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303 M H OCD Mn M M AKTYA/IbHOCTb NPOBJIEMbI

PanpocTpaHeHHOCTb 303UHOPUANN OKONO 4-6 %

B obwen nonynaunm

BcTpeyaeTca B npaKkTUKe BPaYen pas3InNYHbIX
crneunanbHOCTEN (TepaneBTOB, aN1epProoros,
MHPEKLMNOHUCTOB, MY/IbMOHO/IOTOB,
1€PMATO/I0r0OB, rAaCTPO3HTEPO/I0rOB, KAPANOJIOrOB,
rematonoros u 4p.)

OOLWMPHbBIN CNNCOK MPUYNH 303UHOPUINM

TpPyAHOCTU AMATHOCTMKM 3a601€BaHMIN, NEXKALLNX
B OCHOBE



03NHODUIbI

e [loaBuXHble, BbICOKOANPPEPEHLUMPOBAH-
Hble KneTtkun, 12-15 mkm B anameTtpe,
MMEIOT XapaKTepHoe ABYyA0/ibYaToe A4P0,
Pa3BUTbIN annapaT onbaXN U KPynHble
(A0 1 MKM) 303MHOGUABHbIE FPAHY/IbI.




303NHOPU/bI

903UHOPUNAbI — NOAMMOPPHO-AAEPHbIE TPAHYNOLUTHI,

BNepBble naeHTMdnuUnpoBaHHble B 1846 r. aHIMMNCKUM
aHaTomom T. Jones, @ 3aTemM NOBTOPHO OTKPbITbie B 1879 T.

P. Erlich, KOTOpbIN NPUMEHWA ANA OKPACKMN 3TUX KIETOK KUC/bIN
KpacuTenb 3031H, Ha3BaHHbIN B 4eCTb OHOrMHMN yTPEeHHEN 3apu J0C



DO3UNHODPUJIbI cospesanme Jj

* 303MHOOUADbI
npoucxonAat ns CD34+

NONWUNGTEHTHAA
MaTEpMHCKER

npegwecrBeHHMKOB
KOCTHOro Mmos3ra.

YHONOTEHTHAR

Co3peBaHue

MaTEpYHCKSR
KNETHA

npoucxoauT noa
BANAHNEM aYTOKPUHHbIX
N NAPAKPUHHbIX
UUTOKMHOB IL-3, IL-5 1
GM-CSF



303NHODPU/IbI OT HEANDPEPEHUNPOBAHHbIX
[EMOTNO3TUYECKUX KNETOKR A0 N'MBEJIU B TKAHAX

BakTopbl LiurokmHel
TPHCKPUNLMA
vn-3
FeH GATA-1 TM-KCD
red FOG-1 un-s A o34
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Censviganue VLA4

| Ynnowexwe Dwanenes
)
sl
P-cenektaH
E-cenekTun \ B
(CAMY VCAM-1

KPOBEHOCHBIX COCY/IOR B KOXY

[ MPOHUKHOBEHWE Yepes CTEHKY

Cyas6a g TKAHAX

DerpaHynAuwna: J03uHodKN KoKW

= UuTonutvyeckan
4 TNFa | GMm-CSF

« CTynenuaran c‘g:g :t;
+ Perynnpyeman Leptin

cexpeuns/
3K30UMTO3

Iyme so3uHochunos om HedughghepeHyUpo8aHHbIX 2eMamoro3muyYeckux Krnemok K mKkaHsim.
Ha pucyHke npedcmasrieH XU3HeHHbIO YUK 303uUHogunoe om dugbghepeHLLUPOSKU 8 KOCMHOM M0O32e K mpaHceasansHol Muzpayuu
u 2ubenu e mkaHAx (NpusedeHs! Koyeesie ghakmopkl, yHacmeyioujue 8 3moM npouecce).



303[4 H OCD Mﬂ b| XU3HEHHbIN LUKN
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* Ha Kaxkabi 303nHOPUN
nepudepmnyecKkomn KpoBu
NPUXOANTCA MPUMEPHO G. Varricchi et al., 2017
100-200 B TKaHAX.



303M HOCD Mn bl CTPOEHMUE

903NHOPUNBbHBIN IENKOLUMUT — FPAHYI0LMT,
coAeprKallimn SKCUEHTPUYHO PACMOJIOXKEHHOE
A4PO C ManbiM YAC/IOM CETMEHTOB, YaCTUYHO
CXaTbIM XPOMAaTUHOM M OCTaTKaMU HYKJIEO.

-
>
%
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OTnunTenbHaa ocobeHHOCTb — Hann4yme
rPaHy/, cogepawmx cneundpumnyeckme b6eskn,
obycnosnmeatoLLme OKCMPUNbHYHO OKPACKY.

OpraHennsbl, 0bHapy*unBaemble B 303MHOPUNAX,
— annapat [onbaXu
N MUTOXOHAPUMN.



303M HOCD Mn bl FPAHY/bI

MNepexyHbe rpanyns: Nunuasibie Tensuya

. Itfspro- Hurnookeusenaa
Hetidesia: S-Tunokcurenma
moodocharunara LICCunmaza

Apaxugonosas

BToOpHUHLD rpaHyns e

OcHognol npomenn

Hedipomoncun

Keamuonnsl Monbe rpanynes

APOmEILH

Heporcudara Apuncymspamea B

Hamoxunw: GM- Kucnan gociaman

CSF, TNF-a, [L-2,

FL~f, [1~6



303M HOCDI/II_I bl FPAHY/bI

®yHKUUOHANbHOE
Cocrtas rpaHyn Ha3Ha4yeHue
coAepXXMmoro

Pa3sHOBMAHOCTb
rpaHyn

Tun KneToK

[NaBHbIM OCHOBHbIN 6enoK,
KaTMOHHbIN 6enok,

nepoKcnaasa,
HENPOTOKCUH, BHEKNeTo4YHbIN
Cneunduryeckune
Ko/1areHasa, LMTONN3
(KpynHble, BTOPUYHbIE)
MMenonepoKkcnaasa,
uMTOoKNHbI: GM-CSF, TNFa,
IL-2, IL-4, IL-6
J03nHOPUNbI
¢ Apuncynbdartasa B, kncnas
Menkue baKTepnumnaHOCTb
docdaTtasza, nepokcmnaasa
JlInzodpocoponunasa o
b JInnuaHbin
MepBUYHbIE (B KpucTannax
o meTabonnsm
LLlapKko-/lenaeHa)
ApaxmgoHoBaA KMCNOTA
paxnd ’ BoipaboTKa
JlunuaHble Tenbua JINMOKCUTEHA3a, o
3MK03aHOMA0B

LIMKNOKCUIeHasa
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303NHOPUJIbI

BELLLECTBA NPAHY/IAPHbIX BEJ/IKOB

Knacc BewecTBO Buonorunyeckue acpcpeKkTbl
NH n T Bbl T’MCTaMMUHA N3 TYYHbIX KITETOK;
Mepokcaasa ayuunpye v6poc cTaMunHa 13 Ty eToK;
TOKCNYHbIE CBOUCTBA pPearim3yroTcda 4epea3 Katasind
3031HOGMII0B
depmeHTHI ranoreHnsaumm cybcTpaTos
KonnareHasa YyacTByeT B NepecTponke MEXKNEeTOYHOro BelecTsa
9031HOUNOB COEANHUTENBbHON TKaHU
[[MaBHbIX LWENOYHON TokcuyeH ana renbMMHTOB U COOCTBEHHbIX KIETOK;
6enok (MBP) MHAOYUMpPYET BbIOPOC rmcTammHa 13 TY4YHbIX KINETOK
TOKCUYHbIE KaTnoHHbIn 6enok .
Tokcn4yeH anAa rerieMMHTOB 1 HEMPOHOB
6enkn 903mnHoumnos(ECP)
HenpoTokcuH y
TokcunyeH ansa HeMpoHOB
9031HOUIIOB
CTUMynupyroT 303MHOMDUIONO33 B KOCTHOM Moa3re,
LINTOKMHBI NI-3, NI-5, GM-CSF yrnpy ®
aKTUBUPYIOT 303NHOUIbI Ha nepudepumn
XEeMOKUHBbI NJ1-8 OGecne4ymBaeT MUrpaLuio NENKOLIMTOB B oYar BocnaneHus
S Bbli3biBalOT cokpaLleHume rnagkux Mol , NOBbILWLAT
JlenkotpueHbl C4 n D4 pat A 8
NPOHNLAaEMOCTb COCyaOB, YCUJTMBAIOT CEKPELIUKO CITN3N
JivnnaHble Y
nrinBaertT N KUK JTIUNMMMOHbIX Meaunart B,
MEeanaTopbl dakTop aKTMBaLWM chnnBaet NpofykLUnio A eAnaTopes,

TpombounToB(PAT)

aKTUBUPYET HENTPOUIbl, 303MHODUIBI U TPOMBOLUTHI;
BbICTYNaeT B PONN XxemoaTtTpakTaHTa Ans NenkoumToB




303” HOCD Mﬂ bl ®YHKUUUN B HOPME U NATO/1I0rMuA

MoBpeXkaeHne TKaHe n BocnaseHue,
BK/IlOYaA caeayoulee:

bonesHn sHOQOKapaa N MMoKapaa

3y/, KpanuMBHULA, aHTMOAEM],
apuTpoaepma, bynnesHaa 6onesHb

NMHEBMOHMUSA, KalleNb, XPOHUYECKU
PUHOCUHYCUT, MOIMMNO3 HOCA

6011 B KMBOTE, Ancharna, AMCMoTUs,
¢dunbpos

KoarynonaTtua n Tpomboambonnyeckme
nocneacTema
TPaAHCNNAHTaT-NPOTUB-X03ANHA
OTTOP)KEHMEe TPaHCn/aHTaTa

BACKY/IUT U APYyrne ayTOMMMYHHbIE
ocobeHHOCTU
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303 M H OCDMH bl SALLUTHAA ®YHKUMUA

MexaHuU3Mbl MUKPOOULIMAHOCTW:
* KWCNOPOAHE3aBUCUMbIN
* KWCNOPOA3aBUCMMbIN

B KncnopogHe3aBUCMMOM MeXaHU3ME MPUHMMALOT y4YacTue:
* eno4yHou npotenH (MBP)

* 303MHOGU/IbHDBIA KAaTUOHHbIN NpoTenH (EKP)

e 303MHOGUNbHAA NepoKcmaasa (EP)

* 303MHOGUNbHbBIN HEMPOTOKCKH (EDN)

KncnopoasaBucMmbii MEXaHM3M ONOCPeA0BaH akTMBaLMEN
e HAOADH-oKcmaasbl
° AKTUBHbIX POPM KMCiopoaa

B cBasu c OTCYTCTBHNEM CI'IGLI,M(I)W-IHOCTM noBpexaatoTCA He TOJ/IbKO MNaToOreHbI,
HO U KN1IETKN OPraHnN3ma, ocobeHHOo anuTennmn KNwe4vyHUKa, DECHMT‘-IaTbIl‘/ﬁ aNnnTennmn
6p0meaanoro AepeBa N NErkKnNxX, KOXa.



303 VI H Oq) Mﬂ bl MUTPALUOHHAA ®YHKLUUA

Ha membpaHe 303MHOodUNG NpeacTaBeHbl PeLenTopbl:

L-cenekTnH u cuanun-LeX — cemenctso ceNeKTUHOBbLIX PELLENTOPOB,
CNocobCcTBYET NPUKPENIEHUIO N K PONTIUHTYY LIUPKYIUPYIOLLUX
303MHOPUNOB in ViVo

CD162 u CD15s dopmunpytoT HENPOYHOE CBA3bIBAHMNE K/IETOK

C 3HAOTE/IMOUUTaMMU

303uHOJUNbHbBIE UHTErpuHbl B1, B2 u a7 — B3aNMOAENCTBYIOT

C MoJIeKynamum aHaoTenmanbHbix Knetok (VCAM, vascular cell adhesion
molecule), MAdCAM (mucosal addressin cell adhesion molecule) n ICAM
(intercellular adhesion molecule), o6ecneunBatoT 6onee npoyHoe
CBA3bIBaHWE 303UHOPMNOB N UX MUTPALIUIO U3 COCYA0B B TKAHU
MAdCAM-1/a4B7-nHTerpmMH3aBMCMMbIM NPOLLECCOM ABAAETCA AaNibHeNLas
MUTPaLLUA 303UHOPUNIOB B TOHKYHO KULLIKY

B2-nHterpuHamm (ICAM-1) perynnpyetca HakonieHme 303MHOPUI0B

B TO/ICTOM KULLKe

VLA (very late antigen)-4 (a4B1-unterpud)/VCAM- 1 — murpaums
303MHOMUIOB K MECTY aN/IEPrMYEeCKOro BOCNasieHMA B JIETKUX N KOXKe
rnmkonpoteuH CD4 — murpaunmn 303MHOPUNOB B TKAHU



303 M H O CD Mn bl GATOUUTAPHAA ®YHKLUMUA

903nHODUIbI OTHOCATCA K «MUKpOdaram», CnocobHbl
NOrAoLWaTb MEKNE YyKePoaHble YacTULLbl MU KNETKN.

903UHODUIbI PACLLLENAAIT MUKPODOHbIE GHMU2EHDbI:

[eHepauna CynepoKCUAHbIX U HUTPOKCUOHbIX paanKanos,
LMaHWNAO0B M FaN0reHoB

|

[MepeKkncHoe okucaeHme membpaHHbIX AMNNA0B KNETOYHOWM
CTEHKN MUKPOOPraHM3MOB.



303 M H OCD Mn bl UMTOTAKCUHECKAA ®YHKLUUA

MexaHun3am gerpaHynaumm

IgE 1gG
Fab-¢pparmeHTbl Fc-dparmeHThl

R
e e

J03nHOoPUNNA
XapaKTepHa gns:

* 3XMHOKOKKO3a

* aHKM/I0CTOMAaTO3a
* TOKCOKapo3a
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S03NHOPUJIbI

YYACTUE B PA3BUTUU ANNIEPTUYECKUX PEAKLIMA

J03nHOOUANA NPU annepruyeckmnx 3abonesanmsax (A3):
* OpoHXMasnbHaW acTme
* a/NNIeprmyeckom pUHUTe

®* PUHOKOHBHOHKTUBUTE N OP.

303MHOGUIbI BOB/IEKAOTCA B PeaKLUUM TMNepUYyBCTBUTENbHOCTU HEMEDIEHHO20
U 3ameosIeHHo20 murna.

I3Tn 3ab6on1eBaHMA xapaKTepu3yroTcA PYHKLNOHAIbHON HECOCTOATE/IbHOCTbLIO
Th1-KnemoyHol cucmemsbi ¢ npeobnagaHnem rymopasibHoro 3seHa MMMYHHOTO
oTBeTa.

OcHoBHble BbenKkn 303MHOPUNOB CNOCOOCTBYIOT PA3BUTULIO aINEPTUYECKUX
peakumi (Yepes akTMBaALMIO TYYHbIX KNeToK 1 6asodpunnos c yyactuem MBP),
OKa3blBalOT pPerymnpytollee 4eNCTBME Ha MMMYHHbIe npoLecchl (AencTByAa Ha
T-KneTtku). NMpusneyeHne 303MHOPMNOB B 04ar a/IIEPrMyecKoro NnoparKeHus
OCYLLEeCTBAAETCA NpenmMyLLecTBEeHHO nposocnannTenbHbiMm xeMoKMHOM RANTES
(CCL5), nerikotpmeHamu, PAF n IL-5



03NHODUJIbI

CMOCOBHOCTb K CBA3bIBAHUIO TMCTAMUWHA U OPYTUX
MEAUATOPOB ANNTEPTUN U BOCINAJIEHUA

303MHOPUAbI COCODOHbI NOMOLWATL MeANaATOP
anneprnm (rMcTamuH) n Takum obpasom
PEery/inpoBaTb HaNpaB/IEHHOCTb a/I1IeEPrUYECKOM

peakumm



303NHOPU/IbI

CUHTE3 U AENOHWUPOBAHUE ULUTOKHUHOB

303MHOPUAbI NPOAYLMPYIOT, AEMNOHUPYIOT U CEKPETUPYIOT

LIUTOKUHBI:

* UWHTepaenkunsl (IL-2, IL-3, IL-4, IL-5, IL-6, IL-8, IL-10, IL-12, IL-13, IL-16, IL-18),

* rpaHy/JoUUTAPHO-MaKpodaranbHbin KONOHMECTUMYAMPYOWMi paktop (GM- CSF)

* uHTepdpepoH-ramma (IFN-y)

e (¢dakTop HeKpo3a onyxonen (TNF-B)

* TpaHchopmupyroLni pakTop pocta-beta (TGF-B)

e daKTop akTMuBauumn Tpomboumtos (PAF)

e 30TakcuH, RANTES (regulated upon activation normal T-expressed and secreted),

e GRO (growth-related oncogene)

XeMOKMHbI: 30TakcnH — CCL11, RANTES — CCL5, MIP-1a — CCL3)

3NKo3aHOUAbI: NEMKOTPUEHDI, paKTop arperaymm Tpombountos — PAF

Henponentnapbi.

°  ToabKO 303UHOGULI CNOCOBHbI 0enoHUPOB8AMb UUTOKUHDI:
Un-2, UN-4, UN-5, NN-6, UN-8, daktop Hekposa onyxonu anbdpa (PHO-a), GM-CSF
N Ap., YTO N03BOISIET HEMeANEeHHO BbiCBOHOXKAaTb HEOOXOANUMbIE KOIMYECTBa
LMTOKMHOB NPU aKTUBALUM KNETKN.



03NHODUJIbI

AHTUTEHPACMNO3HAKOLWAA U AHTUTEHNPEACTABNIAIOWAA $YHKLUNAU

AHTUreHpacnosHawwasa GyHKUMA peannsyeTca npu
nomoum peuentopa TLR2 n komnnekca yoTCR-CD3,
CBA3bIBAOLMX HEDENKOBbIE aHTUTEHbI BAaKTEPUN HA NEPBOM
3Tane MMMYHHOW 3aLWUTbI.

AHTUreHnpeAactTasnaWaAA GyHKLUMNA 303MHOPUIOB MOXKET
ObITb peann3oBaHa Yepes Npe3eHTaLUo TaKou
NOBEPXHOCTHOM CTPYKTYpbl, Kak HLA-DR.



303 VI H OCD V”_I bl TOKCUYECKUE O DEKTDI

[loBpexageHue
SHO0TeNnA

[loBpexaeHue
3HAO0KapAa

[loBblWEeHne TOHYCa
MK 6poHxoB

Tpomboobpa3oBaHue

dPnbposnpoBaHme

Specific granule contents

= Catlonic proteins;
ECP EDM, EPO, MBP

= Chemokings:
CCLS: (RANTES), CCL11 (eotaxin),
CXCLS (ENA-TS), GRO-a

» Cytokings
12, L3, IL-4, L5, I8, IL-10, 112,
IL-13, IRy, MGF, TNF, TGF-a, GM-CSF

H g
plecemesl
CEEran ulation

Lipld bodies

= Leukotrienes (LTC,, LTE . LTDL)
= Thrombaoxane B2

= Prostagiandins (PGE,, PGE.)

s 15HETE

= PAF

Chemokine receptors
CCR1. CCR3,;

j | 2o
CCRS, SN,
CCRG. CCRA, CCRS, &:_
CHCRZ, CHCRA 1 b
A an

Other eosinophll products
= Growth Tactors:
MNGF. PDGF, 5CE EGF, APRIL, VEGF
» Cytokines:
popes, || ARG 1L, IL-22, IL-16, IL-17, IL-18,
Pt A Mot IL-25, CELZ (MCP-1), TGR, LIF
T et » Chemokines:
- -8, CCL3, COLT, COL13, CXCLA0,
e cxcL1l

Bilobed
nucleus | e

B. Alberts et al., 2016
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303MHO®PU/1bl B KPOBU

HOPMAJIbHOE KOJIMYECTBO

1-5 % oT obLero yncna NEUKOLUTOB
0,05-0,5 r/n

CyTo4YHble KonebaHmA: MaKCMMYM — B HOYHbIE Yachbl,
MUHUMYM — YTPOM

Bo3pacTHble KonebaHus: ¢ BO3pacTom NOCTENEHHO
CHUXaeTcH

[eHAEepPHbIX U STHUYECKUX KosiebaHMIN He BbIAB/IEHO



303NHODINJIbl B KPOBU

[ J0o3unHonNneHwumsaA ]

Hayasno BocnanntenbHOro
npouecca
TaxKenble rHOMHblE MHPEKLUMU
LLIok
Crpecc
JK/lamncma
Poabl
OTpaBneHna Conamm TAXKeNblx
MeTan/0B
[NocheonepauMoHHbIN Nepunoa,

O VYL@ ¢
X

2O So8
ol

* BoccTaHOB/IEHME KONMYECTBA
303MHOPMNOB UM 303UHODUNUA
M.b. KpuTEPUEM Havana

BbI340pPOBNEHNA
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303NMHODINJIbl B KPOBU

YBenndyeHume

[ Jo3nHodUNuA ]

Kputepuin anneprmnsaumm
[ANUCTHbIE N Napa3uUTapHbIe NHBA3UKU
Onyxonu
NMmmyHOAEPUUNTDI
BocnanutenbHble 3aboneBaHuA
AyTOMMMYHHbI€ NpoLeccol
TybepKynes
bonesHn Koxu
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03UNHODPUTNA

Jo3uHoOPUAUNA — yBeNnYeHMe Yncaa 303MHODUNOB
B nepudepuyeckoi kposu > 0,5 x 10°/n.

f'Mnepao3snHopuansa, naAn runep303mMHOoPU/IbHbIA CUHAPOM
(FC) — cTtomnkoe (> 6 mec) yBennyeHume 4ymcnaa 303MHOPMNOB

B nepudepunyeckoi kposu > 1,5 x 10°/n, conposBoxaatoLeecs
nopa*XeHnem opraHoB U TKaHEMN.



PEKOMEHOALMU 2017 T.

bjh EET

Guideline for the investigation and management of
eosinophilia

Nauman M. Butt,' Jonathan Lambert,” Sahra Ali,” Philip A. Beer," Nicholas C. P. Cross,” Andrew Duncombe,”
Joanne Ewing,? Claire N. Harrison,” Steven Knapper.l} Donal McLornan,'” Adam J. Mead,"' Deepti Radia,” and
Barbara J. Bain'* on behalf of the British Committee for Standards in Haematology

'Royal Liverpool and Broadgreen University Teaching Hospitals NHS Trust, Liverpool, “University College London Hospitals NHS
Foundation Trust, London, *Hull and East Yorkshire Hospitals NHS Trust, Hull, *Wellcome Trust Sanger Institute, Cambridge, “Fac-
ulty of Medicine, University of Southampton, *Department of Haematology, University Hospital Southampton, Southampton, "Heart
of England NHS Foundation Trust, Birmingham, *Guy’s and St Thomas” NHS Foundation Trust, London, *Division of Cancer &
Genetics, School of Medicine, Cardiff University, Cardiff, "“King’s College Hospital NHS Foundation Trust, London, "' MRC Molecular
Haematology Unit, Weatherall Institute of Molecular Medicine, University of Oxford and BRC Blood Theme, NIHR Oxford Biomedi-
cal Centre, Oxford, and “Tmperial College London, St Mary’s Hospital, London, UK
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AUATHOCTUKA MUENOMPO/IUDEPATUBHbDIX
3ABO/IEBAHUN C 303UHODUNUEN

HAUUOHANbHbIE KTUHWYECKUE PEKOMEHOALUU
OUATHOCTUKA U NEYEHUE MUENOMNPOJ/IM®EPATUBHbIX
3ABO/NEBAHUIN C 903UHOPUTUEU U UOUNONATUYECKOTO
TMNEP303UMHOPUNIBHOIO CUHAPOMA, 2016

TYPKUHA A.I.', HEMYEHKO UPUHA CEMEHOBHA?, YEJIbILLEBA E.}10.!, T'YCAPOBA

[LA.l, XOPOLLIKO H.A.!, AGAYNKAAODBIPOB K.M.2, TONEHKOB A.K.3, TOPAYEBA

C.P.1, 3APULIKUI A.10.4, KOBPUTMHA A.M.1, KYLIEB C.U.5, TOMAMA E.[.4, MAPTbIHKEBUY
W.C.2, MEJIMKAH A./1.1, OBYXOBA T.H.!, NTOCMNE/ZIOBA T.W.5, LLUYBAEB B.A.?

1 ®IBY «lemaToNOrMYECKUI HayYHbIN LeHTp» MuH3gpasa Poccum

2 PIBY «PoccniCKMIM Hay4HO-UCCNea0BaTENbCKUA MHCTUTYT FremMaTonorum n TpaHcoysmonornmn» PMBA
Poccum

3 BY3 MO «MOoCKOBCKMN 061aCTHON Hay4HO-UCCNeA0BaATENbCKUNA KINHUYECKUIA UHCTUTYT UMm. M.D.
Bnragmummpckoro»

4 PIbY «CeBepo-3anaaHbin peaepanbHbli MeAULMHCKUA MCCNeaoBaTelbCKUM LeHTp um. B.A. Aima3oBa»
> PIrBHY MeauKko-reHeTM4eCKMN Hay4HbIN LEHTP

6 [opoackom remaToNorM4eCcKnm LEeHTP




J03NHOPUNTNA

KNACCUDUKALNA
( )
J03nHOPUNNA
h >
: ]
) é ™~
NepBruHas BropuyHas y
(knoHanbHaA) (peakTnBHas) AnonaTnyecKas

J - y
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903 I/I H O(D Mn I/I M OCHOBHbIE MEXAHU3MbI

PA3BUTUA

KnoHanbHasa 303MHOPuUANA — cBA3aHa C BOSHUKHOBEHMNEM
MYTaLMW B CTBOJIOBbIX KPOBETBOPHbIX K/IETKAX, ONOCpeAyoLLnX
KNOHANbHY 3KCNAHCUIO N1EMKOLUMUTOB 303UHODUIBHOIO psaaa.

PeakTuBHaA 303MHOPUANA — LUTOKMHONOCPEA0BaHHAA:
ycuneHme anpdepeHUMpoBKM N BbIXKMBAEMOCTU 303UHOPUNOB.

UanonaTtuyeckuii runepsaosMHopuAbHbIM CUHAPOM —
XapaKTepusyeTca NoBbilleHNnemM Koanvectsa 303MHOGUNO0B B
KpoBu (6bonee 1,5x10°/n), npoaonKkntenbHocTbto 6onee 6
MecALEeB U OTCYTCTBMEM U3BECTHbIX MPUUYMH, Bbi3biBaIOLLUX
303nHODUNUIO (annepruyeckmne 3aboseBaHus, NnapasuUTapHble
UHBa3NKU U T.A.), @ TaK}Ke nNpeBaiupoBaHNEM CUMMNTOMOB
noavopraHonaTuu.



303“ HOCD Mn MH NEPBUYHAA

MCTOpMFI ANarHoCtn4eCckoro nonucKa

B1968 r. W.R. Hardy nR.E. Anderson npeasioxunm TepmuH
«rnnepso3mHodunbHbIN cnHgpom) (MIC).

B 1975 r. bbian chopmynunpoBaHbl duazHocmu4yeckue Kpumepuu 3C:

e 303uHOdUANA = 1,5 X 10°/n, coxpaHsatowanca bonee 6 mec.
(Bnocneactsmun, B CBA3M C paHHUM Havyanom Tepanuu AC, BpemeHHOoMU
NHTEPBaN OblN NCKNOYEH U3 NepeYHA KpUTepues)

* BOBJ/IEYEHME B NPOLLECC BHYTPEHHUX OPraHoB, Yalle cepaLa, Nerkux,
HEPBHOM CUCTEMbI, KOXKMU

* OTCYTCTBME U3BECTHbIX 3a60N1€BaHMI, NPOTEKAOWMX C PEAKTUBHOM
303nHopuanen (P3I)



303NHOPUTNA

MOANEKYNAPHO-TEHETUYECKUE UCC/IEOOBAHUA

1992 r. L.V. Abruzzo 1 COaBT. BbIABU/IM XPOMOCOMHYO NOJIOMKY B JIOKyCe
8p11-12 c obanratHbim BoBneyeHnem reHa FGFR1 (reH, Kogmpyowmii
peuentop 1 ¢pakTopa pocta pnbpobnacrtos). ABTopbl 0603HAUNAN 3TO
NaTONOrM4YecKoe CoCToAHUe KaK «8p11-cuHagpom.

e B 1994 r. nageHtudpmnumposanm cnmntHbolt reH ETV6-PDGFRB KaKk cneacrtsume
TpaHcnoKaumm 1(5;12)(q31-33;p13) NOKaNM3yOLWKMNCA HA XpOMocome 5 B
pernoHe q31-33 1 Koaupyowmn B-uenb peuentopa ¢akTopa pocTa
Tpombountos (PDGFR)

e B 2003 r. BbiaBneH FIP1L1-PDGFRA KoaupyeT a-uenb peuentopa ¢aktopa
pocTa TPOMBOUUTOB.

e K okTtabpto 2016 r. 661710 ONUCAHO 72 CAUTHbIX FreHa C y4aCTUEM FEHOB
PDGFRA, PDGFRB, FGFR1

ple.2
plea.1
pl5.33
pl5.31
pla.2
pla.1
pld
Pl3
Pll
gl
ql3.1
ql3. 2
q2l.1
q2l.22
q2l.3
q22.1
q22. 3
g4
g25
g26

=
q28.1
q28.3

g31.1
q31.21

q31.3
q3z2.1
g32.3
q34.1

q34.3
g35.1



303NHODPUNTNI

XPOMOCOMHBbLIE NMOJ/IOMKU C YHACTUEM TEHA PDGFRB Y BOJIbHbIX C

MWENONPOJZINGEPATUBHbIMU 3ABEO/IEBAHUAMU U S03UHOPUNUEN

CnuTHbIN reH XpomMocomMHas rnonomMka OuarHos ABTOp
ETV6-PDGFRB t(5;12)(q33;p13) XMMI T. R. Golub 1 coast.”
WDR48-PDGFRB t(1,3;5)(p36;p21;q33) Xan C. Curtis n coast.?®
GPIAP1-PDGFRB der(1)t(1;5)(p34;p33), der(5)t(1;5)(p34;q15), der(11)ins(11;5)(p12;q15;q33) Xan C. Walz n coast.®
TPM3-PDGFRB t(1;5)(q21;g33) Xan R. Rosati n coasTt.*®
PDE4DIP-PDGFRB t(1;5)(q23;q33) M3/MAC K. Wilkinson u coast.”!
PRKG2-PDGFRB t(4,5;5)(g23;031;q33) XBb3 C. Walz n coasrt.®®
GOLGA4-PDGFRB t(3;5)(p21-25;q31-35) Xan C. Curtis u coasr.®
HIP1-PDGFRB t(5;7)(q33;q11.2) XMMIT T. S. Ross u coasr.*
CCDC6-PDGFRB t(5;10)(q33;q21) XMI/MN3 J. Schaller n coasr.®
GIT2-PDGFRB t(5;12)(q31-33;q24) Xan C. Walz n coasr.”
NIN-PDGFRB t(5;14)(q33;q24) Ph-XMI1 J. L. Vizmanos n coast. *
KIAA1509-PDGFRB t(5;14)(q33;q32) XMMJT R. L. Levine 1 coasT.®
CEV14-PDGFRB t(5;14)(q33;q32) oM A. Abe u coasT.*®
TP53BP1-PDGFRB t(5;15)(033;q22) Ph-XMIT F. H. Grand v coasT.*’
NDE1-PDGFRB 1(5;16)(q33;p13) XMMI R. La Starza u coasT.*
RABEP1-PDGFRB t(5;17)(q33;p13) XMMN M. Magnusson u coast.®
SPECC1-PDGFRB 1(5;17)(q33;p11.2) HOMMIJT C. Morerio u coasr.*

Mpumedarne. XMMJ/T — XpOHU4ECKUIA MUENOMOHOUMTAPHBIA Nenko3; MIMN3 — muenonponudeparusroe 3abonesanne; MOC — muenogucnnactuieckuit cunapom; Xb3 —
XpOHU4eckoe 6azodunbHoe 3a6onesaque; OMJT — octpein Muenoneitkos; FOMMIT — H0BEHUNbHBIA MUENOMOHOLWTAPHBIA NERK03; X3JT — XPOHUYECKMA 303MHO(UNEHBIA NERKO3.

R A .
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IO3UNHODPUITNA nepsmunan

4 )
[lepBUYHan
303UHOPUNUA
- J
>)
i g BTOpUYHOE BOB/IeYEHME
NepBMyHaa 303MHODMNbHAA 303UHOPUNLHOrO KJ0Ha Npwu
nemkemus OHKOremaTo/1I0rMyecKmnx
- J & 3aboneBaHmAXx
( ) 4
Onyxo/ieBblii KNOH NpeacTasneH bo/bLias 4acTb OMyx0aeBoro
NCKAHUYUTENbHO 303NHODUAAMM KNOHa NPeACTaB/ieHa HE
g 0 303nHOGUNAMMU

.

[MepBUYHAA (KNOHANbHAA) 303UHOPUNNA — FeMATO/IOTNYECKoe
HOBOObOpa3oBaHWE, MPU KOTOPOM 303UMHODUAbI COCTABAALOT
4acCTb HEON/1aCTUYECKOro KN0OHa



NEPECMOTPEHHAA KNACCNOUKALMA BO3
MWENOUAHbIX HOBOOBPA30OBAHUW U OCTPbIX
NIEMKO30B 2016 T

MuenonponndepatuBHblie HoBoobpasoBaHua (MIMH)
XpoHuyecknm muenonenkos (XMJ1), BCR-ABL1T +
XPOHUYECKNIN HENTPOPUNBHBIN nenkos (XH)
NCcTMHHAA noanuutemus
MepBuYHbIN Mnenodmbpos (MMVIP)

MM®, npednbposHasn /paHHAA cTaaus

MM®, agHaa ¢pnbpo3Hana ctagns
dcceHumanbHaa TpombounTeMuA
XPOHUYECKNN 303UMHOPUIbHBIN IEMKO3, HEYTOYHEHHbIN
MTIH HeKknaccupumnumpyemble
MacTtouyuTtos
MuenougHbie/numeounagHboie HoBoobpasoBaHUA € 303uHOPUAINEN U
nepectpoukoit reHoB PDGFRA, PDGFRB vau FGFR1 nnbo/c PCM1-JAK?2
MuenonaHblie /numebongHble HOBoobpasoBaHus ¢ nepectpoikon PDGFRA
MuenonaHble /numebongHble HOBOObpa3oBaHUA ¢ nepectpoiikoin PDGFRB
MuenonaHble /numebongHble HOBOOH6pPa3oBaHUA ¢ NnepecTpoiikon FGFR]
MpeaBaputenbHaa ¢opma: MuenongHble /nnmdonaHoie HOBOO6Pa30BaHUA C
PCM1-JAK2



303 M H OCD Mn M M NEPBUYHbIE NMPUYUNHDI

(PYROBOACTBO MO UCC/TEOBAHUIO N NEHEHUIO 203NHODPUTNN)

MuenoungHblie u numdounaHbie remobaacTosbl ¢ neperpynnuposkoii FIP1L1/PDGFRA,
PDGFRB unu FGFR1 nnn c PCM1-JAK2, ETV6-JAK2 nnu BCR-JAK2

|

XpoHuueckunit 303MHoPpuAbHDBIN NeitKo3, BKAtovana caydam ¢ ETV6-ABLL, ETV6-FLT3 nan
APYrMMmy reHamum TUPO3UHKUHA3bI

}’

ATUNUYHDIN XPOHUYECKUIA MUenoneiikos c sosnHopunueii (aCML-Eo)

N

XPOHUYECKMA MUEeNOMOHOLUTAPHbBIN 1eiiko3 ¢ 303uHopuanen (CMML-Eo)

Apyrue muenonponudepatmeHbie HOBOO6pPa3oBaHUA ¢ TpaHchopmaLmeit

OcTpbiii MMenounaHblii NeiKos ¢ 303MHopunmnein, ocobeHHo c t (8; 21) (922, g22.1) naun
inv (16) (p13.1922) (AML-Eo)

y

Octpbivt AMmdob6aacTHbIN NeinKo3 (ecnmn goKa3aHo, YTO 303MHOPUbI ABAAIOTCA YACTbIO
HeoNn/acTUYECKOro K/0Ha)

}

I RN I A

CUcTeMHbIU MacToLUTO3

N\
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SO3NHODPUSTNWN nepBuYHBIE
AJITOPUTM OANATHOCTUKHA

BHoncHs KocTHOroO MO3rA, OKpacka Ha TPHNTA3Y, onpeaencHie

T-xknonaastocTn, untoreHeTHieckoe neenenosanne n FISH win RT-PCR
A euasaeHus FIPTL T -PDGERA

:':F;[II::{'\’ 1(5q33) {8pl1) Brpaukenman scagmoduunia
w NPH FHCTOOMHY COROM
Heenenoaarng KM

UTL"'I"L“I'HMII B AL L HOCTH

T- KICTONHOTO PellenTopa

Mueronamue Mupeasanue Mueronznae
ST yr,wn'u‘tn,n, e SR T T TR L R
O BT, [ UNTTN O A,
SO [ sy O U R [ AT b R O ;

nepeoetpofsod POGERA e pecTpoiined FINFRE nepectTpoisod Fi AR Baaerw MK =2 95, wan

Goacres KM =5 9%, wm

HAJHTHE XPOMOCOMHEX

[NIEM TR [NT Y

X3l q Aa HeT P rac

9C KaK gmarHo3 6bia nckntoveH 3 knaccudpumraumm BO3 2016 r., T. K. popmasibHO ero
HeNb3s OTHECTU K HOBOOOPa30BaHUAM.

Ha npakTnke oKoHYaTe/IbHbIN 3Tan YCTAHOB/IEHMA AMAarHO3a 3aK/1K04YaeTca B
anddepeHumanbHom amarHoctuke ¢ X3/1-bA1Y, kotopbin oTanyaeTca ot '9C Haanumem
NOATBEPXKAEHHOIO NATONOMMYECKOro KJAOHa U /MM NOBbIWEHHOrO YMcna 61acTHbIX

KNETOK B KOCTHOM Mo3re/nepudepmnyeckomn Kposu. 36




KAUHUYECKU CNYYAU

TMNEP303UHO®UAbHBIA CUHOPOM

Hopma*, %a@akr. “'.1
Heamdh. Haacrsl 0,1-1.1 = |
MuenobaacTel 0.2-1.7 2,4
MTpoMuHeIoHHTE 1.0-4,1 L2
MueaounTs 7.0-12.2 7,6
MeTaMuenounThI 8.0-15.0 5,8
[TasioukosaepH. 12,8-23,7 | 6,6
CerMeHTosIepH. 13,1-:24,1 | 18,6
Beero kietok neiiTp. paaa 52,7-68,9 | 42,2
Muenon 30341 0,0-0,2 3,2
MeTamiL203HH 0,1-0.4 1.B
Do3uHOPHIBI 0.4-5.2 20,8
Beero kieTok 203uH psja 0,5-5.8 25,8
Mitenou.bazod. 0-0.2 0,8
Basodimib 0-0.3 0,6
Beero knerok Gas. paza 0-0.5 1,4
Humdobnacte 0-0.2 -
[lponumdonnTs 0-02
JTumdonATh 4.3-13.3 14,2
Beero wietok mimdy. pana 4,3-13.7 14,2
MouoGnacTsl 0-0.2 -
TTpOMOHOLHTEL =
MOoHOUHTBI 0.7-3,1 72 |
Beero KieTok MOHOLL psja 7,2
[MnasmobnacTsl 0-0,2 -
[TponmasMounTs 0.1-0.2 T
[Tnazmaruy. K. 0,1-1.8 1.2
Beero kieTok naaiMathy. paaa 0-2.5 1.2
DpuTpodNacTh 0,2-1,1 0,4
Hopmotnacter Gazor 1.4-5.8 2 iR
HopmoGaacTel nomixp. 8.9-16.9 2,8
Hopso@nactst okeud 0,8-5.6 2,4
[TposeranobaacTs! -
Meranobaactsl 6azod. -
MeranoGaacTsl Moauxp. 0,6
MeranobnacTel okcHd. 0,6
Beero K1ETOK 3pHTp. paja 14,5265 | 7,8
TyuHbIE KIETKH =
Knetku erpomsl — (P3C) 0.1-0.4 0,2

Jumdonnrst « BRIy
MerakapHouHThl

*(Coxonon B.B., I'pudosa H.A., 1972r.)

MNayneHt C. 45 net

B OAK neiikountos 38,0 x 10°/n, cagur ao
MMENOLUUTOB, 303MHODUNUA.

3aK/lo4eHmne nNo mmenorpamme:
KOCTHO-MO3roBOW MyHKTAaT HOPMOLENNONAAPHbBIN.
3Ha4YNTENBHO YBENIMYEHO YNCIO KNETOK
303MHOPUNBHOIO pAda CO CABUTOM A0
MMENOLIUTOB.

PekomeHA0BaHbl MOJIEKYNAPHO-TEHETUYECKME
nccneaoBaHmA.

[lanee moneKkynapHoO-reHeTUYECKNE N3MEHEHNA
He OblAn HanaeHbl.

NTorosoe 3aKkntoveHue:

[MNepP303NHOPUNbHBIAN CUHOPOM

Muenoi.303uH 0,0-0.2 3.2
MeTtaMil.203HUH 0.1-0.4 1,8
D03UHODUITBI 0.4-5.2 8,

8
Beero kj1eTok 203uH psaja 0,5-5.8 25.8
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Henndd. 6nacte

Hopwma*, %dakr, ¢

0.1-1,1

Muenobaacte 0,2-1,7 0,8
[TpomueiounTsl 1,0-4,1 4,0
MHuenouuTs 7.0-12,2 12,0
MeTaMHuenouUTsl 8.0-15.0 12,4
[Tanoukosnepu. 12,8-23.7 | 22,4
CerMeHTOAIEPH. 13,1-24,1 | 19,6
Beero kietok HEHTp. paja 52,7-689 | 71,2
Muenow.nosun 0,0-0,2 0,4
Merami.a03un 0,1-0,4 2,8
D03HHODHIBI 0.4-5,2 10,8
Beero kneTok 503uH pana 0,5-5,8 14,0
Muenou.6azod. 0-0.2 0,8
basodmim 0-0.3 3,6
Beero xknetok 6as. paga 0-0,5 4,4
JTumdpodnacre 0-0.2 -
[MpoanvdoumTe 0-0,2
JInmdpounTs 4.3-13,3 0,4
Beero kaerok numd. psna 4,3-13.7 0,4
MoHoGmacTrr 0-0,2 s
ITpoMoHOUHTEI =
MonouwuTs! 0.7-3.1 1,6
Beero k1etok MoHou. paga I
[LnasmobnacTe 0-0.2 -
Iponnasmounts 0.1-0,2 -
[Tnasmaruu, kn. 0,1-1.8 0,8
Beero kretok nnasmaruy. psga 0-2,5 0,8
Iputpobaactu 0.2-1.1 0,4
HopsmoGnactel 6azos 1.4-5.8 0,8
HopmoGaacTsl nonuxp. 8.9-16.9 2,8
Hopmobnacter okeud 0.8-5,6 =
[Tpomeranobnacre =
Merano6nactsi 6azod. -
MeranoGniacts noamxp. 2,4
Meranobaactel okcud. 1.2
Bceero knetok apurp. pasa 14,5-265 | 7,6
Tyunnle knetku

Kaerku erpomsl — (PAC) 0,1-0.4

Jnmdormrer « BKII»
MerakapuouuTe

{ I |

KAUHUYECKNIA CNYYAU. XM

MauneHt J1. 55 net

B OAK neitkoumtos 50,0 x 10°/n, casur
B/IEBO A0 NPOMMENOLUTOB, MUEIOLNTOB,
NOBbILWEHHOE CoAEepPKaHne 303MHOPNNOB
n 6a3odpunos.

Muenorpamma. N'mnepKaeToUYHbIN KOCTHbIN
MO3T.

Ycunernne Hentponossza — 71.2%.
903nHOPUNBHO (14.%) - 6azodunbHasn (4.4%)
accoumauus.

[ANarHo3: XpOHUYECKUN MUENONIENKO3,
XpoHU4YecKaa ¢asa.

[eHeTMYeCKoe NOoATBEPXKAEHNE AMArHo3a.

Muenoi.no03un 0,0-0,2 0,4

Meramii.303uH 0,1-0,4 2.8

D03UHODUITBI 0,4-5.2 10,8 |,
Bcero knetok 203uH psna 0,5-5.8 14,0 |
Muenou.6azod. 0-0,2 0,8 ;
bazodubl 0-0,3 3,6 |
Bcero kierok 6a3. psaaa 0-0.5 4,4 |,
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KAUHUYECKUIA CNYYAN. XMM C S03UHOPUNUEN

He; . Gnacthl 0.1-1,1

Henobnactsl 0,2-1,7
[MpomuenounTe 1,0-4.1
MuenounTs 7.0-12.2
MeTtamuenounTs! 8.0-15,0
[lanoukosaepn. 12,8-23.7
CermenrosjiepH. 13,1-24.1

CEro KNEeTOK HEHTp. paaa 52,7-68.9
Muenow.2g 2
MeTamiLr03uH 0.1-0.4
Dosunodmib 0.4-52
Beero knetok 203uH pana 0.5-5.8
Muenou.6azod. 0-0,2 1.2
basodmnni 0-0,3 0,6
Beero kiaerok 6as. paga 0-0,5 1,8
JlumdobnacTer 0-0,2 -
[Tponumdormrsl 0-0.2 -
Jumdounts 4.3-13.3 1,0
Beero knetok mamd. psaa 4,3-13,7 1,0
MonobaacTe 0-0,2 ”
ITpomoHoumTEI 3,0
MoHouMTEI 0,7-3.1 12,0
Beero kaetok monol. paza 15,0
[MrasmoGnacTs 0-0,2 -
[MponnasvoumTel 0,1-0,2 -
[Tnasmartuu, K. 0,1-1,8 | =
Beero kietok nnasmatuy, paga 0-2.5 0,0
Dputpobnacte 0,2-1,1
Hopmobnacter Gazos 1.4-3.8 =
HopmoGnacte! monuxp. 8.9-16,9 0,6
Hopmobaacrs oKCH 0.8-5.6 0,2
[TpomeranoGaacrsi 0,4
Meranobaactel Gazod. 0,8
Merano6aacTel noauxp. 4,2
MeranoGaacte okcHd. 0,2
Beero kaeTok sputp. pana 14,5-26,5 6,4 |
Tyunble knetky —
Knetku crpomel — (POC) 0,1-0,4 0,2 {
JumboumTsr « BKJI» | =
Merakapuormrs | 0,4 |

MaymenT Y. 65 net

B OAK nelikountos 28,0 x 109/n, cABUT A0 MUENOLUTOB,
abCcoNtOTHBbIM MOHOUNTO3, 303HOPMANA.

B muenorpamme:

KOCTHO-MO3roBOW MyHKTAT rMNepLenntonapHbin,

B MMenorpamme cogepxaHume 61acTHbIX KNeTok coctasasnet 5,6%
[paHynouuTapHbIN pocTOK 71,4%. B HeUTpoduabHOm paay
YBE/IMYEHO YNCNIO KNETOK nponmnbepupytowero nyna
(npomuenouuntbl coctaBnaoT 5,2%, muenouuntsl 15,6%).
3HAYNTENbHO YBE/IMYEHO COAEPKAaHME KNETOK 303UHODUNBHOIO
paga (11,6%), npenmyL,ecTBEHHO 3a cHeT 303UHODUNbHbIX
munenountos (7,6%).

Yncno Knetok moHoumTapHoro paaa cocrasnsaet 15,0%
(npomoHouuTbl 3,0%).

Muenor.303un 0,0-0,2 7,6

MeraMil.503UH 0,1-0.4 0,4

D03UHODUITBI 0.4-5,2 34,6

Bcero knetok 303uH psja 0.5-5.8 11,6

Monob1acThI 0-0,2 &

I IpomoHOLMTEI 3,0

MonouuTel 0,7-3,1 e 0

Bcero kiaetok mowol. psaaa 15,0 39




KAUHUYECKU CNYYAN. T-TUMPOMA C 303UHODUNTUEN

Hopma*, %@axr, '

Heaud. Gnactei

0,1-1.1

Muenobnacret 0,2-1,7 0,2
[Tpomuenounre 1,0-4,1 1,6
Muenoumts 7.0-12,2 y B
MeTtamuenouuTs 8,0-15,0 2,6
[Nanoukosnepn. 12,8-23.7 4,0
Cermentossieps. 13,1-24,1 | 11,0
Beero knetok Heiftp, pana 52.7-68,9 | 26,6
Muesnon.303un 0,0-0,2 1,6
Meramir.oosun 0,1-0,4 1.4
'}n"muog__v_n_1b| 0,4-52 5,2
Beero kiaerok 203mun pana 0,5-5,8 8,2
Muenou.6azody. 0-0.2 -
basodmsi 0-0,3 0,4
Bcero kaerok Ga3. paaa 0-0.,5 0,4

MofoSaacTel
[IpomoHoumTE

HvoGnacTel 0-0,2
[ponumdonurs 0-0,2
Jlumdorrer 1,3-13.3
Beero knetok aumd. pana 43-13,7

MoHouuTs 0,7-3,1 6,2
Beero knetok MoHoI, paga 6,2
[TnasmobiacTel 0-0,2 -
[MponnasmounTel 0.1-0,2
[Tnasmaryy. k. 0,1-1,8 1,6
Beero knerok niasmatuu, psma 0-2,5 1,6
Dpurpobaacrsl 0.2-1.1 i
HopmoGnacte: 6asos 1.4-5.8 0,6
HopmoGaactr nomuxp. 8.9-16.9 5,6
Hopmobnacrer okendy 0.8-5.6 0,2
[pomeranotnacr -
Meranobaactsl Gazod. 2,4
Merano6aactsl nomuxp. 13,0
Meranobaactel okcud. 5,2
Beero krerok sputp. paga 14,5-26,5 | 27,0
Tyubie knerku -~
Knetku crpomel — (PAC) 0,1-0.4 1,6

Jumdormrer « BEKJI»
MerakapuounTs

MauneHT A. 48 n

B OAK neiikounto3 32,0 x 10°/n, abcontoTHbii AMmdoLmTOo3,
303nHOPUANA.

B muenorpamme BbIABNEHO NOBbILWEHHOE COAEPXKAHME KNETOK
nmmeatmyeckoro psaga (28,4%, B 1.4. 0,6% nnmeobnactbl u 0,4%
NPOANMPOLUTBI) NPENUMYLLLECTBEHHO 33 CYET aTUMUYHbIX
NMMGOULHbBIX 31EMEHTOB (ONYX0NEBbIX NMMPOUAHbIX)
Me30reHepaLun, C OKPYribiM A4P0OM, CKAaA4YaTble, C KAMBAAMMN,
XPOMATUH CrNa*KEeHHbIN, TAXKNUCTbINA, B OONbLUMHCTBE KIETOK
OCTaTKU SApbIWEK, LMTONNA3Ma Y3KaA, CBETNaA, C 06pbiBYATHIM

KOHTYPOM.
YBeNIMYEHO YMCN0 KNETOK 303nHOGUAbHOro paaa (8,2%), co
cABuMrom Bneso 3a cyeT mumenountos (1,6%) 1 meTammenounToB
(1,4%).

[AnarHos: nemkemmsauyms 3pesion "MMPoONaHOM onyxonu, ¢
YY4ETOM MMMYHOIMCTOXMMUYECKUX UCCef0BaHUN — T-KNETOYHOM
NMMGOMbI (HEYTOUYHEHHOMN).

Muesnon.203un 0,0-0,2 1,6
MeTtamiL.503uH 0,1-0,4 1.4
DO3HHO(DHIIBI 0.4-5.2 5,2
Bcero knetok 303un psana 0.5-5,8 8,2
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NUNATHOCTUYECKUE KPUTEPUU XPOHUYECKOIO
303UHODUIBHOIO NIEMKO3A (CEL, NOS)

1. Eosinophilia (eosinophil count = 1.5 x 109/L)

2. WHO criteria for BCR-ABL1-positive chronic myeloid leukaemia, polycythaemia vera,
essential thrombocythaemia, primary myelofibrosis, chronic neutrophilic leukaemia, chronic
myelomonocytic leukaemia and BCR-ABL1-negative atypical chronic myeloid leukaemia are not met

3. No rearrangement of PDGFRA, PDGFRB or FGFR1, and no PCM1-JAK2,
ETV6-JAK2, or BCR-JAK2 fusion

4. Blast cells constitute < 20% of the cells in the peripheral blood and bone marrow, and inv(16)(p13.1922),
1(16;16)(p13.1;g22), 1(8;21)(922;922.1), and other diagnostic features of acute myeloid leukaemia are
absent

5. There is a clonal cytogenetic or molecular genetic abnormality 2

or
Blast cells account for = 2% of cells in the peripheral blood or = 5% in the bone marrow

e YBE/IMYEHWUE KONMMYECTBA BJIACTOB >2% B MEPUDEPUYECKOIN KPOBU
U/ NN >5% B KOCTHOM MOS3TE

e HAJIMYME NHOBbIX TEHETUYECKUX ABEPPALLMI, KPOME MEPECTPOEK
FEHOB PDGFRA, PDGFRB, FGFR1



303“ HOCD M.,_I MH BTOPUYHAA

BropuuHaa (peaktnBHaa) 303nMHOPUANA —
COCTOAHME, NPUN KOTOPOM MNPOAYKLUA
3503MHOPUNOB YBENNYNBAETCA B OTBET

Ha 9K30reHHble CTUMY/bI

(Takue, Kak IL-5, IL-3 n TM-KC®, rnaBHbIm
obpasom npoayumpyemsbie T-xesnnepHbimm
KNeTKkamu)



DO3NHODPUITNA sropnunas
MPNYUNHDI

3aboneBaHUA annepruyeckon npupoapl

UH}eKumoHHble 3aboneBaHun
PecnuparopHble 3a6oneBaHus
JlekapcTBeHHble npenaparbl
3abonesaHusa KT
PeBmaTtonoruyeckme 3abonesaHums

CucremHble BACKY/IUTbI

AepmaTtonoruyeckue 3abonesaHua (He annepruy. npupoabl)

Onyxonu (remaTonoruyeckme u HeremaTtooruyeckme)

Apyrue npnumHbl



KNMHUYECKUIN CITYYAMN.
PEAKTUBHASA 303UHODUNNA

Hopma*, %gjbakr, %

Heaudd. Gnactet 0,1-1,1 -
Muenobnacrst 0,2-1,7 2,2
[MpoMHENOUHTE 1,0-4,1 2.2
Muenoumrs 7.0-12.2 7,0
o 123 | 20,6 NauueHT E. 35 net
CermMeHToa/iepH. 13.1-24,1 | 11,0 v
Beero knerok HelTp. pana 52,7-689 | 58,4 B OAK I'IEVI KOL'IMTO3 ] 8,0 X ] 09/.”, CABM r
i g (42 A0 MMENOLUTOB, 303MHOGUAMA.
e e 3aKknloueHne No Muesorpamme:
Mncaou ot 002 | 0,2 KoCTHO-M03roBon nyHKTaT
»a3 0L 0-0.3 0,6
Beero knerok 6az. pana 0-0,5 0,8 HO pMO L'Ienn N8 p HblW.

Jinvpoacrs byg | = YmepeHHas 303MHOGUAbHAA peakums.

[ponumdotmTe

Jlumdpounter [ J3-13.3 9,2
Beero I\'_IC'ION.IH\:‘iL]J.pM,la j:“ﬂ 9,2 PEKOMeH,CI,OBaHbI MOHEKyﬂﬂpHO-FeHETquCKMG

MoHoGnacTsl 0-0.2 = Mccn elﬂlo Ba H Mﬂ-

[TpomoHoTE =

Motiouprs: A RTR [Hanee MmonekynapHo-reHeTn4yeckune

Beero kaeTok MoHoL, paga

[Tnazmobnactel 0-0.2 = | M3M€HeHMﬂ He 6b|f|l4 Haﬁ,ﬂ,eHbL

[TponaazsmMounTsl 0,1-0,2 -
T, e ISOME Y MTorosoe 3akntoyeHme:

CET0 KIETOK NMIasMaTHY. paaa -2.5 ’
R saed | Bk | PeaKTnBHaA HeK/NOHa/IbHaA 303MHO(I)I/U'IbHaFI
HopmobnacTel Gazor 1.4-5.8 0,6
HopsmobnacTel noauxp. 8.9-16.9 8,2 pea KU'MH
HopmoGaacte okeund 0.8-5.6 3,6
Ipomeranobnacthi Ex
I\-]lu anobnactel 6a3od. | =
Merano6aacTsl NOJTHXP. | 3,4
MeranoGnacTel okcid, 0,4 MHQHOL{.BO'}HH 0,0-0.2 1 . 8
Beero kaetok apuTp. pasa 14.5-26,5 | 16,6

- Metami1.2031H 0,1-0,4 2592

Tyunsble wieTky |
Kaerku erpomet — (P3C) 0,1-0.4 0,2 303“"[0(1)”;”)1 0..4'5.2 3 7 6
Humdormsr « BKI» - p=
MerakapHounTst - BCEI“O KJIETOK 503HUH pﬂﬂa 0.:3"5..8 7 r 6

*(Coxkonoe B.B., I'pubora H.A., 1972r) 44



303 I/I H Oq) Mﬂ I/I H ANNEPTUYECKAA

e ATOMNMYECKUU AepMaTUT
* bpoHXManbHaA acTMma

 Ce30HHbIN anneprunyeckmm puHnNT

903MHOPUANNA, KaK NpaBUNO, Nerkas n1nmbo

YMepPeHHan, KoppeanpyeT C TAXKecTbto 3aboneBaHunA
N yXo4UT NPU A0KHOM KOHTpOJIe.



303 I/I H Oq) |/|f| I/I H NEKAPCTBEHHAA

JTtobbie npenapaTbl MOTYT BbI3BaTb 303MHOGUAMULO!
Yawie Bcero:

aHTUOUOTUKM
cynbdaHnIaMmunapl
CO/I1 30110Ta
aHTMKOHBY/IbCaHTbI
aNNonNypuUHON
HIMBC

acnmpuH

3ydunInH
BUTAaMMHbI Fpynmnbl B

PaHNTUAONH



303 M H Oq) V”_I MFI NEKAPCTBEHHAA

e JleKapCTBEHHaA rMNepYyBCTBUTE/IbHOCTb

BCerga AO0/1)KHA pacCMaTpmMBaTbCA KaK NPUUYUHA
Heob6bACHUMOM 303uHOPUANNK!

* NHoraa 303nHOPUNNA BO3HMKAET Yepes 3-6 Heaenb
noc/jie BBeAeHNA HOBOrro rnpenapara.



303 I/I H Oq) |/|f| I/I H NEKAPCTBEHHAA

KAnHMKa BapbupyeT: oT 6ecCMMNTOMHOIO TeYeHus
[0 TAXKENbIX, ONaCHbIX ANA XXU3HW, NPOABAEHUN.

Bo3mMoOXHble NnpoABNeHUA:
* KOXHaA CbiMnb

* apTpanruu

* MManrma

* MOopa*KeHue Nerkmx, noyek

* DRESS-cuHapom



303 M H OCD Mn Mﬂ NEKAPCTBEHHAA

* DRESS-CUHAOPOM — ONACHOE ANnd Xn3Hu
OCNOXHEHUE

* 303UHODPUNNA + BbICbINAHUA + TUXOPALOKA +
NO/IMOPTAHHOE NOPAXEHUE
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MHOEKUMOHHBIE 3ABOJTIEBAHUAA,
ACCOUMNPOBAHHbIE C 303UHODUTUEN

\
MNapa3sntapHble MHBA3UMU
J
)
bBakTepuanbHblie MHOEKUUM (Tynapemusa, XxnaMUaninHas
NMHEBMOHMSA, 60NE3Hb «KOLWaYbMX LapanuH», CKapaaTUHa) )

MwukobakTepuanbHble (Tybepkynes, nenpa)

BupycHble (renatntbl A, B n C, MHOEKUMOHHbIN

MOHOHYK/1€03) B,
ek e
pnbKoBbIie (rncTonnasmos, 61aCTOMUKO3, KOKUMAOMMUKO3S, | o coomnesor e s e socer
acne p rTMAN e3) Eosinophilia in returning travellers and migrants

from the tropics: UK recommendations for

investigation and initial management

Anna M. Checkley **, Peter L. Chiodini ?, David H. Dockrell °, Imelda Bates ©,
Guy E. Thwaites®, Helen L. Booth “, Michael Brown *, Stephen G. Wright?,
Alison D, Grant*, David C. Mabey °, Christopher J.M. Whitty *,

Frances Sanderson ®, On behalf of the British Infection Society and The
Hospital for Tropical Diseases




303 I/I H Oq) Mﬂ I/I M NAPASUTAPHDIE

ObLwue yepTbl:

e AHaMHecTU4YecKmne ocobeHHOCTH
(nyTewecTBuA B TPONMUYECKUE CTPAHDI,

KOHTAKT C XXMBOTHbIMMU, ynoTpebaeHmne cbiporo
mMmsAca)

 HacTto NPOoAB/ZIEHUA CO CTOPOHbI KOXU N IETKUX

e MeToabl noATBEPKAEHUA: MUKPOCKOMNUA
CBEKEero CTy/1a, CepO/IorM4Yeckme
nccneaoBaHma, bUoncua MArKUX TKAHEW



303M HOCDMI_I M M NEFOYHbIE

bone3Hb Jleddnepa

OcTpana 303MHOPUIbHAA MHEBMOHMUA

XpoHunyeckasa 303nHodUIbHaA NHEBMOHMUS

Annepruyeckme 6pPoOHXOMNY/IbMOHaNbHbIN acneprunnies

Capkonaos

B P i PN AN P i
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3031/] HOCD Mn M M NETOYHbIE

bone3Hb Jlepdpnepa

NieTyyme nerovyHole MUHOUNbLTPATHI
MWHUMANIbHbIE PEeCNMPATOPHbIE HAPYLUEHUA
Hebonbllana InXopaaKa

yMepeHHasa 303nHOPUAnA

OblcTpoe CNOHTAHHOE pa3pelleHune



30314 HO(D I/I.,—l VI VI NETOYHbIE

OcTpan 303MHOPUNbHAA NHEBMOHMUA.
Kputepuun guarHosa:

dbebpunbHaa nMxopaaKa

rMNOKCeMMUYECcKan apixaTenbHaa HegocTatovHocTb (PO,< 60
MM PT. CT.)

a/NIbBEONAPHbIE U/IN aNIbBEONIAPHO-UHTEPCTULNANBbHbIE
MHPUNBLTPATbLI B NETKUX

303nHOdUAnA BAJ (> 25 %)
OTCYTCTBME Napa3nTapHOU, rpubKoBoun N Apyron MHbeKuum

XOpoLunn oteeT Ha neyeHune NKC n otcytcTBue peumnansa
cnycta 3 mec. rnocsae Ux OTMeHb.!



3031/] HOCD Mn M M NETOYHbIE

XpoHuuyecKkasa 303MHOPUNbHAA NHEBMOHMUA:

4yepTbl cMcTeEMHOro 3aboneBanuna (noteps
Beca, renatocnaeHoOMeranusa, 1IMXopaaKxa,
aHemMmmsA)

O/bILLKa, Kallenb, Nerkue pecTpuKTMBHbIE HapyweHus ®B/
MHPUNBLTPATLI B BEPXYLLKAX JIEFKUX U N0 nepudepumn
303nHOGUANA BAJT (> 25 %)

XOpOoLWmnmM oTBET Ha NedyeHune NKC



3031/] HOCD Mn M M NETOYHbIE

Annepruuecknm 6poHxonerovHbin acneprunnes

* B ocHOBe— rmnep4yyBCcTBUTENBHOCTb K Aspergillus
fumigatus

e [lpoABNEHUA: HEKOHTPOMPYEMAA aCcTMa,
peunanBUPYIOLLLME NErOYHbie MHOUNLTPATDI,
6POHXO3KTa3bl.

e [lonoNHUTENbHbIE UCCNEeA0BAHUA: LUTONOTNYECKHN
noaTBEPKAEHHbIN ero4YHbIn GUbpPo3, NOBbILLEHUE
cneundunyeckoro Ig E n obuiero Igk B cbiBOpoTKE,
KOXXHas peaKkuusa C aHTUFreHOM acnepruan.



3031/] HOCD Mn M M JNETOYHbIE

Capkoupos
e CneyndpuvecKkmnx TectoB HeT

e [losbliweHMe ypoBHA AlD B CbIBOPOTKE
KPOBMU

* Bnoncma nopa’keHHbIX TKAHEN:
HeKa3eo3Hble rpaHy/IEMbI



303 M H OCD Mn M M PEBMATOJIOMYECKUE 3ABOJIEBAHUA

4{ Cnnapom HappaKa-Crpocc

4[ Y3enKoBbl nepuatepunt

p
CucrtemHasa KpacHaA BOJIYaAHKA

\_

( 303nHOPUNBHBLIN Ppacunnt (6onesHb LLynbmaHa)

.

PeBmaTonaHbIN apTpUT

\_
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303 M H Oq) Mﬂ M M PEBMATOJIOMYECKUE 3ABOJIEBAHUA

CnHppom YHaparxka-Crpocc:
* TAXenaa bA
* 503nHOPUNNA Kposu > 10 %
°* HelponaTuma

°* MUTPUPYIOLLLME UNKU IETYYME UHPUNBTPATDI
B NIEIKUX

* NAaTO/I0MMA OKOJIOHOCOBbIX Na3yX
* NoBbiWeHue ypoBHA |Ig E cbiIBOPOTKMU

* BHECOCYAUCTble 303UHODUbHbIE TPaHYNEMbI



303” H OCD Mn M M 3ABOJIEBAHUA KT

MepBuUHbIE 303MHOPUANDbHDbIE nopaxXeHuna XKKT:
* NepBUYHbIN 303MHODUNBHBIN 330ParnT

°* NepBUYHbIN 303MHODUNBHbLIN FaCcTPUT

* MepBUYHbIN 303UHODUNBHBLIN KONUT

Opyrune 3aboneBaHus:

°* NaHKpeaTuT

* LeNnaKkuna

Bo3moXKHbie CMMNTOMbI:

e nuncdaruna, notTeps Beca, psoTa, HapyLleHUaA cTyna



I03NHOPU/TUN ONMYXOJIEBDBIE

BTOPUYHOW, HEKJTOHAZIbHOWN, NPUPOAbI

ConnpHble oNyxoau pasMdHOM I0KaNn3auum
(pacnpocTpaHeHHOCTb 303nHOPUANN 1-7%)

NInmponponudepatnsHblie 3aboneBaHuUA:

e numdpoma XoaxKKMHa (pacnpocTpaHeHHOCTb 303MHOGUNNN
15%)

* HEeXOAXKKUHCKue "Mm@ombl (pacnpocTpaHeHHOCTb
303nHODUNNUN 2-20%)

e OCTPbIK NMMPOH61aCTHBLIN NENKO3
NInmdouuntapHbiK BapuaHTt NIC:

* HeT ABHOro inmeonponndpepatnBHoro 3abonesaHus,
NOBbILWEHA aKTUBHOCTb T-Xennepos



303 M H OCD Mﬂ M M AEPMATONOIMMNYECKUE NMPUYHUHDI

CuHapom Yannca (303MHOPUNbHDBIN
LLeNN0NNT) — 3TO peLmnanBNpPYIOLLIUA
rPaHY/1EMATO3HbIN AEPMATUT C
303UMHOPUNNEN, XapaKTEPU3YIOLLNNCA:

* BHe3aMHblIM NOABAEHUEM
KOJIbLLeBUAHbIX 3PUTEMATO3HbIX MNATEH,
KOTopble BbICTPO 3BO/IIOLIMOHUPYIOT

* cneundpuyeckom rmcToNorMYecKon
KapTUHOM KoK (MHOUABLTPATLI B BUAE
«A3bIKOB MJ1IAMEHUY)

* HEenoCTOAHHOW 303MHOPUNNEN KPOBU



MOANONATUYECKUW
TMNEP303MHOPUTbHBLIN CUHAOPOM

Kputepuu:

e CToMKana (> 6 mec) BbipaxkeHHas (> 1,5 r/n)
303UHOPUINA NepUPeprnyecKkon Kposu

* [lopaxeHune opraHoB (cepaue — 3HAOKapAUT
Neddpnepa, nerkme — nHeBMoHuUA Jledpdpnepa,
KoxKa, "KKT, Tpomboambonnyeckmne ocnoKHeHun)

e OTCYyTCTBUE YCTAHOBAEHHbIX MPUYMNH
303UHOPUINU

9TO AMarHo3 ucknyeHuna!



LLEI OBC/IEAOBAHUA
BEOJIBHOTO C MEPCUCTUPYIOLLIEN

303NHOPUTNEN

( 4 \ N\
Llenwn

1 obcnepoBaHuA

/

N

[TOUCK NPUYUHDI
303UHODUNNN

~N

-

-

[lnarHocTnKa nocneacTtsmmn
303nHOPUNANM (NoparKeHUsn
OpraHOB-MULLEHEWN)

\

/




CEOP ¥KATOB M AHAMHE3A,
BbIAENEHUE BEAYLLETO
CMHAPOMA

Annepruyeckme paccTpomcrTaa’?
Ko*KHble BbICbINAHNA?
lnmdbageHonaTmna?
KapamopecnmpaTtopHble CUMNTOMbI?
HenyaoyHo-KnweyHble CMMNTOMbI?

Obuwme cumnTombl (MMXopagKa, HOYHaA
NOT/INBOCTb, NOTEPA BEca, 3y, KOXKK)?

[yTewecTBms, 0COBEHHO B TPOMMYECKUE CTPaHbI?

JleKapcTBeHHble NpenapaTbl?



OBA3ATE/IbHbIE JIABOPATOPHbIE
MCC/IEQOBAHUA

OAK c noac4eTom KONNYECTBA KNETOK BPYYHVIO!
CO3

CPb

NccnepoBaHme PYHKLMM NOYEK U NEYEHU
O6wmm 6enok n anbbymuHbl

nar

«KocTHbIM» npodunb (Kanbuni, LenovHas
docdarasza)



OBLUMN AHANTN3 KPOBU

2 KNacc aHanmn3aTopoBs (22-27 napameTpoBs)

LYM%

WEC

BAS% ‘ EOS%

sy - \
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100

200 200 400 fL

C nonHon andpPpepeHUNPOBKOMN NENKOLUNTAPHOM
dbopmynbl

(5-diff-aHanunsartop)

BosmoxcHocmu:
SpuTtpountbl (10 napameTpos)
TpombouunTsbl (4 napameTpa)
Nenkountbl (13 napameTpos)

B nenkouuTtapHon popmyne BblAENAET TO/IbKO NATb
TUMNOB KNETOK: TIMMPOLMUTbI, MOHOLMUTbI,
303nHOdUAbI, Bazoduabl, HENTPODUAbI.

Oz2paHuU4yeHuA:

He oueHuBaer He3pesible KNeTOYHbIE CI)OprI r—
6I'IaCTbI, npomumenounTbl, MMENOLUNTDI



TMCTOrPAMMA NEMKOUMTOB

CpegHue
Numdpountel | ooty ["paHynounTsl
3
3-diff P 78 BbICOKOTEXHONOMNYHbIE
'6/ . aHanM3aTopbl OLEHUBAIOT
L1 I I I I : I He3penble rPaHy/IoLMThI
M NO3BO/IAKOT YBEANUYUTD
TOYHOCTb OLLEHKM PpaKuUni
‘ NNeMKoUMTOB, NPOBOANUTD
CKPUHWHT HOPMbI U
5-diff 3 MaTO/I0rMM, COKPATMTE
_ py4YHOM nopcyet
& m ' . nenkoumtapHon dopmy/ibl
no 10-15%
I I I I I I I ' I
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ToyHoe
onpepneneHue
6asodpunnos

N 303MHOPMNOB

CKETEPOIPAMMDI

35 400 2010




OANbHENLLEE OBCNTEAOBAHME

Y nny, c noao3peHnem Ha annepruyecKyro
3TUONI0MUI0 303UHOPUNUN:

e O6wmm IgE cbIBOPOTKM

* YpoBHMU IgE, cneundPunyuHbIx ANa pasnnYHbIX
aNiepreHos

 KOXHble anneprmuvyeckune npobbl

Y n1y c nogo3peHnem Ha Heanepruyeckylo
AEePMaTONIOrMYecKylo NPUUNHY:

 bnoncua KoXxwu



OANbHENLLEE OBCNTEAOBAHME

Y nmy c nogo3peHnem Ha MHPEKUMNOHHYIO
NPUYNHY:

* MUKPOCKOMUA CBEIKErO CTYNa Ha AMLA U LMUCTbI
napasnTos

® CEepoNornM4yeckme Tectbl Ha HaanYMe napasmnTapHbIX
MHOEKUNIN (CTPOHTMIONA03, LUIMCTOCOMO3,
dunapmas, TOKCOKapmo3s)

* TecTupoBaHue Ha BUNY, BupycHble renaTtuTbl Naun

HTLV-1 npun nogo3peHnn Ha oNNOPTYHUCTUYECKUe
MHPEeKLNU



OANbHENLLEE OBCNTEAOBAHME

Y vy c noao3peHuem Ha XXenyaovyHo-
KMLLeYHble pacCTPOUCTBA:

e OIAC
e KonoHockonusa / peKTopomaHOCKonus
e AMWa3a CbIBOPOTKMU

e Ceponormyeckme nccneaoBaHmA Ha LLe/IMaKUIo
(a/T K TKaHeBOM TPaHCr/yTammHase)



OANbHENLLEE OBCNTEAOBAHME

Y nny c nogo3peHunem Ha cuctemHble 3abosiesaHuA
coeAUHUTE/IbHOU TKaHM:

 AHTMHYKNeapHble aHTuTena (ANA)
 AHTuTena c gsycnmpanbHoun [AHK (dsDNA)

 AHTUTENA K UMKINYECKOMY LUTPY/ITIMHOBOMY
nentuay (ACCP)

Y nauy, c nogo3peHnem Ha BaCKy/auT:

* AHTUHEUTPOODUNbHbBIE LUTOMNA3MATUYECKHME
aHTuTena (ANCA)

e Ceponorma HBV, HCV, BUY, CMV n napsosupyc B19



OANbHENLLEE OBCNTEAOBAHME

Y vy ¢ noao3peHnem Ha pecnmpaTopHoe
3aboneBaHMe:

* Busyanmsauua nerkmx (Ro-rpadums, KT)

* BpoHXOCKOMNUA ¢ OBPOHX0aNbBEONAPHDBIM JIaBaXKEM
e OueHka PBA



OANbHENLLEE OBCNTEAOBAHME

Y nuy c noao3peHnem Ha ammaopomy,
HeremaTo/iormyecKkoe HoBoobpasosaHue
WA 303MHOPUNNIO, UHAYLUPOBAHHYIO
AKTUBHOCTbIO T-KNeToK:

e CooTBeTcTBYHOLWan BU3yanmsauma n bmoncmna TKaHu
* IMMYHOPEHOTUNUPOBAHME T-KNETOK KPOBU

M T-KNEeTOYHbIX peLenTopos



OANbHENLLEE OBCNTEAOBAHME

Y A1y, co CTOMKOMU Bbipa*KeHHOoU
303nHopuameinn (> 1,5 r/n) u orcyrcTrBUEM
ABHbIX MPUYNH, HEOOXOAUMO UCKAIOUUTD
remo6,nacTo3bl C KAOHANIbHOMU
303nHOpUInEN:

e [lyHKUMA/BMONCHA KOCTHOrO MO3ra

e NMmyHOPEHOTUNNPOBAHME

e LlnToreHeTnyeckoe nuccregoBaHme

e WccnepoBaHune nepmndpepmnyeckon Kposu Ha FIP1L1-PDGFRA

e YpoBeHb TPMNTa3bl CbIBOPOTKU (MaCTOLMUTO3)



OUEHKA NMOPAREHNA OPITAHOB

Ro nam CKT Ol'K

OueHKa GYHKUMKM BHELLHEro AbIXaHUS
Catypauuna Kposu O,

IKI

IXOKTI

YpoBeHb TPONOHUHA T KpoBU

OcmoTp HeBpoora

CnoHTaHHaA Tpomb0amboMA — NMPU3HAHHbBIN MapKep
nopaXeHnsa OpraHoB U TKaHEN NPU 303UHOPUIUN
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