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Anaphylactic Reaction

IgE bind to the surface
of mast cell or basophil

ﬁf@ —
s

Antigen/
Allergen

Antigen triggers production of IgE antidodies

— i '
Subsequent exposure
to the same antigen
Antigen bridges the gap
between two antibody molecules, = \ "
degranulation of the cell and release Histamine increases the permeability

of histamine and other mediators and distension of blood capillaries



Figure 22-29 The Mechanism of Anaphylaxis (Part 1 of 2)
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Figure 22-29 The Mechanism of Anaphylaxis (Part 2 of 2)

Subsequent
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cause pain and inflammation
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Capillary dilation, increased capillary
permeability, airway constriction,
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MacTonuTo3 (Ty4YHOKJIETOUHBbIH JIEHK03) - CUCTEMHOE 3a00j1eBaHnEe, MOP(HOIOTHISCKUM CyOCTPaTOM KOTOPOTO
SIBJISICTCSI MACCUBHAS MH(UIIBTPAIUS KOXKH, PA3JIUYHBIX OPraHOB M TKaHEW TyYHBIMHU KJIE€TKaMH (MacTOLIMTaMH,
JabpolyuTaMu, TKaHEBBIMU 0azoduiiamMu).

3aboseBaHue PeaKOe, €ro YacToTa He 3aBUCUT OT 1oia. OOBIYHO pa3BUBACTCS B TEUCHHUE TIEPBBIX JIBYX JIET )KU3HU
pedenka (75% ciydaeB) U B IOJIOBUHE CIIy4aeB CaMOIIPOM3BOJILHO pa3peliacTcs K MyoepTaTHOMY IIEPHOY.
CHCTEMHBIM MACTOIIUTO30M YaIie 00JICI0T B3POCIIbIC.




Tyunsie knerku ObuTn BriepBbie onucanbl P. Ehrlich B 1878 . u Ha3BaHbl Tak U3-3a
0Cco00M OKPACKU KPYIHBIX I'paHyil. BHEIIHUI BUJT 3TUX TpaHy/l IPUBET K
OIIMOOYHOMY MHEHHUIO YUYEHOTO O TOM, YTO OHH CYIII€CTBYIOT, YTOObI KOPMUTH
OKpy>karollre TKaH! (0TCrofa Ha3BaHue KieTok «Mastzellen», ot Hemerkoro Mast,
WJIN «OTKOPMY JKMBOTHBIX). B HacTosiiee BpeMsi TyuHbIE KJIETKH PacCMaTpPUBAIOTCS
KaK OY€Hb MOIIHBIE KIETKH UMMYHHOU CUCTEMBI, Y4aCTBYIOIIUE BO BCEX
BOCMAJIMTENBHBIX Mpolieccax u, ocooenHo, IgE-onocpenoBaHHbIX MEXaHU3MAX.




ITHOJIOTHUS U MATOreHe3

Ha maHHBIA MOMEHT 3THOJIOTHUSA M IMATOINCHE3 J10 KOHIA HE M3y4YEHbI. CUATACTCS, 4TO y I€TEW MAaCTOIMTO3 — 3TO
BPEMEHHOE MPOSBICHUE TUIIEPPEAKTUBHOCTH TYUYHBIX KJIETOK, ICOIOTHUPYIOIEE B paHHEM BO3pacTe, IIPOTEKaroIee B
BHUE KOXKHBIX ()OPM M CIIOHTAHHO PErpecCUpyrollee Ipu JOCTHXECHUN PeOCHKOM ITyOepTaTHOr0 BO3pacTa.
MacToumuTo3 y B3pOCbIX — KJIOHAJIbHOE 3a00JI€BaHUE OITYXOJIECBOM IIPUPOJIbI, HO, KaK IIPABUIIO, CO CTAOMILHBIM
MHOT'OJIETHUM TE€YECHHUEM.
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* Omuonozus 3a00JICBAaHUS HEU3BECTHA. 1yYHBIEC KIIETKH PACIPOCTPAHEHBI MPAKTUYECKU BO BCEX
OpraHax M pacriojararoTcsi B HEMOCPEICTBEHHOU OJIM30CTH K TUM(ATUYECKUM B KPOBEHOCHBIM
COCyJIaM, SMUTEIUATBHBIM ITOBEPXHOCTSAM U MEPUPEPUIECKUM HEPBAM, UTO MO3BOJISIET UM
BBIMIOJIHATH 3AIUTHBIE U PETYIITOPHBIC (DYHKIIMH, a TAK)KE YYaCTBOBATh B PA3JIUYHBIX
BOCIAJIUTEIIbHBIX PEAKIUSX.

* [lamocene3 3a001€BaHNsI OCHOBAH HA BLICBOOOXKICHUH PA3IMYHBIX MEIHMATOPOB TYUHBIX
KJIETOK, BKJIFOYas TelapyH, THCTaMUH, JCMKOTPUEHBI M IIMTOKKUHBI BocHaieHHus1. OOIIupHasi
MHGUIBTPALMS OpraHa TyYHbIMHU KJI€TKaMH, IIPUBOAUT K HAPYIICHUSIM B ero pyHkuusax. Cpeau
IPUYHH, KOTOPBIE CIIOCOOHBI 3allyCTUTh BbIICICHUE MEINATOPOB, OTMEUAIOT TSAXKEIIbIC
(bU3NYECKUEe HArPy3KH, JEUCTBHE PA3INYHBIX TOKCUYECKUX BEIIECTB XUMUYECKOTO MIIU
OPraHUYECKOTO MPOUCXOXKACHHUS. TaKkke B 3THOJIOTHHN 3a00JIEBaHUS OTMEYAETCS MyTallisl T€HOB,
KOTOPBIE KOJUPYIOT PELENTOP TUPO3UHKHUHA3KI. CyIIeCTBYET TEOpHS O Mepeaayde 3a00IeBaHuUs
ayTOCOMHO-JOMHUHAHTHBIM ITYTEM, XOTs O0JIbIIIasl YaCTh HAIIMEHTOB HE UMEET CEMEHMHOTO
aHaMHeE3A.



Stem cell factor

KIT receptor
on mast cells

mutations lead to constantly

KIT gain of function
active KIT receptor

Clonal mast cell expansion

Skin limited: cutaneous mastocytosis

Chronic and episodic Systemic: systemic indolent or aggressive form

mediator release

Histamine
Prostaglandin D2
Etcetera

TRIGGERS

Main symptoms: anaphylactic shock, osteoporosis,
itching, flushing, fatique, digestive tract symptoms




KIT D816V

Rapamycin
NVP BEZ235 .
Midostaurin . Everolimus
Dasatinib

—— \/ PDK1

osuting — —)

Dasatinib PB K AKT
Masitinib

Cladribine

Bortezomib

Adenaosine
Deaminase

idostaurin l

CNPI
IMD-0354

NVP-BEZ235

Cyclin D3

v

Decreased apoptosis
Increased Transcription
Increased Cell Cycle

Increased Cell Proliferation
and Survival
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Mast cell activators Mast cell molecules

Receptor-binding agonists Preformed mediators
IgE + antigen or IgE alone Histamine
Ig light chain Proteases
Complement Serotonin

Neuropeptides .
Microbial products

Heparin
@ 4, TN GMCsF

Cytokines
Chemokines T and B cell ligands
PD-L1, OX40L, CD30L,
Physical activators CD40L, CCL19, 4-18B
Temperature =
Pressure o Newly synthesized mediators
A Lipid derived: prostaglandins
- Leukotrienes
Cell~cell contact ) ‘@&Q PAF
0X40/0X40L hl Cytokines
CD40/CD4a0L , Growth factors
TCR/MHCII Chemokines
Free radicals

Others: substance P

TRENDS in Neurosciences
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Production and release of lipid mediators, e.g.
Prostaglandins, leukotrienes, platelet-activating
factor

‘.. Histamine

e Heparin

;0 Proteases

® ‘3 Chondroitin sulfates

Qe @ TNF
% o¢ Antimicrobial peptides
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Production and release of cytokines,
chemokines, and angiogenic and growth factors

Recruitment and activation of
monocytes and macrophages

Migration and activation of

~ dendritic cells

Recruitment and activation of T cells

Recruitment and activation of
neutrophils, basophils and eosinophils

Phagocytosis and/or antimicrobial
activity

Effects on epithelial cells, tight
junction proteins, etc.

Degradation of endogenous
toxic mediators

Degradation of snake venom
components

TRENDS in Immunclogy
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Kiaaccupurkanus
Vcxons 3 KIMHUYSCKUX 0COOCHHOCTEM, pa3IMYaloT YeThIipe (POpMbI 3a00ICBaAHMUS:

* Ko:KHBIM MAaCTOIHUTO3 MJIAJEHYECKOI'0 BO3PAaCTa Yallle BCEr0 Pa3BUBACTCA Y JIETEN B IEPBHIC
1Ba roja >xu3Hu. OTIIMYUTEIBHON YEPTOM 3TOTO BUJIa MPOSIBICHUS O0JIE€3HU, SIBISICTCA
MOJHEHIIIEE OTCYTCTBUE KaKUX-THOO0 MTOPaKEHUH BO BHYTPEHHUX OpraHax. Bce koxHbIe
POSIBJICHUS, KaK ITPABUJIO, IMTOJTHOCTHIO MCYE3AIOT B TyOEPTATHOM IIEPHUOJIE U OOJIbIIIE HUKOTIA HE
nposBIstoTcs. [[eTckast popma, mpoTeKaroas ¢ SipKo BHIPAXKECHHOW CUMIITOMATUKOW, TPeOyeT
CBOEBPEMEHHOI'0 U IIPABUIBHOIO JICYCHUS.

* KokHBIA MACTOIUTO3 MOAPOCTKOB U B3POCJBIX XapaKTEPHU3YETCsI OOMIBHON HHPUIIBTpALIUEN
TYYHBIMH KJIIETKAMH HE TOJIBKO KOKHBIX IIOKPOBOB, HO TAKXXE M PA3HBIX BHYTPEHHUX OPraHOB.
JTHAKO, B OTJIMYHE OT 00JIEE CIOXKHOM, CHCTEMHOH (POPMBI 00JIE€3HH, BO3HUKAIOIIME MPU JAHHON
(hopMme 3a00I€BaHN, I3MEHECHUS BO BHYTPEHHHUX OpraHax HE MPOTPECCUPYIOT. JIUIb B
HEKOTOPBIX CIyYasix, KoxHas (popMa MOKET IIEPEUTH B CUCTEMHYIO.

* CHCTEeMHBIN MAaCTOIUTO3 B OCHOBHOM PA3BUBAECTCA Y B3POCIBIX U IIPEACTABISECT
MPOTrPECCUPYIOIIEE MOPAKECHUE PA3IMYHBIX BHYTPEHHUX OPraHOB B COYETAHUN C N3MECHEHUSIMHU
KOXKH. ITa (popMma 3a00sieBaHUs BCTpedaeTcs JIuib B 10% ciydyaeB U pa3BUBACTCS, KaK IIPABUIIO,
BCJIEJT 32 KOXKHBIMHU ITPOSIBIICHUSIMU.

* TYYHOKJIETOYHASA JIEMKEMHUS - 3JJ0KaY€CTBEHHAsA (hpopMa MACTOLIMTO3a, KOTOpasi 00yCIIOBICHA
NEPEPOXKACHUEM TYUHBIX KJIETOK. MHOUIBTpAThl M3 N3MEHEHHBIX TYYHBIX KJIETOK IIIUPOKO
NOpaXaroT BHYTPEHHKE OpTraHbl M TKAHU, YTO MPUBOJMT K JeTaabHOMY ucxony. [Ipu atoit popme
00JIE3HU KOKHBIE€ MPOSBICHUS OOBIYHO MOJHOCTHIO OTCYTCTBYIOT.



CHART 5: Classification of mastocytosis

Classification of mastocytosis

Cutaneous mastocytosis

1) Urticaria pigmentosa

2) Diffuse cutaneous mastocytosis

3) Mastocytoma

4) TMEP

Systemic mastocytosis (not associated with hemato-
logical disorders or mast cell leukemia)

1) Indolent systemic mastocytosis

2) Latent systemic mastocytosis

Systemic mastocytosis (associated with other hema-
tological disorders)

1) Myeloproliferative syndrome

2) Myelodysplastic syndrome

3) Acute myeloid leukemia

4) Non-Hodgkin lymphoma

Aggressive systemic mastocytosis

1) Mast cell leukemia

2) Mast cell sarcoma

3) Extracutaneous mastocytoma

Source: Prendiville JS et al.™




Macmoyumos denumcs na 0e 2pynnbi.
* JIokamM30BaHHBIM MACTOIIMTO3 (JIOKAJIM30BAHHBIN B OJTHON TKaHM)

e CuCTeMHBIM MacCTOIIUTO3 (BOBJICYCHUE OJHOM MIIN HECKOJIbKHUX TKAHEH )

Bcemupnas opeanuzayus 30pasooxpanenus (BO3) knaccuguyupyem macmoyumo3s Kax.

* KOKHBIN MAaCTOIIUTO3

* CHUCTEMHBIN MAaCTOILIUTO3
* TYYHOKJIETOYHBIMN JIEUKO3
* CapkoMa TyYHBIX KJIETOK

 BHekoxHasg MacToImroMa



Ilo cmenenu msascecmu BHe 3aBUCHMOCTH OT BHJa1a, MactToumuros3 ObIBaerT:

] cTeneHn — j1erkoe TeYeHUE C PCAKUMH OCJIOZKHCHHUAMU,

2 CTENICHU — YMEPEHHOE TEYCHUE, YCIOKHCHHUS yYalllatoTCd BHE 3aBUCUMOCTH OT MEP
IPO(PUITAKTUKHY;

3 cTENeHb — TSKEJI0€ TEUCHUE, YCIOKHEHUS OYEHb YacThl U MPAKTUYECKN HE TTOIAI0TCS
IPEA0TBPAICHHUIO;

4 cTEeTeHb — KpaﬁHe TAKCIIOC TCUHCHUC, Tpe6yeTc;1 HCMCAJICHHAA I'OCIIUTAJIN3allUsl.



Ko:KHBIH MaCTONTO3

Knunuueckue gpopmol kodxcHo2o macmoyumosa y oemell.
 [IurmenTtHas kpanuBHuA(60-80% ciyyaeB)

» Conutapnas mactoruromMa(10-35%)

* JTuddy3Hblil KOXKXHBIA MacTOIIUTO3(5%)

Knuandeckue GopMbl KOKHOTO MAaCTOIIMTO3a Y B3POCIBIX:

* | eHEepaTM30BaHHBIN KOKHBIM MAaCTOIATO3

* DpurpojepMuyeckas (popma MacCTOIIMTO3a

* Teneanruskrasus MakyJsipHasi 3pyITUBHAS IEPCUCTUPYIOLLIAS

CucreMHBIM MACTOIIMTO3

Kaunuueckue goopmvt cucmemnoco macmoyumo3sa y 3pocivlx:

* Bsutorekyiuii (MHIOJIEHTHBIN) CUCTEMHBIN MacCTOIIUTO3

* CHUCTEMHBII MaCTOIIUTO3, aCCOIMUPOBAHHBIN ¢ FTE€MATOJOTMUYE€CKUM 3a001eBaHUEM (HE TYUYHBIX KJIETOK):
* ATpECCHBHBIN CHCTEMHBIM MACTOLIUTO3

Hpyrue gpopmel mponudepannu TyUYHbIX KIETOK:

-JIerikemMus Ty4YHBIX KJIETOK

-CapkoMa TYy4HBIX KJIETOK

-BHCKO’KHAsI MAaCTOLIUTOMA



Macmouumo3s xapaxmepusyemcs niambv0_0CHOBHLIMU MUNAMU NODANCEHU KOICU.

1. Makyno-nanynesnvie nposenenus. IIpyu 5ToM BOZHUKAIOT MHOKECTBEHHBIE KPACHO-KOPUYHEBBIC MATHBIIIKH C
cunbHOM urMenTtanuen. [Ipu nmposeaeHnn ocoodou npoOsl TpeHueM (rmpooda Jlapbe-YHHBI) OHH TPHOOPETAIOT BUJ
KpaCHBIX OYTOPKOB.

2. Y310601 mun — nOSIBIEHUE BHYTPU KOKHA MHOKECTBEHHBIX IIAPOBUIHBIX Y3JI0B pa3Mepamu 10 1 cM, INIOTHOU
KOHCUCTEHIIMU KPACHOTO, PO30BOT0 WM KeNTOro npera. [loBepXHOCTh y3110B miajkas, mpobda Jlapbe- YHHBI
OTpHULATENbHAS. Y3JIbl MOTYT CIIMBAaThCS B OJISIIKU.

3. Conumapnulit mun — €IUHUYHBIC Y3JIbI PA3MEPOM OT 2 JI0 5 CM, INIAJKUE WIM CMOPIIEHHBIE B «aIl€IbCHHOBYO
KOPOUYKY», KOHCUCTECHIMU PE3UHBI. MOXKET BO3HUKATh 110 3-4 y3JI0B Ha ILIE€E, TYJIOBHUIIE, MPEAIIICYbsIX. TECT
Jlapbe- YHHBI MOJIOKUTEbHBIN, a TIPU TPABMUAPOBAHUM TTIOBEPXHOCTH y3JIa HA HEM MOT'YT BO3HUKATh My3bIPbKH
WJIM THOMHWYKY, MOKaJIbIBaHUE. [[pr 0OpaTHOM KX pa3BUTHUM KOKa HAJl HUMH 3aaJaeT U MOPIIUTCS.

4. Ipumpooepmuueckasn uiu ougysnan gpopma - 370 KpynHbie 3yAsAIIME O4aru KOPUUYHEBO-KEJITOTO [IBETA B
00J1aCTH MOAMBIIICK WIIN ATOAUYHBIX CKIaa0K. OHM HMEIOT HeNMPaBUIbLHYIO (POPMY C YETKUMH IPaHUIIAMH,

Ha OIIYIIb IUIOTHBIE. [IOBEPXHOCTH 3a CUET TPEHUS MOXKET U3BS3BISATHCS, BOSHUKAIOT PACUYE€Chl M TPEIIHUHBI. 10
MEpPE MPOTPECCUPOBAHUS OYATW PACIIOI3A0TCA, M KO’Ka CTAHOBUTCS IJIOTHOM, KOHCUCTEHIIMU TECTA, IIBET €€ OT
PO30BOT0 A0 TEMHO-KOPUYHEBOTO. TecT Jlapbe- YHHBI PE3KO MOJI0XKUTEIIECH, @ HE3HAYUTEIbHbIE TPABMbI O4aroB
TAl0T 00pa3oBaHME My3bIper U 3y1a. [locTeneHHo mpouecc perpeccupyer.

5. Teneazuosxkmaszuiitnasn ¢popma B OCHOBHOM BO3HHUKAET Y KEHIIUH W MPOSIBIISIETCA KPACHO-KOPUYHEBBIMU
MATHAMU, COCTOSIIIIMMU M3 CKOIUICHUS PACIIUPEHHBIX MOJKOAKHBIX COCYA0B. JTH MATHA PA3IUYHOU (DOPMBI U
pa3Mepa, pacriookKEHbl HA PE3KO NUTMEHTUPOBAHHOM KOKHOU OCHOBE. Ha MecTe nX TpEeHUS BO3HUKAOT
BOJIABIPH, IIOPAKAETCI B OCHOBHOM I'PYAb U KOHEUHOCTH, BO3MOXEH 3yl M paCOPOCTPAHEHUE MPOL[ECCa HA KOCTH.



KOXHBIN MAaCTOIIUTO3
Bce (hopMbl KO)KHOTO MacCTOLIMTO3a XapaKTEPU3YIOTCS MOJI0KUATEIbHON MPo0oi /[apbe- YHHBI.

[IprOan3UTENHHO ABE TPETHU CIIyYaeB KOXKHOIO MAaCTOIIMTO3a BCTPEUYAIOTCS Y JIETEH.

Ko>XHbIM MacTOLMTO3 KIACCU(UIUPYETCS CACAYIOIUM 00pa3oM:
e OIUHOYHAS MAaCTOILIUTOMA
* MakyJsionamnyJie3HbI KOXKHbIN MaCTOLIUTO3
* JInpy3HBIN KOKHBIN MaCTOLIUTO3
* TeJJaHTUIKTATUYECKUN KOKHBIM MaCTOIIUTO3
* BIISIMIKOBUAHBIN MAaCTOIUTO3(KCAHTEIA3MON THBIN )

* OnuHOYHAasA(CoIUTapHas) U MHOKECTBEHHAS y3€IKOBasi MaCTOLMTOMA

OarHOYHAsE MAaCTOIIMTOMA M MaKyJIOIanyJIe3HAas: MAaCTOIIMTOMA SIBJISIIOTCS HauOoJIee
pacIpOCTPaHCHHBIMHU (POpMaMU MACTOIIUTO3a Y JICTEH.



Oounounas macmouumoma
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Jughgpy3nwtit KoxcHolit macmouumo3s




Teneanzurxmamuueckuil KOCHbLIL macmouumo3s




Mediator release syndrome Mast cell infiltration

General General
+ Fatigue * Lymph node
+ Weight loss enlargement
Central nervous system
* Headache { L/ Skin
+ Altered cognitive function \—/\ + Mastocytoma

N\ B » Urticaria pigmentosa
Skin bl * + Diffuse cutaneous
* Pruritus 1) mastocytosis
* Urtication 4 ) + Telangiectasia macularis

1‘. ' eruptiva perstans
Lungs |: ) [
» Bronchoconstriction | \
Abdomen

Cardiovascular \ * Hepatosplenomegaly
* Flush '

+ Syncope

l
"\ Q )\ * Ascites
]l -\ Impaired liver function
+ Hypotension

+ Malabsorption

+ Tachycardia * Diarrhea

/ + Weight loss
Abdomen 1
+ Abdominal pain J |
+ Peptic ulcer disease j Bones
+ Gastric hypersecretion \ ' + Bone marrow lesions
* Diarrhea + Hematologic disease
+ Vomiting f \ (e.g. leukemia,
+ Nausea lymphoma)

' ' ( + Skeletal lesions

Bones > \ (osteoporosis,
+ Bone remodeling pathologic fractures)

Fig. 22.4 Clinical manifestations of mastocytosis.



Urticaria Anaphylaxis Elevated
pigmentosa s-tryptase
Flushing, itch, Musculosceletal
wheals \ S pain
; ; ®
Weight loss, fatigue Abdominal pain,
diarrhea, reflux
Abnormal / \ Headache, moods,
hematological depression, lack of
parameters / | \ concentration
Ascites, Osteoporosis Familial occurence

splenomegaly




lIposenenus Koxcuvix hopm

[Ipu nanHOM (hopMe MOPAKEHHUS 3aTParkuBarOT B OCHOBHOM KOKHBIE ITOKPOBBI.
[Ipr 5TOM OCHOBHBIMHA CUMIITOMAMHU SIBJISTFOTCS:

* KOXKHBIUN 3Y/1

* KpacHOTA KOXKHU

* IPUCTYIIBI CEPALICONECHUM

* CHU>KCHME JTABJICHUS

* IICPUOAUYCCKUC ITIOABCMEBI TCMIICPATYPhI



Cucmemubntiit macmoyumos

* Bsasmorekyuyi (MHI0JCHTHBIN ) CHCTEMHBIN MaCTOIUTO3

* CUCTEMHBIN MaCTOIIUTO3, ACCOLIMUPOBAHHBIA C TEMATOJIOTMYECKUM 3a00JIEBaHUEM (HE TYUHBIX
KJIETOK):

* ATPECCUBHBIN CUCTEMHBIA MAaCTOILIMTO3

CucTeMHBIN MAaCTOOHUTO3 THAI'HOCTUPYCTCA HAJINIUCM OIIPCACIICHHOI'O KOJIMYCCTBA IIPHU3HAKOB.

1 ocHOBHBIE KpUTEPUHU U | Mn 00JIee HE3HAYUTEBHBIE KPUTEPUU WIIH, aJIbTEPHATUBHO, HATUYNE
3 Muaamux KputepueB. Jnarnoctuka TpeOyeT OMONICHU TKAHEW Y MCITOJIb30BAHUS CIIEIIAATBHBIX

IIATCH.



HHuoonenmmuuwlit cucmemHwlit Macmouumo3s

NHA0NEHTHBIA CUCTEMHBIM MAaCTOIIMTO3 SBJISICTCA HAKMOOJIEE PaCIIPOCTPAHEHHBIM U HAMEHEE
CEPbE3HBIM IIPEACTABICHUEM CUCTEMHOIO MAaCTOIIUTO3a Y B3POCIBIX - OH XapaKTEPU3yETCs
HU3KOM HArpy3Kou Ha TydyHble KIETKH (<30%), HaIM4neM CBSI3aHHBIX C MEAUATOPOM CHUMIITOMOB,
TaKMX KaK MOKPACHEHUE KOKU 1 Uapesi(00OBIYHO MAKYJIONAITYI€3HbIN KOKHBIA MaCTOIIUTO3).



AZpeCCElBHbllZ CUCMEMHDBIU macmouumos

ATpPECCUBHBIN CUCTEMHBIN MAaCTOIUTO3 00YCIOBICH HEKOHTPOJIMPYEMOH Opoiar(epaucii
HEOIIJIACTUYSCKUX KJIECTOK M MPUBOAUT K HAPYIICHUIO (PYHKIIMHA OPTaHOB. ITO IPUBOIUT 3YAY,
HHU3KOMY KPOBSIHOMY JABJICHMIO, aHA(HUIAKCHUM, THUAPEE U KPOBOTCUCHUSIM U3 JKEIYIO0UYHO-
KHIIICYHOI'O TPAKTA. DTH ITAIIMEHTHI MOT'YT UMETh BEICOKUM YPOBEHb TPUIITA3bI B CHIBOPOTKE.

MoryT BO3HUKaTh CICIYIOIIME OCIOKHCHUS:
* uTonaTus (HU3KHUE MOKA3aTeIn KPOBH)

* KpoBoTeueHus

* OCTECOIN3 UM OCTEONOPO3

* Manabcopouus

* Iloreps Beca

* CrurieHOMeTranus

e ['emaromMmeranus

e Acuiut



bonee pedkue d)Oprl GAJIOMEKYUILECO0 CUCMEMHO20 Macmouyumo3ia

° I/IBOHI/IpOBaHHBIG MaCTOIIMUTO3 KOCTHOI'O MO3I'a

* Xopo1io gudhepeHIUPOBAHHBINA CUCTEMHBIN MAaCTOIUTO3 (KPYIJIbIE KJIETKH, KOMIAKTHBIE,
MYJIbTA(OKAJIbHBIE TYYHbIC HHPUIBTPaAThI 0e3 skcnpeccun CD25; myTtanus HaOopa BHE KOJOHA

816)

* [lTorpaHMYHBIA CUCTEMHBIN MACTOIUTO3 ( IOOPOKAYE€CTBEHHBIN TMIEPIECIUTFOISIPHBIN KOCTHBIN
MO3T; TUCIUIa3Uus; KOCTHOMO3roBbie HHPUIbTpaThl >30%; ceiBopoTouHast Tpuntasa >200 Hr /
MJI; YBEJIMUYEHUE CEJIC3CHKH, ITIEUCHH, TUM(PaTUUECKUX y3JI0B 0€3 HapyIIeHUs paO0OThl OPraHOB



Jlpyzue ¢popmul nponughepayuu myunvix Kjiemok

o JlekeMHs TYYHBIX KJIETOK

JIeiikeMusl Ty4YHBIX KJIIETOK OOHAPYKMBACTCS, KOI/la aTMIIMYHBIX TYYHbBIX KJICTOK (KJIETKH C
MHOTOJ0JIEBBIMU WJIM MHOKECTBEHHBIMM sijipamMu) 10% u Oosiee B nepudepudeckoit kpoBu u 20%
1 0ojiee B KOCTHOM Mo3re. [Iporno3 mioxoi. IIpogomKuTeIbHOCTh )KU3HU TaKUX ITAllMEHTOB
OOBIYHO MEHBIIIE OHOTO rojaa.

* CapkoMa TYYHBIX KJIETOK

CapkoMa Ty4YHBIX KJIETOK SIBIISICTCA KpalHE peakor (opmMon MacTonuTo3a. Ha cerogHsamHuii 1¢Hb
B MUPE OMMUCAHBI JUIIb SAUHAYHBIE CTy4ad 3TOTO 3a00JI€BaHUs. DTO pa3pylIUTEIIbHAS CApKOMa,
COCTOSIAasA U3 BECbMa HETUIIUYHBIX TYYHBIX KIIETOK. B 3TUX Ciy4dadax Mpy IMMOCTAHOBKE JIMarHo3a
He OBbLIO HAMAECHO CUCTEMHOE ITOpakKeHUe. TemM He MeHee, Oblia OnmMcaHa BTOpUYHas
T€HEpAIU3alvs C BOBJICYUCHUEM BHYTPEHHUX OPraHOB U KPOBETBOPHOU TKaHU. B TepMuHaIbHOM
CTaJuH CapKOMa TYYHbBIX KJIECTOK MOXKET ObITh HEOTIMYMMA OT arpeccuBHoro CM uiu JIeHKeMuu
TYYHBIX KJIETOK. I [pOrHO3 y OOJIBHBIX CAPKOMOM TYYHBIX KJIETOK IIOXOM.

CapKOMy TYYHBIX KJIETOK HE CJIEAYET IyTaTh C BHEKOKHBIMU MAaCTOIIMTOMAMH, PEIKUMHU
TOOPOKAYECTBEHHBIMH OIYXOJISIMU TYYHBIX KJIETOK O€3 pa3pylIUTEIbHOIO POCTA.

e BuekokHasg MacTonmuTroMa

BHeko)KHasi MacTOLIMTOMA SIBIISIETCS IOOPOKAY€CTBEHHOM OIYXOJIbIO TYYHBIX KJIETOK, IJIE
JOKaJI30BaHHAas 00J1aCTh MPOaru@epaly TYYHbIX KIETOK OTCYTCTBYET B KOXKE.



Cucmemmnulit MaCmMouUmo3, ACCOUUUPOBAHHBLI C 2eEMAMO102UYECKUM 3a00/1eeanuem (He
MYy4YHbIX KJ1€MOK)

Cocrasiser 1/3 Bcex ciiydaeB CHCTEMHOIO MaCTOLMTO3a. DTO CBA3aHO C OJHOBPEMEHHBIMHU
MHUEIONPOIU(EpPaTUBHBIMA HOBOOOPA30BAHUSIMH (B KOTOPBIX HAOIIOAAETCS YBEIMYCHUE
IIPOU3BOJICTBA KJIICTOK KPOBH KOCTHOI'O MO3ra) U MUCIOAUCILIA3UEH (B KOTOPOM KOCTHBIM MO3T
MPOU3BOJAUT CIUIIKOM Majo KJIETOK KPOBH).

» Kak npaBuiio, manueHTsl ¢ CM, acCOMMPOBAHHBIM C IT€MATOJIOTHYECKOM MATOJIOTHEM, —
MOKWJIBIE JTFOJIN, UMEIOIIHE PA3IUYHYI0 CUCTEMHYIO0 cUMITOMaTuKy (~30% ciy4daen
3a001eBaHuil CM). I emaTonorndeckas maToaoryus MOKET BKIOUaTh: HCTUHHYIO ITOJUIUTEMUIO,
TUIIEPA03MHO(DUIBHBIA CUHAPOM, XPOHUYECKYIO MUEJIO- UM MOHOIIUTAPHYIO JIEHKEMMUIO,
TUMDOIUTAPHYIO JIEHKEMUIO, IEPBUYHBIN MHET0(PHOpO3, TUM@OrpaHyIeMaTos.

* Hanbonee yactas COMyTCTBYIOIIAs HATOJIOTUI — XPOHUYECKAasi MOHOMHUEIOWTHAS JICUKEMUSI.
Pexxe — numdonanas Heomnazus (00bIYHO — B-KjeTouHas, HalmpuMep, I1a3MOKIETOYHAs
MueaoMa). OOBIYHO TaKHME MAllMEHThl He MMEIOT BBICHIITAaHUM Ha Koxke. [IporHo3 3aBUCHUT OT
COITYTCTBYIOIIETO 3a00JieBaHus, ogHaKo Hanmnure CM yXyaiiaeT IporHos.



JlnarHocruka

I[I/IaFHOCTI/IKa MaCTOIIUTO3a OCHOBLIBACTCA Ha BbBISABJIICHHNHU I/IH(l)I/IJ'H)TpaI_II/II/I TYHYHBIMH KJICTKAMH OMOIITaTOB
ITOPAKCHHbIX OPI'aHOB U TKAHCH.

DIlyukyusa u mpenanodouoncus KOCmuoz20 mosza. Ilpy CHCTEMHOM MacTOIIUTO3€ JUArHOCTUYECKUMU MPU3HAKaAMU
SBJISIFOTCS] IUTOJIOTMYECKasi KapTUHA OOMIIMS TYYHBIX KJIETOK B TyHKTAaTe€ KOCTHOTO MO3Tra 1 MHOXXECTBEHHBIE
O4YaroBbl€ CKOILJICHUS MAaCTOLIMTOB B TpeMaHOOMONTAaTe, peKe HaOII0Iat0TCsl 04aroBo-guddy3ueie u 1udPpy3Hbie
MHPUIBTpaThl. MOp(OIOTHUS TYUHBIX KJIETOK XapaKTEPU3YIOTCS CUIILHOW U3MEHUYUBOCTHIO, IO3TOMY
TUCTOJOTMYECKUIN aHaInu3 TEMATOKCUIIMH-303MHOBBIX MPENapaToB HEOOXOAUMO JAOMOJIHATh TUCTOXUMUYECKUM
MCCIJICIOBAHUEM C OKPACKON TOIYUJWHOBBIM CUHUM. J[aHHAs peakiusl BBISBISIET CHEHU(UYECKYIO JJIs1 MACTOIUTOR
METaxpOMaTUYECKYI0 OKPACKY IIUTOIIa3MaTHUYECKUX TPaHyl, COJIepKalX KOMIUIEKCHI relaprHa U OCHOBHBIX
OesikoB. 51 naeHTU(UKAMHA TYYHBIX KJIETOK NPUMEHSIOTCSA TAKKE UMMYHOTHCTOXUMHUYECKHE PEAKIINU C
aHTUTEJIaMH TIPOTUB CHEIU(PUUECKHUX aHTUTE€HOB MacTOLUTOB: c-kit (CD117) u tpunrassl (G3).

2) Xpomocommnulit ananu3z KIeToK KOCTHOrO Mo3ra BeiIBIISIET Y 30-40% OO0JIbHBIX MACTOIUTO3aMU KIIOHAJIbHBIE
aHOMAaJINH, Yalle CBs3aHHbIE C aenenusamu S, 7, 11 u 20 xpomocom.

3) Moaekyaapustii anaiu3 KI€TOK KOCTHOIO MO3ra y OOJIBIIIMHCTBA OOJIbHBIX MACTOLMTO3aMU OOHAPYKUBAET
aKTUBUPYIOIIKE MYyTallMX B IIOBEPXHOCTHOM perenTope (c-kit) mis ¢pakropa pocta TydHbIX KiaeTok (SCF).

4) Onpedenenue 6 Kposu uiu moue blCOKOU KOHUEHMPAYUU RPOOYKmMoe6 ceKpeyuu MacTOLUTOB (TUCTAMUH,
TpUNTa3a) WJIN MEIUATOPOB, ACCOIMUPOBAHHBIX C (DYHKIIMOHAJTbHON aKTUBHOCTBIO TYYHBIX KJIETOK (pacCTBOPUMBIEC
C]%Dl 17 mu CD25, SCF) cnyXAT JOMOJIHUTEIBHBIM JUATHOCTUYECKUM MTPU3HAKOM OMYXOJIEBOI0 MACTOIMTO3A.
Haunbonee nHPOpMATUBHO ONPEICTICHUE CHIBOPOTOUHOW KOHIICHTPAUH TPUITA3bI C TOMOIIBIO
MMMYHO(EPMEHTHOIO aHaIn3a.

PeHTreHorpadus KocTeu ckenera — He00XoAuMa JIJIsl BBISBICHMS U OLICHKH CTCIICHHU TSXKECTH MOPaKEHHUS KOCTEH
(ocTeonopo3 uiar ocTeopudpo3s).



5)/Iencumomempus u MPT sBnsitoTCS 00JI€€ YyBCTBUTEIBLHBIMIA METOAAMM Y MO3BOJISIIOT BBISIBUTH ITOPAKEHUE
KOCTEH HA PAHHUX CTAJUSAX.

6)Y3U u KT neuenu u cene3enku no3BOJSIOT BBISIBUTh UX MOPAKEHUE U OMPEACTUTH UCXOAHBIA 00BEM OPraHOB, YTO
HEOOXOUMO IS MOCEIYIOLIET0 KOHTPOJIS 3(PHEKTUBHOCTH JICYEHMUS.

T)Dubpozacmpockonua u KonoOHOCKonRUA HEOOXOUMBI ISl BBISIBICHUS CHEHU(DPUYECKOTO HOPAKECHUS CIU3UCTOM
KEJTYT0OYHO-KUIIIEYHOTO TPaKTa.



CornacHo KOHCEHCYCY 10 cTaHAapTaM ¥ cTaHAaapTu3aiuu MactoiuTo3a 20035 ., B OuonTare cieayer
ONIPEJICTUTh TAKUE MAPKEPbI, KAK:

1) CD2 — T-xJy1eTOYHBIN MOBEPXHOCTHBIA AHTUTEH (B HOPME coAaepKUTCS Ha T-nmumdorurax,
€CTECTBEHHBIX KHILIEPAX, TYUHBIX KJIETKAaX). OTCYTCTBHE 3TOrO AHTUTCHA HA TYYHBIX KJIETKaX TOBOPHUT O
TOM, YTO MH(PUIBTPAIMS TYYHBIMH KJIETKaMH HE CBsI3aHA C MACTOLIMTO30M;

2) CD34 — Mapkep aare3suBHOM MOJIEKYJIbI, SKCIIPECCUPOBAHHBIN HA TYYHBIX KJIETKaX, S03UHO(DUIAX,
CTBOJIOBBIX KJIETKaX;

3) CD2S — anbda-1enb HHTEPJICHKUHA-2, SKCIIPECCUPYETCA Ha aKTUBUPOBaHHBIX B- n T-nmumdonurax, Ha
HEKOTOPBIX OIMYXOJIEBBIX KIIETKAaX, BKJItOUas TyuHble KieTku. CD25 aBmserca mapkepom CM;

4) CD45 — o0unil JIEUKOIUTAPHBIN AHTUTEH, TPUCYTCTBYIOIIUI HA MOBEPXHOCTH BCEX MPEACTABUTEIICH
KPOBETBOPHBIX PSIZIOB, KPOME 3PEIIbIX SPUTPOIUTOB. B HOpME HAXOAUTCS HA MOBEPXHOCTH TYYHBIX KJICTOK;

5) CD117 — tpancmeMOpaHHbIi penentop c-KIT, HaxonuTcs Ha TOBEPXHOCTU BCEX TYUHBIX KJIETOK;

6) aHTHTeJIa K TPUIITA3E.



KpuTtepuu amario3a CMCTeMHOI0 MacTOIMTO3a

Jlna maboparopHoil guarHocTuku CM HE00XOAMMO UMETh, 110 KpalHel Mepe, OJWUH IJIaBHbIN U
OJIMH MaJIbI KPUTEPUHN WJIA 3 MAJIbIX KPUTEPHUS U3 HUKECIICAYIOIIHX.

* [ 1TaBHBIM KpUTEPUEM SIBISICTCS T'yCTask HHPUIbTpaLUs TYYHbIMM KieTKaMmu (1o 15 u 6osee
KJIETOK) B KOCTHOM MO3I€ WX JAPYTror TKaHW, HOMHUMO KOXKH.

* Masibie KpuTEpUU:

1) aTunU4HBIE TYYHBIEC KIICTKH;

2) HETUNMMYHBIN PEHOTUIT TYUYHBIX KIETOK (CD25+ i CD2+);
3) YpOBEHB TPUIITA3bl B KPOBHU BbIIIEC YeM 20 HI/MII;

4) nanuuue myTtanuu B kogoHe 816 c-KIT B kieTkax nmepudeprudeckoil KpoBH, KOCTHOI'O MO3ra
WJIA TIOPAKEHHBIX TKAHIX



Kpurepuu 1uario3a KoKHOro MacTonurosa:

TunuyHbple KIMHUYECKUE MPOSBICHUS (INIABHBIM KPUTEPUM) U OJUH WJIM JBA U3 CICIYIOIIUX
MaJibIX KPUTEPUEB:

1) MoHOMOpPGHBINM HHPUIBTPAT U3 TYYHBIX KIETOK, KOTOPBIM COCTOMT JIHOO 13 arperaron
TPUNTA3a-MO3UTUBHBIX TYYHBIX KJIETOK (0oJiee 15 KIeTOK B KacTepe), TM00 — pacCEeIHHbBIX
TY4YHBIX KJIETOK (OoJiee 20 B mosne 3peHun npu 00Jab10M (X40) yBETUYCHNMN );

2) ooHapykenue c-KIT-myTamuu B kojioHe 816 B TKaHSIX OMonTara U3 o4yara nopakeHusl.



JndpdepeHnnanbHbIN TUATHO3
JudpdepeHuupoBaTh MaCTOLIMTO3 HEOOXOAUMO C:
* BecHykamMu
* MUT'MEHTHBIMU HEBYCAMU
* KCAaHTOMAaMH.
* reM001aCcTO3bI U TUM@OTIIPOIH(epaTuBHbIC 3a00JICBAHUS;
* TMCTHOIIMTO3 U3 KJIETOK JIaHTepraHca, KCaHTOIpaHyJIeMa;
* 3200JI€BaHUS KOXKHU (CEOOPPEHHBIN JepMaTUT, YK3eMa, IICOpHa3).
Vanoseyro popmy nupdepeHIMpPYIOT ¢ depmamopubpomo

Jlobpoxauecmeennyro macmoyumomy cienyet tup@epeHunupoBaTh ¢ CapKomMou U3 TyYHbBIX
KJIETOK.

MACMOYUMO3 MAAOEHUECKO20 803DACMA — C NY3blPUamKol HOBOPOXKICHHBIX,
8podrcOeHHoU nouxunrooepmuet PormyHnga-ToMcoHa.

Kpome Toro, MacToniuTo3 He0OX0AUMO AU(POEPEHIIUPOBATH OT APYTUX 3a00JCBaHUM,
XapaKTEPU3YIOIIUXCS YBEIIMYEHUEM TYYHBIX KJIETOK B 00pa3nax JJjis TMCTOJIOrHYE€CKOTO
uccieaoBanus. K takum 3a0oneBaHUsIM

OTHOCSTCS AUMPoma, 2eMan2uoma, Iumghocpanyiomamos, oepmamouopoma N ap.



JIJEUEHUE
* JleueHne MacTOUMTO32
* CuMnToMaru4ecKkasi Tepamnusi
» XuMHOTEpareBTUYECKOE JieueHue,( uHTepdepoH anbda, KIaaApuOrH 1 UMATUHUO, MUJACTAYPHUH ).

* XHPYypPruue€CcKOe BMEIIATENbCTBO (CIUICHIKTOMUS )

MacTonuTOMBI OOBIYHO MCYE3aI0T CIIOHTAHHO.

3y, BBI3BaHHBIM KOKHBIM MAaCTOIMTO30M, MOKHO JICUUTh aHTUTUCTAMUHHBIMU Mpenaparamu. [{is qereid HUKakoro Apyroro
JedeHust He TpedyeTcs. B ciydae 3y/1a v ChIlu y B3pOCIIBIX TPUMEHSIOT YIBTPa(HUOIETOBOE O0IYUYEHUE U KOPTUKOCTEPOUTHBIE
KPEMBI JIJIs1 KOXKHU.

CucreMHbIH MaCTONMTO3 HEBO3MOXXHO M3JIEYMTh MOIHOCTHIO, HO CHMIITOMBI MOXHO TTOAABUTH C rioMorsio H, - 1 H -
omokaropoB. H, -05okaropsl (OOBIYHO HA3BIBAEMbIE AHTUTUCTAMUHHBIMY IIPENapaTaMu) MOTYT OOJIETUYUTH 3Y/I. H2—6J1§KaTopH
CHIDKAIOT BBIPAOOTKY KHCJIOTHI B JKETYIKE H, TAKHM 00pa30M, O0JIEr4aioT CUMIITOMBI IIEIITHUCCKO S3BbI H TTOMOTAIOT JICYCHHUIO
s13BBI . [IpHEM BHYTPb KPOMOJIMHA MOXKET 00JICIIUTh POOJIEMBI IHILEBAPCHIS 1 00JIb B KOCTSX. ACITPUH 00JErYaeT THIePEMHUIO,
HO MOXKET YCYT'yOUTh APYTH€ CUMIITOMBI. JleTsM HE Aal0T ACIMPUH U3-3a pPUCKAa BOSHUKHOBEHU cUHApoMa Ped.

* Eciu cucTeMHBIN MacTOIUTO3 MPOSBIISIETCS B arpeCCUBHOM pOpMe, TO MOAKOKHBIC UHBEKIIUU UHMeppepoHa-aibgha OIUH pa3 B
HEJICIIF0 MOTYT YMEHBIIUTh BO3ACHCTBUE 3a00J€BaHUs Ha KOCTHBIA MO3T. Takke MOXKET TOMOYb MPUEM BHYTPb
KOPTUKOCTEPOUIOB (HAIPUMEDP, MPEAHU30JIOHA), HO TOJIBKO B TEUEHUE KOPOTKOTO Mepuoa BpeMmeHu. [Ipu npueme BHyTpb
oosiee 3—4 Henenb KOPTUKOCTEPOHUIBI MOTYT BbI3BaTh MHOT'O TTOOOYHBIX BE)CI)CKTOB, WHOT/Ia CEPHE3HBIX.

* [Ipu HaKomIEHUM OOJBIIOrO KOJTMYECTBA TYUHBIX KJIETOK B CEIE3CHKE, MOXKET MOTPEOOBATLCS yAaldeHNE cene3eHKH. Eciu
pa3BHUBAETCS JICHKO3, MOXKET IIOMOYb IPUMEHEHUE XUMHUOTEPAIeBTUUECCKUX IIpernaparToB (Harpumep, J1ayHOMHUIIMHA, TOMO3K1/1a
1 MEPKaITOITypHUHA).

* Bcerna Hy)XHO MMETh ITPH ce0€ WINPUI-PYUKY € SIUHEPPUHOM JJI ONEPATUBHOIO OKa3aHHs HEOTI0KHOM IIOMOIIY B CIIy4ae
HACTYILJICHUS aHa(PUIAKTUYECKON W aHA()UIIAKTOMIHON PEAKIIUU.



IIpopuiaakruka MacTonuToO3a :

[IpodunakTrka MacTOLMTO3a 3aKI0UAETCS B IIPEAOTBPAIICHUM BO3ICHCTBUS HA OPTaHN3M
AKTUBATOPOB JAETPaHY/ISAIIMU TYYHBIX KJIETOK, TAKMX KaK MPOCTYy/1a, BO3JACHCTBHUE X0J10/a, TeIia,
TpaBMa, HHCOJISLMUS, JIEKAPCTBCHHBIEC ITpenaparbl (0COOEHHO MOP(UHO-OIMMYMHAs TPyMIIa
aJKaJIOUJ0B 1 alleTHIICAIMIIMIOBAs KUCTOTA).

D AND ICD10 CODES OF
MASTOCYTOSS AND MCAS




Cmoacu0o 3a BHUManue!




