue. [Ipy LIUTOJIOTHYECKOM MCCJI€OBaHUU KOCTHOIO
MO3ra TYyYHBIX KJIeTOK He BblsiBjaeHO. [Ipu oleHke Tpe-
naHo6uonTaTa o6beM MOpPa)KeHUsI TYYHBIMU KJIeTKaMU
coctaBuJi 0koJ10 20 %. 1o fanHbIM Y3HW IOBTOpPHO yBeu-
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YuJIach cejle3eHKa (MaJbNaTOPHO He olpejesisaiach) 6e3
NPU3HAKOB IMOPTa/JbHON runepTeH3WU. KoHLeHTpauus
Tpuntassl — 110 Hr/mMJ1. MeiuaToOpHble CUMIITOMBI ObLIN
CTaObWJIbHBIMY, 6e3 yxyauleHus. lluTomeHuU He ObLIO.
JlabopaTopHble HU3MeHEHUs paclieHeHbl KaK 3HauyMMble.
C 31.01.2022 r. HayaTa Tepanusi MHUAOCTAypUHOM IO
200 Mr/cyT BHYTpb [IOCTOSIHHO.

[lepeHOCUMOCTBL IpenapaTta B 1ieJI0M Oblla YZOBJIET-
BopUTe/bHOW. OTMedasacb yMepeHHasl SHTeponaTus 6e3
NOTPeGHOCTH B KOPPEKLIMH 103 U TOLIHOTA, KyIupyeMasi OH-
JlaHceTpoHOM. [eMaTo/I0rMyeckod TOKCUYHOCTH He ObLIIO.
B Mmapre 2022 r, 4yepe3 2 Mec. Tepaluy, BbINIOJIHEHA elle
0JlHa TPenaHo6HOoICUsl KOCTHOTrO Mo3ra. OTMevasach 1oJo-
JKUTeJIbHAsl JMHAaMHKa, TYYHOKJ/EeTOYHass MHOUIbTpaLUs
YMeHbIIINJIaCh: 06HAPYKEeHO BCEro OJJHO CKOIJIEHHe TYYHbIX
KJIeTOK. JledeHHe MU/I0CTaypHHOM ObLI0 TPOA0JIKEHO.

B anpese 2022 r, yepe3 3 Mec. Tepanud MUJOCTAy-
pHHOM, NMOSABUJIKCH 60JIb, TUIIEPEMUST M OTCJIO€HHEe 3MU-
JlepMyca Ha JIaZJloOHHOW NIOBEPXHOCTH AUCTa/IbHBIX pasaHT.
BbL1 AuarHocTUpPOBaH J1al0HHO-NIOI0IBEHHBINA CUHAPOM
[-1I cTemeHM Kak OC/JI0XHEHHe IpHMeMa MMAOCTAypHHa.
[Ipenapat 6611 oTMeHeH. [IpoBefieHa MeCTHasi Tepanus Mo-
MeTa30HOM, U B TeyeHHe 2 MeC. CUMIITOMbI Pa3peLINIUCh.

B ToM ke Mecslie nosiBUJIach 60Jb B KOJIEHHBIX CY-
cTaBax. [JJuarHOCTUPOBaHbl TOHAPTPO3 2-U pPeHTreHoJIo-
rM4ecKol cTaZuy, BeposTHas Nojarpa, nojarpuyeckui
apTpuT. HayaT npueM ajionypuHoJa.

Conyctsa 10 Mec. B cBSI3U C 060CTpEeHUEM KaJIbKyJje3-
HOT'0 X0JIeLIUCTHTA BbINIOJIHEHA X0JIeLIUCTIKTOMUS. Kpome
TOro, ObLI 3MU30/, HO30KOMHAJbHON G6GaKkTepuaJbHOU
JIByCTOPOHHE!N MHEBMOHMUU. B ocTaJlbHOM caMo4yBCTBHE
NalMeHTKHW OCTaBaJioOCh CTAOUJIbHBIM, [JUTONEHUH U Ha-
pacTaHus MeIMaTOPHBIX CUMIITOMOB He OTMeUYeHo.

Yepes 10 mec., c anpesis 2023 1., BO306HOBJIEH IPpHEM
MmupocraypuHa mno 200 mr/cyT BHyTpb. M3 Hexesa-
TeJIbHBIX SIBJIEHUH NMallMeHTKa OTMeyvaJla apTepHabHYI0
rUNepTeH3MI0, TOLHOTY U MOBTOPSIOLLYIOCS ['0JIOBHYIO
60J1b. IcTOHYEHHe KOXXHU Ha JIaJIOHAX TocJe epeHeceH-
HOTO JIa/IOHHO-IIOJIOIIBEHHOT0 CUHJpOMa COXPaHsAJIOCH,
HO He HapacTaJo. BelpaxkeHHOCTb T0604YHBIX 3 PeKTOB
NpensiTCTBOBaJia MOBCeJAHEBHOM M NpodeccHoHaIbHON
JlesITeJIbHOCTU KHUHOJIOTa, MO3TOMYy C OKTs6ps 2023 T.
MUJIOCTAypUH OTMeHeH. CaMOYyBCTBHE 3HAYHUTEJbHO
YJIYy4LINJI0Ch. MHTEHCUBHOCTD MeMaTOPHBIX CHMIITOMOB
oCTaJlach Ha NMpeXXHeM YpOBHe.

[IoBTOpUM  OCHOBHBble COObITHUSA. 3abosieBaHUE
Jle6I0TUPOBAJIO0 C TUNMYHON JJiIsI MaCTOLMTO3a ChIIU B
Bo3pacTe 21 rox. B TeyeHue 13 seT caMO4YyBCTBUE Me[-
JIEHHO yXyjllajaoch, U B 34 roja OblJ AUAarHOCTUPOBAH
TYYHOKJIETOYHBIN Jieiiko3. CTOMKUN 3¢deKT AOCTUTHYT
nocJie Tepanyy NATOW JIMHUM 3JI0TY3yMaboM, JIeHaIu/[0-
MHUJOM U ileKcaMeTa30HOoM. 3aTeM BhinoJiHeHa a0 TI'CK.
Yepes 2 rosa nocJie TpaHCI/IaHTALMY OSABUINCH Jlabopa-
TOpHbIe IPU3HAKU IPOrPecCUPOBAHUSA TYYHOKJIETOUHOTO
JIeliK03a, B CBSI3U C 4YeM IIPOBOJUJIOCH JieYeHHe MUJI0CTa-
YPUHOM C NOJIOKUTENbHBIM pe3ynbTaToM. OHaKo U3-3a
Hey/J0BJIETBOPUTEJbHON NIEPEHOCUMOCTH NpenapaT Obl1
oTMeHeH. [lanueHTKa BeJleT OOBIYHBIM 06pa3 KU3HU C
MHHUMaJbHbIMU OTPAaHUYEHUSIMHU.

MaumeHr 2
[TanueHT, 61 rof, B Te4eHUE HECKOJIBKUX JIET 06 pallal
BHUMaHHe Ha NOSIBJIEHHEe NMUTMEHTHOM CBhINMM Ha KOXe.
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MeauaToOpHBIX CUMIITOMOB He ObLI0, MO3TOMY K Bpauy
He o6pamascs. B auBape 2017 r. oTMeueHO mIporpec-
cupylollee CHUKeHUe Macchl Tesa (Ha 20 kr 3a 9 mec.).
Kpome Toro, HaG/104a1UCh exXelHEBHbIE OJJHOKpPAaTHbIE
NoA’beMbI TEMIIEPATYPHI TeJsa A0 GebpUnbHbIX [Udp 6e3
MPU3HAKOB JIOKAJN30BaHHON HHbeKUuU U 6e3 3adpdekTa
OT aHTU6aKTepUaJbHOU Tepanuu. Yepes 8 Mec. oTMeveHa
CTIOHTAaHHasl HOpMaJiM3alus TeMIepaTypsl TeJa. [IpoBo-
JIMJI0Ch 06CIeloBaHUeE.,

Jlerom 2017 1. GbLIM BbISIBJIEHBI MAHLUTONEHUS, YBE-
JINYeHUe NeYeHH, cesle3eHKU U IMMdaTH4eCcKuX y3/10B. OT-
MeyaJiach aHEMUS JIeTKou cTeneHu (remoryio6ud 110 r/i)
6e3 MpU3HAKOB reMosiu3a U ¢pakTopHoro gedunura (BuTa-
MuHa B, ,, Go/1MeBO# KUCIOTbI), TPOMOGOLUTONIEHHS (YUCIIO
TpoMGouuToB 72 x 103/MKJ), a Takke 303UHOPUJIUA
(uucno so3uHOduUIIOB 3,8 x 103/MKi) 6e3 JieHKoUTO3a.
[To manHbIM [I3T-KT B cenTsa6pe 2017 r. 3aduKcupoBaHbI
acuut, yBesandeHue nedeHu (KBP I/l 225 mw, cranpap-
THU30BaHHbIA 3axBaT paauodapmmpenapata [SUV]max
7,47) u cenezeHku 18,4 x 7,8 x 16,5 cm (SUVmax 7,52), a
TakXe JHMMQaTUYeCKUX y3JIOB: JIeBbIX NapaaopTasbHbIX
no 2,65 x 1,85 cm (SUVmax 6,67), B BOopoTax NeYeHU [0
2,3 x 1,65 cm (SUVmax 5,12) u cesrezenku o 1,6 x 1,23 cm
(SUVmax 6,67), neBbIx naxoBbIX 10 2,16 x 1,26 cM (SUVmax
2,45). [lpyd TUCTOJIOTUYECKOM HCCNE0BAaHUU OUONTATOB
Tpex JuMATUYECKUX Y3JI0B IPU3HAKOB KaKOro-l160
OIyX0JIEBOT'O POCTa He BBISABJIEHO.

B neka6pe 2017 r. nosIBUJIKMCh HapacTawLasi acTeHUs,
CHM)KeHHMe MacChbl TeJla M yMepeHHasi TaHyulasd 60Jib B
HIDKHUX OTZeJax »KUBOTa 6e3 NOTPeOHOCTH B aHA/IMe3UH.
WmMenu MecTo HapacTaHWe aHEMUU (reMoryio6uH 94 r/i),
TpoMmboluToneHuu (TpoM6ouTh 35 x 103 /Mk). [Tpu 610-
XUMHYEeCKOM aHa/Iu3e KPOBU BbIsIBJ€HA T'MIepa3oTeMHus
(kpeatuHuH 148 MKMOJIb/J), TUNEPOUNUPYOUHEMUS
(6unupy6uH 37,5 MKMoOJIb /1, IpsiMOX — 14,6 MKMOJIb/J1) U
runoaibbymunemus (27,5 r/u). KoHueHTpauus TpUnTasbl
B KpoBU — 220,5 Hr/mJ1. [lo pesynbTaTaM Y3U o6HapyxeH
acIUT 060 EMOM OKOJIO 5 JI.

B rumok/eTo4yHOM acnupaTe KOCTHOTO MO3Tra BbISB-
JieHbl aTUNIU4YHble MacToUUTHI (50,4 %), pacnoJsioxKeHHbIe
nuddy3Ho U B BUJle cKolIeHUH. KileTky nosuMopoHble,
C OKpYT/IBIMM $1ipaMH HeNpaBUJIbHOW (OpPMbl, HEXKHBIM
XpOMAaTHHOM, BaKyoJiM3aluel, CBeTIO-roay60od ILUTO-
J1a3MOH, a3ypoduabHOMN U 6a30PUIBHON 36 PHUCTOCTHIO.
[Io JaHHBIM THCTOJIOTMYECKOTO U UMMYHOTHCTOXUMUYe-
CKOT0 UCCJIe[JOBaHUsl TpPellaHOOHONTaTa KOCTHOI'O MO3ra
0oOHapy>KeHO, YTO MHUeJIoM/JHasl TKaHb 3aHUMaeT OKOJIO
100 % Mex6a/Jo4HOr0 NPOCTPAHCTBA M NpeuMylle-
CTBEHHO NpejcTaB/eHa NpoJiMdepaToM K3 aTUINHUYHBIX
KJETOK MaJloro pasMepa C MJeOMOPPHBIMU fApaMU U
CBETJION OOIIMpPHON IUTOMIa3Mou. CKOIJIEHUS] KJIETOK
OTJeJleHbl JApPYr OT Jpyra IJIOTHBIMU KOJIJIareHOBBIMHU
BOJIOKHaMU. Ha omnyxoJsieBbIX KJ/eTKax BblsiBJeHa 3KC-
npeccus Tpuntassl, CD45,CD117, ByacTtu kjieTok — CD30
u CD25. dkcnpeccun CD1la, CD163, nanrepuna, S100,
SOX10, nojonaHWHA U IUTOKEPATUHOB He 0OHAPYKEHO.
KneTkn HopMaJIbHOrO reMoIo33a B MaJlOM KOJIMYeCTBe
pacnoJsiarajucb HeGOJBIIMMHU TpyINaMU Cpefu MoJiei
aTUIIMYHBIX KJeToK. KapyuoTun HopMaabHbIA. MyTalnuu B
reHe KIT (ins8, ITD11, D816V) He BrisiB/eHkI. [locTaB/ieH
JMarHo3: TYYHOKJIETOUHbIHN Jieiiko3, 6e3 MyTauuu D816V
B reHe KIT. Jo3uHouIus paclieHEHa KaK BO3MOXXHBIN
BTOPUYHBIN peaKTUBHBIM Npoliecc.
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KnvHU4Yecky 3HauMMble COMYTCTBYyMolLive 3aboJie-
BaHUs BKJIIOYa/IM TUIIepTOHHUYecKyto 60Jie3Hs Il cTaguy,
viIeMHAYecKylo 60JiIe3Hb CcepJilia, aTepOCKJIepOTHUYeCKUN
M 1nocTUHQApPKTHBIA  KapAUOCKJIepo3 (mepejaHere-
peropofiouHblii MHOQAPKT MHOKapJa B aHaMHe3e) CO
cTeHOKapauell HanpspkeHus Il ¢yHKIMOHa/IBHOTO
KJacca, JA00pOKayeCTBEHHYIO THUIEpPIJIa3vio MNpOCTaThl
Il craguu. Ilo faHHBIM 3x0oKapAHorpadpUyecKoro Mccie-
JloBaHus1 ¢pakuusa Bbl6poca mo CHMIICOHY cocTaBMJa
60,6 % (HopMa 52-72 %), BbIsIBJIEHbI JUIaTaLUA 060UX
npejcepAui, MUHMMalbHbIHA THApONepUKap/ U JleroyHas
runepteHsus 42 mMm pT. cT. [locTossHHO mnpoBoAUIACHE
Tepanus GUCONPOJIOJOM, CIHPOHOJAKTOHOM, TaMCyJo-
3MHOM, U30COp6MJja MOHOHUTPATOM U GO3UHONPUIIOM.

B cBf3UM C arpeccMBHbIM Te4eHHMEM MacCTOLMTO3a
NPUHATO pellleHHe 0 JileueHUH UMaTUHHUO0M 1o 400 mr/cyT
BHYTpPb MOCTOSIHHO U KJIaJIpUOMHOM 1o 5 Mr/m? B/B Ka-
neJsibHO B 1-5-1 fieHb Kaxkible 28 fHel. C 11e/1bI0 YMEHbIIUTh
CUMIITOMBbI MHTOKCUKALMM B TedyeHHe 1 HeJ. [0 Havajla
Tepanyy HasHadasics npeAHu3os0H 0,5 Mr/Kr/cyT BHYTpb
¢ 3¢dekTOoM B BHJle YMEPEHHOTO CHIDKEHHUS CJIabOCTH.
Yepes 2 AHA nocjie 3aBepllieHUs LMK/ KIaJpubUHa U Ha
¢doHe mposo/KeHUA TpYeMa UMaTHHHG6a 0TMeYaJl1oCh TOBbI-
lIeHHe KOHLeHTpalM1 KpeaTUHUHA 10 340 MKMOJIb/J1, 4TO
ObLJIO paclieHeHO KaK TOKCUYHOCTb. JleueHe UMaTHHUO0M
ObLJIO MPHUOCTAHOBJIEHO. [loc/ie CHWXKEHUs] KOHLIeHTpaLUy
KpeaTHHHUHA 0 134 MKMOJIb/J1 JledeHHe UMaTHHUOOM B
nose 100-400 Mr/cyT npo/io/KeHO o/, KOHTPOJIEM II0Ka3a-
Tesiel MoYeyHOU QYHKIUM.

Kanob6el coxpaHsa/auMch Ha HpexHeM ypoBHe. Jlab6o-
paTopHas JUHAaMUKa — pa3HOHanpaBJeHHas. [lepes Ha-
4yaJoM CJeAyoolLiero IUKJa Tepanuu KJaaJipUOUHOM
KOHI|eHTpallMsi TPUINTa3bl B KPOBU CHU3UJIACh ¢ 220,5
o 175,5 ur/miu. OpraHoMerasus, aCLUT U TPOMOOIUTO-
MeHUs COXPaHAJINCh, 0HAKO Hapoc/a aHeMUsl BIJIOTb /0
NosIBJIeHUs] TPaHCHY3UOHHOHN 3aBUCUMOCTH.

Bbl1 npoBesieH 2-H LIUKJ JledeHUs KJIaApUOHMHOM Ha
¢doHe moOCTOAHHOrO mpueMa HuMaTHMHUOa. CoxpaHs/ach
MOJIOXKUTEJIbHAsA JlabopaToOpHasi AMHAMUKa B BUJe Jajb-
HeMIIero CHUKeHNs KOHLLeHTPALUY TPUIITa3bl B KPOBU 10
162 Hr/MJ M YuCJa TYYHBIX KJIETOK B acUpaTe KOCTHOTO
Mo3ra 10 5 %. BelpaxkeHHast c/1aboCThb COXpaHsJIach, PaBHO
KaK M HapacTavolyi TUJpolepuKapA W acLuT, JUarHo-
CTHPOBAH JIEBOCTOPOHHUH rufipotopakc. C ssuBapst 2018 r.
BBIIOJIHSJIMCH JIaNapoLleHTe3bl C 4acToTol 1 pa3 B 2 Hep,.
[Ipy NOBTOPHBIX IUTOJIOTMYECKUX aHAIM3aX aCLIUTUYECKON
Y IJIeBPAIbHON KUAKOCTEH aTUINMYHBIX KJIETOK, PYyKCH-
HOQU/IBbHBIX NajloYeK U CTPYKTYp IPpUOOB He 0OHaApYKeHO.
OTMeyanvchb MPU3HAKK CEPO3HO-TeMOpparuyeckoro Bocna-
JIeHUs1 C BbIpa)XKeHHOH Jj0J1el 303MHOPUIIOB B 3KCCYAATe.

K ganBapro 2018 r, 2 Mec. Tepamuy, COXpaHsJacb
NOJIOXKUTe/bHas JlabopaTopHass JUHAaMUKaA B BU/Jie CHU-
»KeHUs] MacCTOLMTapHON MHPUJIBTPAIlMK KOCTHOTO MO3ra
o 3,8 %, HO ocTaBa/JUCb aHEMMUs, TPOMOOLUTONEHUS U
cnieHoMerasivs. KpoMe Toro, HapacTana 303WHOPUIMS:
abCoJIIOTHOE YHCJI0 303MHOQUIOB B KPOBU JOCTHUIAJIO
4,4 x 103/mks1, a B Mmuesonutorpamme — 21 %. Ilo pe-
3yabTaTaM (QJOopecieHTHON Tubpuau3auuu in situ
IepecTpoek reHoB B Jiokyce 4ql2 (SCFD2, FIP1L1, CHIK2,
PDGFRA) B npoaHa/JIM3UPOBAaHHbIX UHTepda3HbIX sAApax
He BbIABJIEHO, a KOHIEHTpalMsd BUTaMMHa B,, Kax of-
HOT'O M3 KOCBEHHBbIX IPU3HAKOB KJIOHAJbHOCTU Obljia B
npejejiax HOpMa/bHbIX 3HaYeHUH. OHaKO He NpeJCTaB-
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Puc. 4. Makponpenpapart 1eBOoro xenygoyka cepgua nauueHTa 2.
MonocTb neBoro >enyaoyvka BbINO/THEHA OPraHW30BaHHbLIMU
TPOMOBOTMYECKMMU Maccamu, napueTanbHbIi SHAOKAPA YTOILEH.
KnanaHHbIli sHAOKapA — 6opoaaByaThle HaNoXeHus

Fig. 4. Gross specimen from the heart left ventricle of male pa-
tient #2. Left ventricular cavity with organized thrombotic masses,
thickening of the parietal endocardium. Valvular endocardium is a
wart-like surface

JISIJI0Ch BO3MOXXHBIM JI0CTOBEPHO UCKJIIOYHUTD CBSI3aHHOE
C MacTOLIMTO30M KJIOHaJbHOe 3aboJieBaHUE KOCTHOIO
MO3Ta C 303UHOPUINEN.

C uesbio Jile4eHHUs] BO3MOXHOIO T'MIIEp303MHOPUIIb-
HOT'0 CHHpOMa JIBaX/ibl C MIHTepBaJIOM B 7 IHe! BBOAUJICA
BUHKPHUCTHH B Jl03e 2 MI' B/B, HO 6e3 pe3ysibTaTa. [losuce-
PO3UT OCTaBaJICs, HapacTaja 303UHOQU/IMS, NTOABUIACH
rUnoaiboyMuHeMus Ao 16 r/a u runopubpuHOreHeMus
o 0,6 r/a, koHIeHTpanus C-peakTUBHOro Gesika ObLIA
CTabWJIbHOM U BapbUpoBasa oT 19 0 35 mr/..

[IpyunHa AJIUTENBbHOr0 aclUTa 0CTaBajJach HesCHOM.
HecmoTps Ha oTpunaresbHble [IIP-TecTbl Ha MUKOOAK-
Tepuio TybepKyJie3a, UCKJIOUYUTb U AUCCEMUHUPOBAHHDBIN
Ty6epKy/ie3 He NpeACTaB/AJ0Ch BO3MOXXHBIM, N03TOMY
nocJie KOHCY/JIbTalu GTHU3MATpa HadyaTa Tepanus Ty6ep-
KyJIOCTaTUYeCKUMHU NpenapaTaMu. dPdeKTa He OTMEUYEHO.
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Puc. 5. Aytoncus. BepxHee MMKpodoTO: yTONLLEHHAdA Kancyra ce-
neseHku ¢ pmnbpo3om (kpacHas cTpesika). Okpacka MSB (Martius
scarlet blue), x100. HuxHee MukpodoTO: yTONLEHHAsA Kancyna
NMeYeHn CO «CTapbIM» U «CBEXUM» (ro/1y6asi CTpesika) hGpPUHOM.
Okpacka MSB, x200

Fig. 5. Autopsy. The upper microphotograph: fibrous thicken-
ing of the splenic capsule (red arrow). MSB (Martius scarlet blue)
stain, x100. The lower microphotograph: thickening of the liver cap-
sule with ‘old’ and ‘fresh’ (blue arrow) fibrin. MSB stain, x200

[lonoxuTenpbHass JlabopaTopHas JAWHAMHKa, CBU-
JleTeJIbCTBOBaBLIasl 006 yMeHbIIEHUM TYYHOKJIETOYHOH
ONyX0JIeBOM Harpy3KH, COXpaHsJjach: KOHLleHTpaLus
TPUNTAa3bl B KPOBU CHU3UJIACh 0 80,9 Hr/mi1. OfHaKoO co-
CTOsIHME NALMeHTa NPOJ0JKaJI0 yXyAaThcsl. [losBUIKCh
NpU3HAKU HapacTawlledl mnojuopraHHod (mouyeyHOH,
MeYeHOUYHOH, [bIXaTeJbHON) HeaocTaTo4yHOCTU. [Ipo-
JlO/DKAJIUCh peryJisipHble JlallapoleHTe3bl C 3BaKyaluei
0 5-6 J1 acUUTUYECKON KUJKOCTH, reMoTpaHcdys3uy,
NPOTHUBOTYOEpKYy/e3Hasl, CepleuHO-COCYAUCTasl Tepamnus,
Ho 6e3 addekTa. B ampene 2018 r., yepes 15 Mec. oT
NOsIBJIEHUS Xajob6 M yepe3 5 Mec. OT HayaJja JieYeHUs
KJIa[pu6MHOM M UMAaTUHUOOM, TaLlUeHT YMep.

[Ipy maToJsioro-aHaTOMUYECKOM MCCJIelOBaHUU BBbI-
sIBJIEH KJIAlTAaHHBIN 303UHOQUIbHBINA TPOMOO3HA0KAPHUT,
$ubpo3 mnapueTasbHOH M BHUCLEpPaJbHON OpIOLIMHBI
(puc. 4 u 5). Kpome Toro, oGHapy:XeH MYKOPMHKO3 C
Nopa)keHUueM Mo/ KeJyJ04HOH xese3bl. TakMM 06pasoM,
HelnocpeACTBEHHOW NPUYMHONW CMepTH MalueHTa C
TYYHOKJIETOUHBIM JIEHKO30M MOCJAYKUJIU BTOPUUYHBIN
VHBA3UBHbIM MUKO3 U I'MIIep303UMHOQUIBbHBIA CUHADPOM
Ha QoHe 3pPeKTUBHOrO JieueHUsl KJaAPUOUHOM U UMa-
TUHUOOM.

MauyueHTKa 3

Y nanueHTkH, 26 JjeT, B 1999 r. Ha KoXXe MOJIOYHbIX
>KeJle3 NOSIBUJIMCh TUTMEeHTHbIe BbIChbINaHUsA. B TeueHue
15 neT cbilb MeAJIEHHO PaclpoOCTpPaHAJach Ha KOXY
CIUHBI, }KUBOTA U KOHEYHOCTEN, OTMevaJiCcsl YMepeHHbIN
3yA 6e3 MoTpeGHOCTU B NpUeMe IpenapaTtoB. B 2014 1. B
CBSI3M C pacnpoCTpaHeHHWEM CbINM BbINOJHeHa GUONCUSA
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koku. Ha ocHoBaHMM o0OHapyxeHus mnposMdepaTa
TYYHBIX KJIETOK C TUNUYHBIM UMMYHO(EHOTHUIIOM Aua-
FHOCTUPOBAH MacTonuTo3. KpoMme Toro, BbISIBJIEHO yBe-
JINYeHUe cejle3eHKU U OTMedasIMCh 3MU30/bl BHE3aNHOU
npody3HOH NOTINBOCTH, OLIYyIeHUsI IPUIUBOB 2-3 pasa
B HeJet0. 2Kayo6bl M03BOJIAIN BBINOJHATE Npodeccuo-
HaJlbHble 00513aHHOCTH MeHeKepa B oduce.

B TedyeHue 2 JjieT manueHTKa o6c/efoBasach 1o Io-
BOJly NaJIbIUpyeMoH crieHoMeraauu. B nekabpe 2016 .
JMarHOCTUPOBaHa NOpTaJbHas TMNepTeH3us (AUaMeTp
BOPOTHOM BeHbl 17 MM, HopMa 10 14 MM [32]) u BbisiBJIeHA
abaomMuHaNbHasg AuMbaeHonaTtus a0 1,5 cMm. Pasmepsl
ceneseHku 6b1u 17,6 x 13,0 x 6,6 cM, KBP I1/] meyenu —
17,5 cm. IIpu ructosiorn4eckoM UccjeJoBaHUU OGMONTaTa
neyeHW 3apUKCUPOBaHbl MHHHUMaJbHble peaKTHBHbIE
HeclellMpUYeCKUe H3MeHEeHUs CO €1abo BbIpaKEHHbIM
BHYTPUKJIETOYHBIM X0JIeCTa30M. BHOXMMHUYECKHUX INpHU-
3HAKOB HapylleHUs GYHKLUU [1eYeHU He OTMeYeHO.

[Ipy o6ciefoBaHMM 1O JaHHBIM TPOEKIMOHHON
peHTreHorpaduu KocTel yepena, FpyJHON KJIeTKH U Ta3a
BbISIBJIEHBI MeJIKMe O4Yard OCTeoJIU3Mca B MOAB3J0IHON
Y CeJa/IMIIHBIX KOCTAX. B HOpMOKJIeTOYHOM acnupare
KOCTHOTO MoO3ra OOHapy>KeHbl arperaTbl MacTOLMTOB
(4,8 %) u nmoBbIlIeHHOe 4Mca0 303uHOGUNOB (14,4 %).
[To panHbiM [P onpepesnena myrtauusa D816V B rene
KIT. TakuM 06pa3oM, MOATBEPXKIEHO OpaXKeHUe KOCTel
Y KoCcTHOro Mo3sra. [lokasaTesu KJIMHUYECKOr0 aHaJK3a
KpOBM ObLIM B NpeJiesiax HOpMaJbHbIX 3Ha4eHUH. Kon-
LeHTpalys TPUNTa3bl B KPOBU cOCTaBUIa 278 HI /M.

[locTaBseH [AuarHos: arpeccUBHbIM CHCTeMHBIN
MacTonuTo3 ¢ myTtanueit D816V B reHe KIT. Knunudyecku
3HAYMMBbIX CONYTCTBYWOIMX 3abo/ieBaHUN He OTMeya-
Jock. B cBA3u ¢ HannuveMm C-mpusHaka (mopTaJjibHas
runepTeHsus) OblJIO pelleHO HayaTb LUTOCTATHUYECKYIO
Tepanuio.

C 18.05.2017 r. Ha4yaTO JieueHHe KJIaJpUOUHOM B Jj03€
5 mr/m? B/B KaneJibHO B 1-5-1 JileHb Kax/ible 28 aHel. Yke
nocJjie 1-ro LyMKJa NaleHTKa OTMeTUIIa, YTO YMEHbIINIach
NOTJMBOCTb U YIYy4LIMJIOCH 06Olljee caMouyyBcTBHUe. Kon-
LeHTpaLUs TPUIITa3bl B KPOBU CHU3UIACh A0 170,1 HT /M.
W3 HexenaTe/NbHbIX SIBJEHUM OblIa [IyOGoKas HeUTpo-
MEHMS], B CBSI3U C YeM 5-U U 6-U UK/l ObLIHM OTJIOXKEHBI
Ha 1 Hex. B Hosi6pe 2017 r. quTOCTaTUYECKOE JieYeHUe
3aBeplieHo. B TeueHue 6 JileT caMOYyBCTBUe NaliMeHTKH
0CTaBaJIOCh CTAaOMJIbHO Y/IOBJIETBOPUTEIbHBIM. KoHIeH-
Tpalus TPUNTa3bl B KpoBU (AHBapb 2022 1.) — 149 Hr/Mmi1.
[To pe3ysnbTaTaM KOHTPOJIBHBIX exerofHbIX Y3U opraHos
OPIOLIHOM MOJIOCTH COXPAHSETCs] yMepeHHOoe yBeJnyeHue
neyenu (KBP I/l 17 cMm) u cenesenku (15 x 5 cm). OTme-
YaJIMCh 3NM30AuYeckue HelTponeHus Ao 1,4 x 103/mku,
CHIKEHUE KOHILIEHTpalluu remomio6buHa go 110 r/n u
TPOMOOIUTOINEHHUS C YUCIOM TpoMGouToB 80 x 103 /M.

B cBA3M c mopakeHMeM KOCTHOM TKaHU OJHOBpe-
MEeHHO C IUTOCTAaTU4YeCcKOH Tepanuei 60JibHas MoJiyyasa
30JIeHJPOHOBYIO0 KMCJIOTY 110 4 MT 1 pa3 B Mecs1] B TeueHUe
roga. B 2018 r. BeinosiHeHa AeHcuToMeTpUsa. CHUXKeHUe
IJIOTHOCTH KOCTHOM TKaHU B MO3BOHKAaxX COOTBETCTBO-
Basio ocrteonopo3dy (T-uucno -4,7). Ilo pe3syabraTam
NOBTOPHOI'0 MCCJeJJ0BaHUsA yepe3 4 roja oTMeyasach
MOJIOKUTeNbHAsl JAUHAMHMKA C yBeJHYeHUeM KOCTHOH
Maccsl (T-uucno -1,4).

HWrak, 3a6o/ieBaHMe y NalMeHTKU [Ae6GTHPOBAJIO B
26 JIeT C TUIMYHOM ChINY, KOTOpasi Me/lJIEeHHO pacrnpocTpa-
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Hsack. Cnycts 15 JieT caMO4yBCTBUE CTAIO YXY[IUATHCS
Y 6bUI AUAarHOCTUPOBAH arpeccUBHBIA CUCTEMHBIA MacTo-
uuTo3. [IpoBesieHO 6 LMKJ/IOB JiedeHUs KJIaJPUOHHOM B
MOHOpEeXHMe, JOCTUTHYT CTOMKUM oTBeT. [lepuos HabIto-
JeHus 7 nieT. [lanueHTKa exeJHEBHO NMPOAO/DKAET MPHUHU-
MaTb NPOQUIAKTHYECKH aHTUTUCTAaMHUHHBIE MNpenapaThbl
AJIUTEJIbHOTO JIENCTBUA ¥ BUTaMHUH D,, paboTaeT, *1BeT B
ceMbe U BeJleT MPUBBIYHBINA 06pa3 XKU3HM.

MauuneHTka 4

B 1995 r, B Bo3pacTe 24 seT, naneHTKa ob6paTuia
BHMMaHHe Ha NUIMeHTHbIe BBLICBINIAHHUA B 06JIaCTH KU-
BoTa. TpeHHe BBI3bIBAJIO NMPUIYXJOCTb KOXHOW CBINH.
Co BpeMeHeM 3JIeMEHTbI CbIIM PACNPOCTPAHUIUCH Ha
KOXY CIIMHBI, )KMBOTa U Gefep. OTMeuasicl yMepeHHbIN
KOXHBbIH 3ya. Yepes 19 jeT, B 2014 1., B GUONTaTE KOXHU
0OHapy»KeHbl TY4YHble KJIETKU C TUNWYHBIM UMMYyHOe-
HOTHUIOM. /luarHoCcTHpoBaH MacTouuTo3. Habawoganacs y
JlepMaToJiora.

C 2016 1. cTas HapacTaTb KOXHBIM 3y[, MOSIBUJIACH
yMepeHHasl NMOCTOSIHHAsl TOIIHOTA M TSHKEeCTb B IPaBOM
nofpeb6epbe. KauecTBO KU3HU ObIJIO YMEPEHHO CHUXKEHO.
[Ipy BOJTHOOGPA3HOM YXYALLIEHUH CAMOYYBCTBUS IPOBO/M-
JINCh CHMIITOMAaTH4YeCKas Tepanus ¥ NOBTOPHbIEe 06c/1e/10-
BaHwusl. [1o fanHbIM KT opraHoB rpyAHON KJIeTKH OCTEO0/IH-
TUYeCKUX U3MeHeHUH He o6Hapy»xeHo. [Ipu ¥Y3U opraHos
OproliHOM moJsiocTH B amnpesie 2018 T. BbISIBJIEHO yBeJd-
yenue nevyeHu (KBP I1/[] 17 cm), cenesenku (17,5 x 7,1 cm)
C pacuiMpeHUEeM MOPTaJbHOM BeHbI A0 14,2 MM (HopMma
o 14 MM [32]) U cene3eHOUYHOU BeHbI 1o 14 MM (HopMa
o 8 MM [32]). B Hos6pe 2018 r. B reMorpaMMe oTMeva-
JIacb yMepeHHasl 303MHOQUJINS C YUCJIOM 303UHOPUIOB
1,05 x 103/MKJ1, B OCTa/IbHOM — 6€3 OTKJIOHEHUH.

B auBape 2019 r. maneHTKa BIepBble 06paTHJIaCh
Kk remaroJsiory. KoHueHTpauuss TpunTasbl B KPOBU —
715 Hr/mia. B HOpPMOKJIETOUHOM acnupaTe KOCTHOTO
MoO3ra NpH MOJCYeTe MHeJOorpaMMbl OTMeYasachb 303U-
Hopuausag ¢ yuciaoM 303uHOPUNOB 19 %, GaACTHBIX
kJeToK — 2,4 %, Ty4HbIX KJeToK — 2,6 %. Cpenu He-
MHOI'OYHCJEHHBIX MaCTOLMTOB BCTpPeYaJHUCh BepeTeHo-
BU/JHbIE U ABYys/iepHble GopMbl. [Ipy KapUOTUNIMPOBAHUHU
XPOMOCOMHBIX II0JIOMOK He BblsiBJeHO. [lo pe3ynbTaTam
MOJIEKY/IIPDHOTO aHa/M3a KOCTHOTO MoO3ra MyTaluu
D816V B rene KIT He obHapyxeHo. LluTonuTH4YecKoro,
X0JIeCTaTUYECKOI'0 CHHAPOMOB U IIMTONEHUU He ObLIO.
[lo faHHBIM GU3MKa/JbHOTO HCCAeloBaHUS B deBpase
2019 1. oGHapyeHbl yBeJauyeHHe INedyeHH (+3 cM IO
CpeAHeKJII0YNYHOM JIMHHUU) U CIIJIEHOMeTa/lIus C HUXKHUM
MOJIIOCOM CeJle3eHKH y TIpebHs MOJB3JO0IIHOW KOCTH.
Y nauueHTKHU B Bo3pacTe 47 JieT, T. e. uepe3 23 rofa oT 1o-
SIBJIEHUA IepPBbIX 3JIeMEHTOB KOXXHOM CbINH, NOCTaBJIeH
JMarHo3: arpecCUBHbIM CHCTEMHBIH MacTOLMTO3 06e3
myTtauuu D816V B rene KIT.

B ¢eBpane 2019 r. HayaTo JieyeHHe UMAaTUHUOOM IO
400 Mr/cyT BHyTpb IOCTOSIHHO. B cBS13U € 303MHOUINEN
Y TIOBbILIEHUEM KOHIIEHTpPAalM¥ TpPHUINTa3bl B KpOBHU
HEBO3MOXXHO ObLJIO MCKJIOYHUTb MHUEJOUJHBbIH BapUaHT
runep3o3uHoQUIbHOTO cUHApPOoMa. [ npodunakTUKU
CUHJpOMa BbICBOOOX/eHHUS LIUTOKUHOB NepBble 5 AHel
OJJHOBPEMEHHO C HMaTHHUOOM G6oJibHas IpHUHUMAJA
npeaHusosiod no 30 mr/cyt (0,5 Mr/kr/cyT).

B TeyeHue 1-ro Mecsla JiedeHHs OTMeyaJach
MOJIOXKUTe/IbHAs: JUHAMUKa: NPeKPaTUIUCh 060Jb B KU-
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BOTe, TOLIHOTA M KOXXHbIM 3yZ. BbicbimaHua mepecTanu
NpUIlyXaTb NPU TPeHUH. J03UHOPU/IUS OCTaBalach Ha
npexxHeM yposHe. /lanable Y3U B anpeJsie 2019 r.: yMeHb-
muanck pasmepsl nedyeHu (KBP I1/] 14,6 cM) U cesle3eHKHU
(18,0 x 5,6 cM), HOpMaJIU30BaJUCh JUAMETPbI BOPOTHOH U
ceJle3eHOYHOM BeH, OJJHAKO BbIsSIBJIEHbl MHOXEeCTBEHHbIEe
yBeJUYeHHble Ta30Bble W 3a0pHOIIMHHBbIE JUMdaTHue-
ckue y3ibl (13-19 MM), KOTOpBIE paHee He ONpe/esiIUCh.
B cBsi3U € N0/1I0KUTENbHOH B 11€JI0M KJIMHUYECKOH JJMHa-
MHUKON M MMHHUMaJbHBIMM pa3MepaMu JHUMPpaTUUeCKUX
y3J10B OT GUOIICUH pellleHO BO3/epKaThCsl.

[lo pesysnbTaTaM NOBTOpPHOro Y3W, BBINOJHEHHOIO
B ampesie 2023 r, yepe3 4 roja npueMa UMaTHHUOA IO
400 mr/cyT, KBP I1/] neyenu 14 cM, pa3Mepshl cejie3eHKHU
16 x 6 cM. CoxpaHsiicsa eAUHUYHbIN TUMaTUyecKuil y3en
B BopoTax nedeHH A0 13 MM. CaMO4YyBCTBUE CTAGUIBHO
yJI0BJIETBOPUTEJILHOE.

Jlns OlleHKM IJIOTHOCTH KOCTHOM TKaHu B 2019 1.
BbINOJIHEHA JleHCUTOMeTpHsl. [IJI0OTHOCTh KOCTHOM TKaHHU
MOSICHUYHBIX NT03BOHKOB COOTBETCTBOBAJa OCTEONOPO3Y
(T-yucno ot -2,6 no -3,1), a meek GeApeHHBIX KOCTEH —
octeoneHuu (T-uyucnao ot -1,4 go -2,0). HayaTa Tepanus
npenapaTaMy KaJbLusi, BATaMMHOM D U 30J1eHApOHOBOM
KucjaoTod no 5 mr 1 pas B rof. [lo JaHHBIM NOBTOPHOM
JIeHCUTOMEeTPUHU Yepe3 3 roJjla OTMedeH NPHUPOCT KOCTHOM
Macchl Ha 5,8 % B M0o3BOHOYHHUKe U Ha 25,5 % B mIelike
npaBoro 6ejpa.

[lepeHoCMMOCTb UMAaTHHUOA B TeueHUe 4 JieT Obliaa
B 1leJIOM V/I0BJIETBOPUTENbHOU. B 1-i1 Mecsl, 6b11M yMe-
peHHble NepuopOUTa/JbHble OTEKH, KOTOpble pa3peliu-
JINCb CAaMOCTOSITEJIBHO.

[lepeuricivM OCHOBHBIE 3NU30/bl. 3a60/1eBaHMe Y Na-
LIMeHTKH J1e6I0TUPOBaJo B BO3pacTe 24 JjileT ¢ TUIUYHOH
HapacTatolell coinu. Cryctsa 21 roj caMo4yBCTBHE CTaJI0
YXyAIaTbCd U ObLI JAMArHOCTUPOBAH arpecCUBHBIN
CUCTEeMHBIH MacToLUTO3. B TeyeHUe 5 JjileT NpoBOAUTCA
JleyeHUe UMATHHUOOM. JJOCTUTHYT CTOMKHUN IOJIOXH-
TeJIbHbIN pe3ysbTaT. JleueHHe NPOJ0/KaeTCs, MallueHTKa
BeJleT IPUBBIYHBINA 06pa3 KU3HHU.

Maunentka 5

[ManuenTka, 54 roga, B 2004 r. o6paTuiack K Bpauy
B CBsI3U C 6GOJIbI0 B TPYAHOM OTAese NO3BOHOYHHKA.
[Tonyyasa CMMNTOMATUYECKYI0 Tepanuio C HEeNOJIHbIM
adpdexToM. [IUrMeHTHOM chbiNU B Zie6roTe 3a60J1eBaHuUs U
B JaJIbHEHIIEM He ObLIO.
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CnycTs 2 rofa U3-3a HapacTaHUs 6011 C IOTPeOGHOCTHIO
B IIpMeMe HapKOTHYeCKUX NpenapaToB OblLIY NPOBeeHbl
NOBTOpHBIe 06cefoBaHusA. OOHapy»KeH TshKeJbld ocTe-
0II0pO3 C KOMIIPECCUOHHBIMU IlepesioMaMH 6 N03BOHKOB.
B ¢eBpase 2008 r. B TpenaHoGMONTaTe KOCTHOTO MO3ra
BbISIBJIEHbl KPYIHble CKOIJIEHUSI aTUNHYHBIX BepeTeHO-
BU/JIHBIX TY4YHBIX KJIETOK C 3KCrpeccuelt TpunTtasel, CD25,
yMepeHHO CD117 u 6e3 akcnpeccuu CD2. Ty4HBIX KJIETOK
B aclupaTe KOCTHOTO MO3ra M B Ma3Kax-OTIeyaTKax Tpe-
naHo6uomnTaTa He 06HapykeHo. KoHIleHTpalys TpUNTasbl
B KpoBU cocTaBuia 37,4 Hr/miu. Ilpu peHTreHorpadpuu
KOCTel 4Yepena BbIsIBJEHbl MHOXeCTBEHHble Oyaru Je-
ctpykuuu 0 10 mm. MyTtauuu D816V B rene KIT B k1eTKax
KpOBHU He 06Hapy»eHo. [locTaB/ieH AUarHo3: arpecCUBHbIN
CUCTeMHBIN MacTonuTo3 6e3 Mmytanuu D816V B rene KIT.
KnumHyyecky 3HauuMMble CONYTCTBYMOLIME 3abo/eBaHUs
otcyTcTBoBasu. C anpesist 2008 . HaYaT npueM UMaTUHUOA
no 400 Mr/cyT U Ha3Ha4yeHa 30JIeHAPOHOBAsI KUCJIOTA 1O
4 Mr/mec.

Yepes 3 Mec. 0OTMeYaIMCh TEH/EHIIUA K YMEeHbLIEHUIO
60J11 B KOCTSIX U CHI)KeHHUe KOHLeHTpalMU TPUNTa3bl B
KpoBHU 10 33,8 Hr/mJj1. OfHAKO MpU peHTreHorpaduu Ko-
CTel cKeJieTa BBbISIBJIEHO HapacTaHHeE OCTEOJUTHYECKHUX
M3MeHEeHUHN B KOCTAX Ta3a U IPyJHON KJIETKH, B T. Y. C
NaToJIOTUYeCKHMHU NlepesioMaMu pebep. HecMoTpst Ha aTo
U C YYEeTOM IOJIOXKUTEJSbHON KJIWHUYECKON AMHAMHKH,
Tepanusi UMaTMHHG0M U 30J1eHAPOHOBOH KHCJI0TOH Npo-
JloJbKeHa B TeX e J103aX U B TOM Ke PeXUMe.

CnycTsa 8 Mec. nocjie HayaJsa JiedeHUs] UMaTUHUO0M
NpoBeJleHO NOBTOpHOe o6caefoBaHue. KoHLieHTpauus
Tpuntasbl B KpoBU — 29,9 Hr/mj. OcTeosUTHUYECKHE
M3MeHeHHUd 6e3 JUHAMUKHU. BoJIb B KOCTSIX YMeHbIIU/IaCh,
B TedyeHUe roJila Hcye3sa NMOTPeOGHOCTb B pery/sipHOM
npueMe aHa/JbreTUKOB. JleueHHe 30JIeHAPOHOBOM KHC-
JIOTOM B NIPe>XKHEeM peXKMMe NPoJi0JKanoch 2 roja.

B TeueHue 12 neT KOHLeHTpaLYa TPUNTA3bl B KPOBU
CHU3WJIaCh [0 HOPMasbHbIX 3HauyeHUW. KpuBasd cHuU-
»KeHMs KOHLIeHTPaluu TPUINITa3bl B KPOBU Npe/icTaBjeHa
Ha puc. 6.

C navasa 2022 r. 60/ibHasi CaMOCTOSITEJIbHO NpeKpa-
TUJa NpueM MMaTHHUO6a. KimHu4yeckoro u JsiabopaTtop-
HOTO yXYJlleHUsl He oTMedasaocb. Uepe3 roj, B MapTe
2023 r,, npyeM UMaTUHUOA BO3OOHOBJIEH.

B Teuenue 15 seT npojo/kaeTcs JiedeHHe UMaTH-
HUG6OM. [lepeHOCMMOCTb yAOBJIeTBOpUTesbHas. [lanu-
eHTKa BeJleT IPUBbIYHbIM 06pa3 }KU3HMU.
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Puc. 6. KpmBasa CHMXEHUS KOHLEHTpauun TpunTasbl B KPOBU Y NauneHTKn 5 ¢ arpeccrBHbIM CUCTEMHbBIM MacToLMTO30M 6e3 MyTauumn

D816V B reHe KIT Ha hoHe neyeHnss UMaTMHMOOM

Fig. 6. The curve of tryptase reduction in the blood of female patient #5 with aggressive systemic mastocytosis and no KIT D816V mutation

upon imatinib therapy
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MauueHt 6

My>xyrHa B Bo3pacTe 26 jJeT 06paTu/ BHUMaHUe Ha
NMICMEeHTHYI0 CbllIb Ha KOXKe >XMBOTa. B TeueHue 8 ser
CbllIb MeJJIEHHO pacnpoCcTpaHsjacb Ha KOHEYHOCTH.
PerynspHoii Tepanuu He npoBoausock. B 2013 r, koraa
nanueHTy 6b110 34 roza, ero crasa 6eCIOKOUTh 60Jb B
KOCTsIX, OSIBUJIaCh MeJHaTOpHas CUMITOMAaTHKa: NpHU-
JIUBBI C TaXUKapAuel v noseliieHueM A/l.

[Ipu o6¢cnenoBanum no gaHHbIM KT BhIsiBJIEH pacipo-
CTpaHeHHbIH OCTeO0JIMTUYECKUH Ipoliecc 6e3 NaToJoru-
YeCKUX NepesIoMOB B KOCTSX. Pa3Mepbl 0CTe0IUTHYECKUX
oyaroB npeBblllaJd 2 cM B JuaMmeTpe. OTMedasoch
yBesniueHrne neyenu (KBP I1J] 19,8 cM) u cesie3eHKU
(14,7 x 4,8 cm). KoHueHTpayus Kajiblius, OUIMPyOUHA
B KPOBM, aKTUBHOCTb NeYeHOYHbIX $epMeHTOB OblIU B
npejesiax HOpMaJbHbIX 3HA4eHHUH. B HOpMoOKJIeTOUHOM
acnypare KOCTHOTO MO3ra NpH MojAcyeTe MHUeJ0rpaMMbl
obHapyxeHOo 19,5 % TYy4YHBIX KJETOK, JeXallUuX Kak
OTZe/IbHO, TaK U B arperaTax. B TpemaHo6uonTtare KocCT-
HOT'0 MO3Ta OIpe/ie/IslJINCh OYaroBble CKOIJIEHUS TYYHbIX
KJETOK C MOJIOKHUTEeJbHOM peakldedl Ha TpUNTasy U
abeppaHTHbIM ¢eHoTUNOM C 3Kcmpeccueir CD2, CD25.
[Ipy cTaHJApTHOM KapUOTHUIIMPOBAaHHWM MOJOMOK He
BbIsiBJIeHO. [IpM Mccief0BaHUM KOCTHOTO MO3Ta OINpefe-
jseHa myTtauusa D816V B rene KIT. C yyetoM C-nnpu3Haka
(mopakeHUe KOCTel) MOCTaBJIeH AUArHO3: arpeCcCUBHBIN
CUCTEMHBIN MacTouuTo3s ¢ mytanueir D816V B rene KIT.
KinvHU4Yeckr 3HauMMble CONMYTCTBYMOLMe 3a60JieBaHUsA
OTCYTCTBOBAJIHU.

C auBapsa 2014 r. B TeueHue 7 MecC. IPOBOAUJIOCH Jie-
yeHue uHTepdpepoHoM-a B f03e 1o 3 MiH ME B/M 3 paza B
Hezlen10. dddeKTa He OTMeYEHO: NPUJIUBBI COXPAHSIIUCH,
HapacTaja 60Jib B KOCTAX, NOSIBUJIACh NOTPEOGHOCTh B
eXke/JHeBHOM IIpHeMe aHaJIbIeTHKOB.

[lepesr cMeHOHN JiedeHHs MNpPOBeJleHO MOBTOPHOE
ob6cieoBaHue. KoHleHTpanus TpUNTasbl B KPOBU —
147 Hr/mi. YUca0 TYYHBIX KJIETOK B YHKTATE KOCTHOTO
mo3sra — 3,6 %. PeHTreHoJsiorudecku MNOATBEPXKIEH
pacnpocTpaHeHHbIM ocTeo/MTUYecKUM mponecc. Op-
raHoMmeranus 6e3 AuHaMukd. C Hos6ps 2014 r. HayaTa
Tepanus KJaJpubuHoM no 5 mr/m? B/B KamejbHO B
1-5-#1 neHb Kaxzable 28 nHell. OfHOBpEMEHHO Ha3HaYeHa
30JIEHJpOHOBAsI KUCJO0Ta 1o 4 Mr B/B KamneJsbHO 1 pa3 B
Mecs1, CPOKOM Ha 2 roja.

Bcero mpoBesieHO 6 IUKJIOB KJaJpuOUHA. YKe B
TedyeHUe 2 HeJ,. nocje 1-ro LUKJIa OTMeyaaach MOJIOXH-
TeJbHas AMHAMHKa: ype)keHue NPUIUBOB, N06JeiHEHHE
KOXKHOM CBhINIM U CHU>KeHHUe NMOTPeOGHOCTU B exKeJHEBHOM
npueMe o6e360MBaOIMX cpefcTB. [lepeHocMMOCTb
JledeHUs1 Oblla YAOBJIETBOpPUTeNbHOH. [lo 3aBeplieHUM
6 UKJIOB KJaJ[pubrHa U Jjajiee B TeyeHHue 9 JieT HabJI10-
JleHUs1 CaMO4yBCTBHE 0CTaBa/I0Ch CTAOU/IbHBIM, TALIUEHT
BeJleT NPUBBIYHBIN 06pa3 XU3HHU, K reMaToJIoTy He o6pa-
I1aeTcsl.

OBCYXAEHUE

Hacrosimmas pa6oTa mocBsilljeHa KJIMHHUYECKUM INpOsiBJIe-
HUSIM U JIEYEHHI0 arpeCCUBHOr0 CUCTEMHOT'0 MaCTOLUTO3a
Y TYYHOKJIETOYHOTO JIeHK03a. ¥ BCeX MpeAcTaBJEHHbIX
GOJIBHBIX Tepanus N03BOJIMJIA JOCTUYb LUTOPEAYKTHUB-
HOro 3¢deKTa. ITO JOKA3bIBAET, YTO 6GJaroZapsi CoBpe-
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MEHHBIM JieyeOHbIM BO3MOXXHOCTSIM Yy OOJIbIIMHCTBA
NaLMeHTOB MOXHO J0OGUTbCA MHOI'OJIETHUX PEMHUCCUH C
COXpaHeHHEeM Y/0BJeTBOPUTEBLHOIO KaueCTBa )KU3HMU.

Y 5 U3 6 nanMeHTOB MacTOLUTO3 Je6GITHpOBaa C
TUNWYHBIX KOXHBIX BbICbIMaHUWN. Kak mnposeMoHCTpH-
pOBaHO B Uccaef0BaHuM |.B. Lawrence U coaBT.,, NOYTH Y
15 % nanueHTOB CUCTEMHbBIN MAaCcTOLMTO3 IPOTEKAET 6e3
3JIeMEHTOB KOXXHOU cbINU. [Ipu 3TOM ofHOPAKTOpPHBIN
aHa/u3 N0Ka3aj MeHee GJIaroNpUsATHOE TeyeHHe MaCTo-
LIUTO3a B OTCYTCTBHE KOXXHbBIX MPOsiBJIeHUH [3].

Y nanueHTa 2 KO BpeMeHH JIeTaJIbHOTO0 UCX0Ja GbLIO
TPU TsKeJblX 3a00JIeBaHUSA: arpecCUBHBIA CUCTEMHbIN
MacTOLMTO3 C OTBETOM Ha Tepanuio, MyKOPMUKO3, AU-
arHOCTMPOBAHHBIA IIOCMEPTHO, U NPOTpecCUpyoUIUun
TrUNep303MHOQUIbHBIA CUHAPOM. B KJMHMYeCKHX Ha-
6JII0/leHUsAX U3 JIUTepaTyphl I0Ka3aHO, YTO MYKOPMHUKO3
MOXKET COMPOBOXKAAThCA 303uHodunmeit [33-35]. OgHako
HeJsb35l ObLIO UCKJIOYUTb, YTO TUIIEeP303MHOQUIbHBIN
CUHJPOM BBICTYNUJ y NallMeHTa KaK CaMOCTOsITe/bHOe
3abo0JsieBaHUe, T. K. aHEMHs], TPOMOOLUTONEHHUS, MOJU-
CEPO3UT MOTYT OTHOCUTbCS K MapKepaM KJIOHAJbHOMH
6o0s1e3HU ¢ 303uHOUIMel [36]. TakuMm obpasom, Jaxke
nocjie BbISIBJ€HHWS MYKOPMHKO3a MpejCTaBJieHHEe O
HaJIMYMHU Y NaljMeHTa JBYyX reMaToJIOrM4ecKUX OMyxoJien
(kJI0HA/IBHOM rUNEP303UHOPUINHN U MACTOLUTO3a) OCTa-
JIOCb NIPEXHUM.

[IpyyMHON JieTaJIbBHOIO HCXOJa Yy NaLMeHTa 2 ¢
arpecCUBHBIM CUCTEMHBIM MaCTOLMTO30M MOCIYXXUJIU
runep3o3MHOQUIbHBINA CHHAPOM U MyKOpMHKoO3. Kak 1o-
Ka3aHO B MCCJeJJOBaHUM 6GOJIBLION TPyNNbl NalMeHTOB
(n = 1639) c pasauyHbIMU GopMaMH MaACTOLMTO33,
10-neTHAs oOLiAsi BBDKUBAEMOCTb JaXke B TIpynmne c
TYYHOKJIETOYHBIM JIeHK030M cocTaBuja 29,9 %. B To
)Ke BpeMs IpU BceXx (opMax MacTOLMTO3a, acCOLMUHU-
POBaHHOTO C Jpyroll reMaTOJIOTUYECKOM OIYXO0JbIO,
3TOT MOKas3aTeJsb CyllecTBeHHO MeHblie — 11,2 % [37].
[IporHo3 A1 )KM3HU y 3TON KaTeropyuu nanueHToB U3-3a
CoyeTaHHUsl JBYyX ONYyXoJieBblXx 3ab60/ieBaHWN HavMeHee
6/1aronpUSTHBIM.

KoHlLeHTpauus TpunTasbl B KpOBU HAXOJUTCS B
NpsIMOM 3aBUCHMOCTM OT OIyXoJieBOM Harpy3ku. Tak,
Hanpumep, B pabote W.R. Sperr u coaBT. [7] npoaHa/iusu-
poBaHa KOHIleHTpaLus ¢epMeHTa B KPOBU Y 58 60JIbHBIX
C pasJIMYHbIMU TUIIAaMU MacToLuTo3a. [Ipu koxxHON PpopMme
MeJMaHa KOHLeHTPaLlUM TPUIITasbl cocTaBuaa 10 Hr/mi,
OpU CUCTEMHBbIX — 67 Hr/MJ. Haubosbliue nokasatesnu
depMeHTa omnpezensyMcb NPU CHCTEMHOM TJelOleM
MaCTOLMTO3e M TYYHOKJIETOYHOM Jielikoze — 940 wu
970 HrM/MJ cOOTBeTCTBEHHO. [lpu KOppessiuoHHOM
aHaJM3e OOHapy)KeHa BbICOKasd IpsMasg 3aBUCUMOCTb
(r=0,8) KOHLIEHTPaLMU TPUIITA3bI OT KOJUYECTBA TYYHBIX
KJ1eToK. [Ipy 3TOM CBSI3U MeXAy CTeleHblo MOBBIILIEHUS U
CTeNeHbI0 BbIPAR)KEHHOCTH CUMITOMOB He BbIfBJIEHO [7].
AHasorvyHble pe3y/bTaThl N0JyYeHbI U B APYTUX paboTax
[8-10]. OgHako BompocC, HACKOJIBKO KOHIIEHTPAIUI0 TPUI-
Tasbl B KPOBU MOXKHO UCIIOJIb30BaTh B KaueCcTBe MapKepa
IIPOrpeccMpoBaHUs MACTOLIUTO3a, OCTAETCH OTKPBITHIM.
Y mauueHTKHU 5 KOHLeHTpauus ¢pepMeHTa He KOppeJupo-
BaJla C KJIMHW4YeCcKUM oTBeToM. Ha poHe npopomkaroLieiics
Tepanuy MMaTHHUOOM B TedeHue 4 JileT KOHLleHTpalus
TpUNTa3bl B KPoBU KoJiebasack oT 13,9 go 20,9 Hr/ma c
JaJbHENIINM CHMXKeHHeM INpPU CTabUJIbHOM YJOBJIETBO-
pUTENbHOM CaMOYyBCTBHHU. BO3M0OXHO, 3TO ObLIO CBSI3aHO
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K/TMHNYECKAA OHKOTEMATO/ON 4

Ta6nuua 5. Pe3ynbTaThl NedYeHns 60MbHbIX C arPeCCUBHBIM CUCTEMHBIM MacToOLMTO30M

MepauaHa (amanasoH) MepuaHa (amanasoH)

McTounmk Yncno naumentoB  Yucno ynydwenui, n (%) BCB, mec. HabnoaeHns, mec.

Pe3synbratbl ne4eHuUs KnagpMGUHOM

H.C. Kluin-Nelemans et al. [42] 3 3(100) — —

A. Tefferi et al. [43] 7(88) 10 (4-75) 61(3,2-102)

S. Barete et al. [18] 32 15 (50) 29 (6-106,8) 70 (0,3-108)*

G. Helbig et al. [44] 9 7 (66) 17,5 (0,2-134) 33,5 (11-134)
Pe3ynbTathbl Ie4eHUs1 MUAOCTAYPUHOM

A. Singh et al. [45] 17 9(53) 21(2,90-123) 14,6 (2,2-123)*

D.J. DeAngelo et al. [46] 3 3(100) HO HAO

J. Gotlib et al. [21] 16 12 (75) He pocturHyTa 26 (12-54)

A. Szudy-Szczyrek et al. [47] 13 10 (77) He pocturHyTa 19 (1-71)

BCB — 6eccobbiTuiiHas BbXXMBAEMOCTb; HIl — HET AaHHbIX.

* MpoaHanu3npoBaHbl Pe3y/bTaTbl IeYEeHNUs NaLMEHTOB C PasHbiMU (hopMaMu MacToLMTO3a, MefinaHa HabMoeHUs faHa 6e3 yyeTa BapuaHTa G6onesHu.

C TIOCTOSIHHOM WJIM 3MM30JMYECKON peakluel JerpaHy-
JISILIUM, KOTOpasi MOXKeT NMPOTeKaTb KaK C BbIPa)KEHHbIMH,
TaK MU MUHHMMaJbHbIMU CUMITOMaMM. B ucciefoBaHUU
S. De Schryver u coaBT. (n = 68) mokasaHo, 4YT0 cpa3y nocje
aHapUIaKTOMJHON peaKLMU KOHIEHTpalLUs TPUITA3bl B
KPOBHU KpaTHO CHWaJs1achk [38]. B cBs3M € 3TUM, BeposiTHee
BCEro, yMepeHHass W3MeHYUBOCTb YPOBHS TPHUITAa3bl
B KpPOBU OTpa)KaeT MOCTOSIHHYI MOAOCTPYI BOJIHO-
06pa3sHyI0 MeIMaTOPHYIO PeaKIUIo.

[lokazaHMeM K Havajly HPOTHBOOIYXOJEBOU Te-
panuy MacTOLMTO30B CAYKUT NosiBjeHHe C-TIPU3HAKOB,
CBU/IETEe/NbCTBYIOLIMX 06 arpecCMBHOM TedyeHHU 6o-
JIe3HU. B Takoll cUTyallUM Bce 3KCIEPTHbIE COOOILECTBa
pEKOMEeH/IyIOT HauMHaTb LUTOPeAYyKTUBHOE JieyeHue.
Bo306HOB/IEHHE TepaluU MIPU NPOrpecCUpoOBaHUY MeHee
perjiaMeHTHPOBaHO. B cBA3M ¢ 3TUM Iieslecoo6pa3sHOCTb
BO30OHOBJIEHHS] NMPOTHBOONYX0JIEBOW Tepanuu y Nalu-
eHTKHU 1 6e3 KJIMHUYeCKOoro yxy/lleHUs U 6e3 HapacTaHUs
BblpakeHHOCTH C-IIPU3HAKOB C y4€TOM MUHUMAaJIbHOTO, Ha
rpaHu ectecTBeHHOM Bapuanuu (102—110 Hr/mu), yBeu-
YeHHsI KOHLEHTPAlUM TPUNTa3bl B KPOBU HEOUYeBH/IHA.

[Ipo6sieMa ocTeonopo3a Ype3BbIYalHO aKTyasbHa
y 60/sbHBIX MacToLUTO30M. CylleCTBEHHOe CHM)XeHHUe
MUHepaJbHOW MJIOTHOCTH KOCTHOM TKaHU MOXET HUMeTb
MecTo y 40,4 % nauneHToB [39]. [Ipy 3TOM, KaK NOKa3aHO B
pa6orte P. Riffel 1 coaBT, ocTeonopos yaiie 06HapyKHUBaJICSA
y GOJIbHBIX C MHJ0JIEHTHbIM Te4eHHWeM MacTOLMTO3a o
CpaBHEHUIO C arpeccuBHbIM — 38 vs 6 % [40]. B Hamux
HabJ/II0/leHUsAX Y 2 NMalMeHTOoB 10 pe3y/abTaTaM JeHCUTO-
MeTpHHU NOATBEPKAAICS 0CTEONOPO3, YTO, HauboJiee Bepo-
AITHO, 06YCJIOBJIEHO AJUTENbHBIM TeUeHHEM MacTOLMTO3a
Ha 3Tare Jio TpaHcpopMal My B arpecCHBHBIM.

BucdochoHaTel ¢ ycnexoM NpUMeHSAOTCS IPU OCTEO-
nopo3e, B T. 4. ¥ [IPH aCCOLMMPOBAHHOM C MaCTOLUTO30M,
YTO IMOJHOCTbIO TNOATBEpPAUJOCh B NpeJCTaBJIeHHbIX
HaMM HabuofeHusax. M. Rossini U coaBT. Hab6uroganu
25 manueHTOB C UHAOJEHTHBIM MacTOLUTO30M U BbIpa-
>KeHHbIM CHW)KeHHWeM MHHepaJbHOM IJIOTHOCTH KOCTeM.
Y Bcex MaLMeHTOB yepe3 Toj, Mocje pa3oBod MHPY3UU
5 Mr 30/1eHpOHOBOM KHCJIOTbl KOHCTAaTHPOBAaHO YyBe-
JINYeHUe IJIOTHOCTHM KOCTHOH TKaHU B INO3BOHOYHHUKE
U Lieikax GelpeHHOM KOCTH B cpefHeM Ha 6,0 1 2,4 %
COOTBETCTBEHHO [41].

B coBpeMeHHBbIX peKOMeHJALUSAX IpU BbIbOpe
Haya/JIbHOTO JiedeHUs GOJIbHbIX ¢ MyTanued D816V B
reHe KIT oThaeTcsa npeAnoyYyTeHUe HOBBIM TapreTHbIM

npenapataM MHJOCTAypUHY M aBalpuTUHUOY. B mpen-
CTaBJeHHOW HaMMU paboTe MalUeHTbl B KauyecTBe
HavyaJIbHOM Tepanuu MoJydyalu MeHee U3OUpaTesbHble
npenapatbl — UHTepdepoH-a UIU KaAaApuouH. Tepanus
KJaZpuOHMHOM TM03BOJIMJA IPU Y[OBJETBOPUTEJbHON
NepeHOCUMOCTH Y/IY4IIUTb KauecTBO >KU3HM NaljMeHTOB
3a CYeT JOCTH)KeHHUsI MHOTOJIETHHUX OTBETOB 6e3 noTpe6-
HOCTHM B eXeJHEBHOM IpUeMe MHUJIOCTaypHHa U CBf-
3aHHBIX C HUM PUCKOB. [IpU 3TOM, Kak BUAHO U3 JaHHbBIX
TabJs1. 5, 3¢ PeKTUBHOCTh MUJIOCTAypHUHA U KJIaAPUOHHA,
10 JAHHBIM He6OJIbIIMX MCCIel0BaHUM, CXO/|Has.

OAuH M3 OorpaHUMYMBAaIOLIUX NPUMeHeHHe MU/J0CTa-
ypuHa $akTOpoB — IepPeHOCUMOCTb IpenapaTa. Tak,
6oJiee TOJIOBUHBI MMALMEHTOB, MOJY4YaBLIMX MUJ0OCTa-
YPHH, HY»KAA/JUCh B CHUXKEHUH [J103bl, @ Ka/AbIM NATBIN
BBIHY/IEHHO NIPeKpaTuJ NpueM npemnapata [23]. B yact-
HOCTH, okosio 50 % HexeslaTeNbHbIX AABJEHUN — Toll-
HOTa, pBOTa U Juapes, a 6osiee 30 % cocTaBUIU OTEKH,
MUaITUsS U 60sib B KUBOTe [23]. KoxKHasi TOKCUYHOCTH
OTHOCUTCS K peJIKUM OCJI0KHEHMSM NpenapaTa: YacToTa
KOXHbIX peakuuil III-IV cTeneHu cocraBisieT He GoJiee
3 % [48]. ¥ mauueHTKH 1 pa3BUJICA TsHKeNbIM J1aJj0H-
HO-TIOZIOLIBEHHBIH CUHJPOM M OTMeuaJjacb yMepeHHas
raCTpOMHTECTHHA/NbHAasA TOKCUYHOCTb, YTO CTaJo IIO-
BO/IOM /J151 BpeMeHHOM 0TMeHbl MuocTaypuHa. C yyeToM
3QPeKTUBHOCTH ApPYyrux JeKapCTBEHHBbIX IpenapaToB
(neHanugoMuz, 3J0Ty3ymMab) ompaBJaHHOCTb BO306-
HOBJIEHUs] Tepallui MUJO0CTaypUHOM Yy 3TOH NalMeHTKHU
TaKXe HY>K/J]JaeTCs B U3YYEHUHU.

Pe3yabTaToB MCC/lef0BaHUM, B KOTOPBIX Obl OfHO-
BpeMeHHO cCpaBHHUBajach 3QPEeKTUBHOCTb HECKOJbKHUX
npenaparosB, I0OKa He ony6JnKoBaHo. B 2022 r. BeIILIU
paboThl, B KOTOPbIX aBTOPbl CPaBHUBAJU pe3yJabTaThbl
NPOCNEKTUBHBIX HCCJeJ0BaHUM MHUJOCTaypHHa M aBa-
nputuHuba (Mccnenosanuss EXPLORER u PATHFINDER)
C peTpOCHeKTUBHbIMM JaHHBIMHU II0 JIEYeHHUI0 KJla-
JApubuHoM u uHTepdepoHOM-a [49-52]. PesynbTaThl
NOLOOHBIX CPAaBHEHUH CJI0)KHO UHTEPNPETUPOBATh, T. K.
peTpocneKTHBHbIE laHHbIEe N0JIyYeHbl B IepU0J, HU3KOH
HaCTOPOXKEHHOCTH, XYAIINX PecypCcHbIX BO3MOXHOCTeH
Y OTrpaHUYEHHOTo OmbITa. B cBfA3M ¢ 3aTuM omy6JHKo-
BaHHbI€ laHHbI€e BIIOJIHE NpeJCcKa3yeMbl U BPAJ JIU MOTYT
WCIOJIb30BaThCs AJisA CpaBHeHUS 3PQPeKTUBHOCTU pas-
JINYHBIX JleyeOHbIX TOAX0/0B. JJOCTUTHYThIe Pe3Y/IbTAThI
y HpejCcTaBJeHHbIX HaMU 0O0JIbHbIX 6e3 NOTPeGHOCTU B
MPOTHUBOOMNYX0/IEBON Tepaluy U C MOJHbIM BOCCTAHOBJIE-
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HUeM KadecTBa )KM3HU Ha MHOTHe I'oJibl ellle pa3 CBUJe-
TeJbCTBYIOT O TOM, YTO OO'beKTUBHBIN OTBET O NMpPeUMy-
1lecTBax TOT0 UJIM MHOTO MeTOo/a JieueHHsl arpeCCUBHbBIX
$bopM MacToLHUTO3a CMOXKET JaTh TOJBKO IPOCIEKTUBHOE
CpaBHUTEeJIbHOE HCC/Ie/loBaHWe, NPOBeJEeHHOE B OJUH
BpeMeHHOM Nepuo/. B cBA3M ¢ 3TUM TPyAHO COTJIaCUThCSA
C peKOMeH/JalUsIMU MCIOJb30BaHUS HOBBIX TapreTHbIX
npenapaToB B Ka4ecTBe IePBUYHOTO JIeYeHUSI.

ddodexktuBHocTr amnoTITCK mnpu  arpeccuBHBIX
dopMax MacToLMTO3a He NOJTBepXkJajach B KPYMHbIX
uccnenoBaHusax. OgHako HabJlofeHHe 33 OT[e/bHbIMU
naleHTaMu I03BOJIsIeT OXKUAATh AJUTeNbHOT0 3dpdeKTa
KaK pe3syJbTaTa peajM3alliy peaklUU «TPaHCIJIAHTaT
OpoTUB MacTouuTo3a» [53]. ONTUMaJbHBIM NpeJCTaB-
JIsleTcsl J0CTUKeHHe MaKCHMaJbHOTO LIUTOPeAyKTHUB-
Horo s¢dekTa mnepes TpaHCIJIAHTALMeH, YTO U ObLIO
JIOCTUTHYTO y MaLllMEHTKU 1 ¢ moMoliblo 3/10Ty3yMaba U
JeHanuaomuga. Mcrnoab3zoBanue anoTI'CK B kauecTBe
KOHCOJIMJMPYIOLLero JieueHUsl IpY arpecCUBHbBIX GpopMax
MacTOLMTO3a 3aKpelJieHO U B MeXAYHapOoAHOM KOHCEH-
CYCHOM 3KCIIEPTHOM JIoKyMeHTe [54].

3AK/TIOMEHUE

ArpeccuBHble GOPMBI CHUCTEMHOTO MacTOLIMTO3a OTHO-
CATCA K TSDKEJIbIM, YTPOXKAIOLMM KU3HU 3a60/1€eBaHUAM,.
CoBpeMeHHass MPOTHUBOOINYX0JeBasi Tepanus MO3BOJISIET
JIOOUTbCSI  CTOMKOTO LMTOpeAyKTUBHOro 3ddexrTa.
Tepanus KJaApuOUHOM U UMATUHUOOM Yy 4 U3 6 Mpen-
CTaBJIEHHBIX 60JIbHBIX IPUBEJIa K MHOI'0JIETHEMY OTBETY
C COXpaHeHHeM YA0BJIETBOPUTENbHOTO KayeCTBa KU3HHU.
B nepcnexTuBe He06X0AMMO NpOBeJleHUEe KJIMHUYECKHUX
vcclelOBaHUM, NOCBSILIEHHBIX CpaBHeHHIO 3GdeKTuB-
HOCTH Pas/IMYHBIX KJAcCOB NPOTUBOONYXOJIEBBIX IIpe-
NapaToB U ONpesie/IeHUI0 ONTUMAJbHON KOMOMHALUU U
N0CJIel0BaTEbHOCTH UX IPUMeEHEHHUS.

KOH®JIUKTbl UHTEPECOB

ABTOpBI 3asBJIAIOT 06 OTCYTCTBUH KOH(QJIUKTOB HHTeE-
pecoB.

MCTOYHUKN ®UHAHCUPOBAHUA

HCCJIe,Z[OBaHI/Ie He UMeJio CHOHCOpCKOﬁ MOAAEPIKKHU.

BK/1IA ABTOPOB

Konunenuus u ausaiH: B.I. [Toranenko.

Co6op 1 06paboOTKa JaHHBIX: BCE aBTOPHI.
IlpeaocraBiienye MmatepuasaoB ucciaesopanus: B.I. [lo-
taneHko, 3.K. A6aynxanukoBa, B.B. Baiikos, M.B. Bapa-
6aHLMKOBa, A.B. BoTuHa, C.JI. Bopo6res, H.B. Jlopodeesa,
10.B. 3a6yToBa, H.A. KoToBa, B.B. Ko3bipo, 10.A. Kpuso-
jganos, E.B. Jlucykosa, 10.C. Ocunos, 10.1. [logmankoBa,
B.M. KpaBnoBa, H.C. Jlazopko, E.B. Mopo3sosa, 10.B. Mupo-
106083, 0.B. He6enuukas, U.A Camopoznosa, A.B. Cepkos,
K.B. CkoprokoBa, E.H. Touenas, O.B. llIBapu, A.I. IMauaruy,
H.B. MenBeneBa.
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AHanu3 ¥ MHTepnpeTanus AAHHbIX: BCe aBTOPBI.
IloaroToBKa pyKONMCH: BCe aBTOPHI.
OKoHYaTeJ/IbHOE 0A06peHUe PYKOIUCH: BCE aBTOPHL.
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