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Opranu3anusa reMaToJIOrn4eCcKoii moMoIm

B Boopyxkennnix cuiiax: ¢pokyc Ha aucpdepeHnuaIbLHYIO0
JUATHOCTHUKY 303MHOGNINI

BoeHHo-mMeguumHckas akapemus um. C.M. Knposa, CankT-lNeTepbypr

Pesrome. Ilpusodamcsa npunyuns. ougdepeHuuanrvhoil 0UaeHOCMUKU U ANOPUMMbL JIeHEHUS 8 3A68UCUMOCIU OM
popmbl 303uHOGUNLL, KOAUMECEA F03UHOPUNO08 U PAKINOPO8 DUCKA OCIOKHEeHUL. Yecmanogneno, umo 303unouaus —
91O NOGblLLLeHUE AOCOIOMHO20 KOIUYECMBA I03UHOPUN06 8 Kposu>(,5x10°/n. Dosunogunueil Kposu conposoxoaiomcs
MHoeue 3a001e8anus. Imom eemamonoutecKuil peHoMeH yepoxaem pazeumuem y OOJIbHbIX eUNePIO3UHOPUIbHOLO
CUHOPOMA — COCMOAHUSA, XAPAKIMEPU3YIOU4e20Cs NOPAKEHUEM OP2AHO8-MULLEHELl 03UHOPUNLHBIMU UHDUALIMPAMAMU.
B c653u ¢ smum, Heo6x00umo é panHue CpOKU YCIPAHUMb NPUUUHY 603HUKHOBEHUS 303UHOGUAUL. DOZUHOGUIUU
IMUONAMOEHeMUECKU 0eAAM HA 4 MUNA: 8MOPUHHYIO HEONYXONEBYI0/PEAKIMUBHYIO, 6IMOPUHHYIO NAPAHEONIACMUMECKYIO,
nepsuunyro/muenronpoaugepamugnyto, uduonamuueckyio. B ocnoge emopuunoii s03unogunuu nexum eunepnpooykuis
LUMOKUHOB, BIUAIOULUX HA F03UHOPUN0NO0I3, KOMOPASA 603HUKAEI NPU PA3TIUMHBLX 3A001€6AHUAX (NAPA3UIMO3bL, ANNEPO3bl,
conudHble onyxoau u m. 0.). Jlns nepeuunoll 303UHOGUAUL XAPAKMEPHO HAUUUE NAMOL02UHECKO20 KIOHA MUETOUOHO20
pocmka, npoaugepayis KOMopo2o npueooum K 303unopuiuu Kposu. Houonamuueckoil cuumaemcs 303uHopuaus
¢ He ycmaHnosneHHoll npuuunoii. OCHO8HAA Npodiema 603HUKAEM HA PanHeM smane ouggepenyuanvHoil duasHocmu
npuuun pazeumus 3moeo cocmoanus. Ha ceeoonawumnuii denv nem uemrkux 0UaeHOCMUYECKUX KpUmepues, Komopbie
N0360AUAL ObL HA PAHHUX IMANAX 8e0eHUsL OOTILHO20 NPEONOLOKUNL 803MOKHOE HANPABIEHUE OUACHOCINUYECKO20 NOUCKA
6 NONb3Y BMOPUHMHBIX UL Ke KIOHAbHbIX (OHKO2eMamonoeuteckux) so3unogunuii. Ilpueoosamesa 0CHO8Hble NPUHLUNDL
Jupdeperyuanvroli OUaeHOCMUKU 303UHODUNUL, 8 MOM YUCTe U HA PAHHEM dmane 00c1e008anus 60abHoe0. Paccmompenyt
namoeenemuHecKue 8apUArmMbl 303UHOPUALL NPU PAZTUHHBIX 3A001€6AHUAX, AMPOLEHHbIX 8030€LiCINEUAX.

Karouegvie cnosa: 203unodunus, eunep303uHoPUIbHbLL CUHOPOM, OuddepeHyuanbHas OUasHOCMUKA 03UHOPUILILL,

KJIOHAJIbHbLE U PEAKMUBHbLE 30314H0(1)M]luu, duaenocmuueckuil ajeopumm, MMCﬂOnpOﬂMd)epamlleHble HeonJaasuu.

So3nHodununa () — aTo nabopaTopHO-remaToso-
rMYEeCKUN NPU3HaK, XxapakTepu3yloLLNUNCs NOBbILWEHN-
eM abCoTHOro Yymcna 303MHOMPUNOB KPOBU BhilLE
0,5x10%/n (500/MMm3). Do3uHOpUNMER MOXET Conpo-
BOXAaTbCsA 60JIbLLIOE KONMYECTBO 3ab0sieBaHNi. Pa3nn-
yatoT Markyto (oo 1500/mMm3), ymepeHHyto (1500-5000/
MM3) 1 Taxenyto (cebiwe 5000/mMm3) 3 kposu. 'mnep-
3031HOGUNBHBIN cuHAPOM (FBC) — 3TO NnaTonornyeckoe
COCTOsIHUE XapakTepuayiolieecs ntobbiM NOBbILLEHNEM
abCoTHOro KonMyecTsa 303MHOPUIIOB Bbilie HOP-
MaJibHbIX 3HAYEHWUI C HANNMYMeM NoaTBepPXAEeHHONM 30-
3MHOOUABHOM NHOUNBTPALMY TKAHEN, KOTOPOE COMpPOo-
BOX/JAETCS UM MOXET COMPOBOXAATLCS MOPaAXEHNEM
OopraHoB-muLeHen [12].

Onpepenenuve n kputepumn MNAC MHOroKpaTHO M3-
MeHanMcb. BriepBble B Ka4ecTBe OTAENbHOW HO30J10-
rmyeckon Gopmbl 3TOT CUHAPOM Obin onncaH B 1956
r. Engfeld n Zetterstrom kaxk «gncceMmHMPOBaHHbLIN
303NHOPUBHbBIA KONNAreHo3» y NaumMeHToB ¢ O He-
sicHOM aTtnonorum [3]. BBuay oTCyTCTBUSA AOCTYMHbIX
Ha CEeroAHsALWHNN AeHb AMarHOCTUYECKNUX BO3MOXHO-
CTel «konnareHo3d» oobeanHan 60nbLLIOE KOIMYECTBO
3ab60neBaHUi, HE OMNUCbLIBAEMbIX paHee, OAHAKO Obin
onpeneneH NporHo3 ANns Taknux 60NbHbIX: MopaxeHue
TkaHel ¢ passutuem ¢punbposa. B 1975 r. B peadynbrate
HaKOMeHMs JaHHbIX O NaLMeHTax ¢ O HESICHOrO reHesa

Oblnn chopmMynnpoBaHbl nepebie kputepun MNAC: 1) 3
kpoBu cBbilwe 1500/Mm® gnutenbHOCTbIO Bonee 6 Me-
csiLeB (MM CMepThbio B NepBble 6 MecsAuEeB OT NPUYMHBI,
CBSI3aHHON C¢ 3); 2) nopaxeHne opraHoB-MuLLEHEN
(cepaua, noyek, Xenygo4yHo-KMLLEYHOrO TPaKTa, nerkux,
KOXW, HEPBHOW CUCTEMBI); 3) OTCYTCTBUE BTOPMUYHbIX
NpuYMH 3 (anneprosos, NapasnuTo3oB, MHGEKUMN 1 ap.)
[14]. KTOMy MOMEHTY cumTanocs, 4to MNAC anaeTcs oT-
nenbHbIM 3a601€BaHMEM C HEYCTAHOBIEHHOW MPUYNHOWA.
C pasBuUTMEM LUTOMrEHETUYECKNX N MONEKYNSIPHO-61O-
JNIOrMYeCKnX METOA0B UCCNef0BaHNSA OOHAPYXMBAIUCH
HOBblE MOBTOPSIOLLMECH MapPKepPbl OHKOremMaTtoiornye-
cknx 3aboneBaHuin cpean naumeHToB 3ToN KoropThbl. K
npumMepy, mmenonponudepatmBHble 3abonesaHuns ¢ 3
1 GUKCUPOBAHHOM XPOMOCOMHOM NOJIOMKOW B JIOKYyCE
8p11-12 c obnuratHeiM BoBneveHmem reHa FGFR1 (pe-
uentop 1-ro paktopa pocta pmbpobnacTos), MMeBLLNE
Ha3BaHue «8p11-12 mmenonponndepaTnBHbIA CUHOPOM
WM CUHAPOM CTBOJIOBOW KNETKN NMMMPOMBbI/NEenkosa»,
cTanu n3eecTHbl ¢ 1992 . MNpu onncaHny Taknx cnyyaes
B 0ebloTe KJIMHUYECKON KapTUHbI cuHapoma 8p11-12
yacTo nposiBagnacb 3 1 numdaneHonaTus, KOTopble
npoTekanu oBOJIbHO arpeccmBHo. B 2003 . nponsowno
cobbITVE, M3MeHMBLLEE B3rnsa Ha npupoay M3C. Y 6onb-
Lo YacTM 60MbHbIX IC BbISIBUIN HOBbI XUMEPHbIV F'EH,
obpaszoBaHHbIn cnuaHnem FIP1L1 (Fip1-nogo6Hbiin-1) ¢
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reHoMm PDGFRA B pe3ynbTaTe MHTEPCTULMAIbHOM aene-
LMW Ha OSIMHHOM NJiede XpOMOCOMbI 4 MPOTAXEHHOCThIO
800 kb del(4)(q12;912). HoBbIli reH npoayuupyeT 6enok
C MOCTOSAHHOW TUPO3NHKNHA3HOW akTUBHOCTLIO FIP1L1/
PDGFRa. B HacTosilee BpemMst U3BECTHO elle 5 nap-
THEPCKMX reHoB, KoTopble BMecTe ¢ PDFRA kogvipytoT
TUPO3UHKMHA3bI. MpryemM gaHHbIX O 9KCAPECCUM reHa
TOJIbKO B KJ1ETKax 903MHOMUIBHOIr0 POCTKa A0 CUX Nop
HeT. Mpy BOZHUKHOBEHUW FTEHHOW MyTaLMU XUMEPHbIN
redH FIP1L1/PDGFRA obGHapyxuBaeTCcsa 1 Ha OpYyrux
MWENONAHBIX IMHUSX, HO YYBCTBUTENIbHbI UMEHHO 30-
3nHodunbl [3, 34].

HakonneHHble JaHHbIE ayTOMNCUM U ONbIT JlIeYeHUs
nauneHToB ¢ FBC nepeBeny 3T0 COCTOSIHME B MPOrHOCTU-
Yyecknin HakTop, KOTOPOE HE3ABUCUMO OT 3TUOJSIOMUU NMPU
OTCYTCTBUM a€KBATHOIO IeYEHUs BEAET K (paTanbHOMY
NOBPEXAEHNIO XN3HEHHO BaXXHbIX opraHos. B 2006 r.,
noHaTue MAC cTano BKAOYaTb B cebs rpaHynemartos
BereHepa, 6one3Hb Yepaxa-Ctpocca, XpOHNYECKYIO
903MHOPUIIbHYIO MHEBMOHMIO, 903MHOPUIbHbBIN FaCTPO-
aHTepuT [22]. B 2008 r. B pekomeHaaumsax BecemupHoi
opraHmMaaumn 34paBooXpaHeHns 60sIbHbIM MUENoNpPo-
nndepaTtmebiMu HeonnasnaMmmn ¢ NAC Gbina oTBedeHa
oTaenbHasa pybpuka [11].

BBuAy TOro, 4To NPUHATHIE paHee ANarHoCTUYeckme
kputepun F'BC ctanu mopanbHo yctapeswnmn B 2010 1.
OHW ObININ NepecMoTpPeHbl. Kputepuini CTonkon 3 KpoBu
cebile 1500/MM® Obln 3aMeHEH NoObIM MOBbILLEHNEM
abCoII0THOrO KoNMYecTBa 303MHOMUIIOB BblLLE HOPMBI,
NMOCKOJIbKY 303UHOMUNBbHAA MHPUNbTPaLNS TkaHel 06-
HapY>XMBAETCS HE TOJIbKO NPU YMEPEHHOW U TSxXenon 3.
MopanbHO ycTapen Kputepuin pautensHoctTn O 6onee
6 MecsLeB, KOTOPbIM Obl1 3aMeHeH 2-KpaTHbIM e€ noja-
TBEPXAEHMEM (OaMTenbHOe HabnwgeHne 3a Takumun
nauyeHTamMm 6e3 fIe4eHns CHUXAasOo NX BbIXXMBAEMOCTb,
MOBbLILLIANO PUCK OpraHHbiXx nopaxeHuin) [30]. Takxe
noasiexano N3MEeHEHUSIM NOHATUE «303UHOPUIbHAS
VHUNLTPaLNS TKaHEN», ECNIN YYNTbIBATL TOT OakKT, YTO
€CTb TKaHW, B KOTOPbIX HANM4mMe 303MHOPUIIOB SBNSET-
CS1 NOBbILLIEHHbIM MO CPABHEHWUIO C APYrUMU (KOCTHbIN
MO3T, CIM3UCTas XeNyaka, KNLWeYyHnKa, nnMm@aTniyeckme
y35ibl), HO NPOLLECC NOBPEXAEHUS U «KOJIIareHo3a» B HUX
He pasBuBaeTcs [20, 27]. JocToBepHbIM hakToM pas-
BUTUS NOBPEXAEHUS ABNSETCS 0OHaApY>XeHNEe B TKaHAX
ONOXMMNYECKMX MapPKEPOB akTMUBaLMM 303MHOPUIOB,
Taknx Kak 60J1bLLON OCHOBHOW MPOTENH, 303MHOPUIIb-
HbIi KATUOHHbLIA NPOTENH, 303MHODUNBHBIA HENPOTOK-
CVH, 903nHOMUAbHAsA nepokcraasan . o. [26]. OgHako
Ha CEroAHSWHWIA AeHb UX onpenefnieHne B yCnoBUSX
neyvebHbIX yupexaeHuin 3aTpyaHuTensHo. B cBasu ¢
9TMM OC MOXeT OblTb YCTAHOBJIEH NPU OTCYTCTBUM
SIBHbIX NMPU3HAKOB OPraHHbIX MOpPaXeHWn Kak aAnmarHos
HabnoaeHus [12].

KnnHuyeckas kaptmHa MNOC npsamMo 3aBUCUT OT MNO-
paXKeHWs1 OpPraHoB MULLEHEN 1 3aboneBaHus, Ha GoHe
KOTOPOro OH BO3HUK. B uensax ycTaHOBNEHUSA 4aCTOThI
BOBJIEYEHMSI BHYTPEHHUX OPraHoB M TKAHEeWn y nauueH-
ToB ¢ 'OC P.F. Weller et al. [36] npoBenu meta-aHanu3 3
KPYMHbIX MCCNeoBaHuin B MeANLMHCKNX LieHTpax Coean-

HeHHbIX LLTatoB AMepuku (CLLIA), @paHunm n AHrnm ¢
BoBJiedeHremM 105 60sbHbIX ¢ 3 (>1500/mMMm8). Beino ycTa-
HOBJIEHO, YTO YaCTOTa NOPAKEHNS OPraHOB COCTABISET:
cepaua — 58%, koxu — 56%, HepBHON cnucTeMbl — 54%,
nerknx — 49%, ceneseHkn — 43%, nedeHun — 30%, rmas —
23%, Xenyno4Ho-kuLevHoro Tpakrta — 23%. CMepTHOCTb
nauMeHToB B nepBble 3 roga ¢ MOMeHTa 00HapyXeHus
M3C coctaBnsiet 88% [3].

Ha cerogHawHmin oeHb O aTMonaToreHeTUYeCKN OenaT
Ha 4 TMna: nanonaTn4eckyto, NepBUYHYIO/MNENonpPoan-
depaTrBHYIO (303MHOPUIBHBIN POCTOK SBAISIETCS YAaCTbIO
MaToJIOrMYeckoro KioHa/knoHanbHaa nponandepauus),
BTOPUYHYIO NapaHeonIacTUYECKYHO (Hann4me Heonnasmu,
Bbi3blBaloLLEer D nocpeacTBOM LMTOKMHOBOW aKkTuBa-
LK) U BTOPUYHYIO HEOMYXOJEBYIO/PEAKTUBHYIO (INTMCTHAsA
VMHBa3us, anneprosbl, NapasnTtosbl N T.4.) [32]. OCHOBHbI-
MU NpUYnHaMu 3 ABNSAIOTCS:

1. HeonyxoneBble peakTUBHbIE COCTOSAHUSA (BTO-
pUYHbIE/peakTMBHbIE J): MUCTHasa MHBA3US; YecoTKa U
Op. UHBa3uu; annepruyeckme 6poHXonybMOHabHbIEe
acnepruanesbl; peakumsa Ha npenapatbl (TOKCUYECKUE
Wn annepruyeckme); apyrme anneprmieckme peakumu;
3ab0sieBaHns, CBA3aHHbIE C aTOMUEN; OUTENbHbIE pe-
aKkuMn TpaHCcnaaHTaT NPoTUB XO3AKHA; XPOHUYecKne,
BANIOTEKYLLUME BOCNANUTESNbHbIE MPOLECCHI (B TOM YMcne
XPOHUYEeCKME BOCNanuTeNbHble 3a001eBaHNS KULLEYHU-
Ka, AMcOunosbl); ayTOMMMYHHbIEe 3aboneBaHus; nMMa@o-
WMOHbIV BapuaHT 3.

2. Onyxonesble COCTOAHUS C BTOPUYHOW,/PEaKTUBHOM
O (napaHeonnacTuyeckme 3, 06yCNOBNEHHbIE NPOSN-
depauyen knoHa 303MHOPUIIOB NMPUEMYLLLIECTBEHHO 3a
CYET BbIAENEHUS UMTOKNHOB): XOAXKKNHCKME MMM@OMBI;
octpble B- n T-nenkossbl, B- n T-numdombl; ructmoum-
TO3 KJ1IeTOK JlaHrepraHca; ConMaHbie/3N10Ka4eCTBEHHbIE
onyxonu.

3. MuenongHble HEOMNIa3nmn 1 OMyX0JM CTBONOBbIX
KNeToK (nepBuYHble 3, 0OYCNOB/IEHHbIE KIOHAaNbHOM
nponndepaumnen): XpOHNYECKNN 303NHOPUAbHBIN
Nnenkoa; oHkoremartonornyeckme 3aboneBaHus,
CBSI3@HHbIE C 903MHODUAMEN N aHOMASIbHbIM TEHOM
PDGFRA; oHkoremaTtosornyeckme sabonesaHud,
CBSA3aHHbIE C 303MHOPUANEN U aHOMaIbHbIM FTEHOM
PDGFRB; oHkoremartonorudyeckme 3abonesaHug,
CBSI3@aHHbIE C 903MHODUAMEN N aHOMAJIbHbIM TEHOM
FGFR1; XpOHMYECKNI MMENONENKO3, NPOTEKAOLLNA
C 3; XPOHMNYECKUN 303NHODUIBbHBIN NENKO3 HEACHON
3TUONOrNN; OCTPbIA MUENOUOHbIV TENKO3 C 303UHO-
duHopunmen; JAK2-mnenonponndepaTtmBHble 3a-
6oneBaHnsa, cCONpoBOXaaLWMecs J; arpeCcCUBHbIN
CUCTEMHbI MacToUUTO3; MUeNoancnaacTuYeckme
CUHOPOMBI; MuenonponudepaTnBHble Heonnasnm/
MUENOANCNNACTUYECKNE MEPEKPECTHLIE CUHAPOMbI
,conpoBoxajatoLimecs 3.

4. MepBUYHaa O HEACHOW aTUoNornMM (namonaTmye-
CKNM rTMNepa03nNHODUIBbHBIN CUHOPOM).

CxoXecCTb naToreHes3a AByXx KpaHuUx MexaHM3MoB 3,
CBSI3aHHbIX C UMTOKMHOBOW MHAYKLUMNEN 303MHOMPUIIBHOIO
pOCTKa B KOCTHOM MO3re, No3BosnseT 00beanHUTb X B
rpynny peaktneHbix 3 (P3).
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Haunbonee yacteiMu npuyrvHamu P3 asnaioTcsa na-
pasuTapHble MHBA3uKn, anjeprniyeckme CoCToaHUS,
CUCTEMHble 3a00/1eBaHNA COEAVNHUTENbHOM TKaHMU,
3/10KQYE€CTBEHHbIE OMYXOJIN, UMMAAHTbI U TPAHCMAaH-
Taumsa opraHoB n TkaHen [33]. B ocHOoBe natoreHesa
HEKJIOHANbHbIX 303UHOPUNN NEXUT rMNepnpoayKums
vHTepnerikuHa-5 (UJ1-5) T-xennepamu, a Takxe Takm-
MK cneumdrUyeckMmMm XeMOKMHaMM, Kak 30TakCUH-3 1
CCL-17, Bansowmmm Ha npouecchbl AnddepeHLpoBKm
M akTMBauMm 303MHOMUIIOB, a Takxke HaKoMnleHne nx B
TkaHax [10, 25, 26, 33]. B 3aBMCUMOCTU OT LIUTOKMHO-
BOro npodunga n peuentopHoro dGeHoTuna pasnmyaioT
knetknm 1-ro u 2-ro tunos (Th1 n Th2). Th1-kneTku
npoayuupytot U-2, U1-3, y-nHTepdepoH 1 rpaHyno-
LMTapHO-MakpodaranbHbli KOJIOHNECTUMYNVPYIOLLNIA
dakTop (FTM-KC®D). Ana Th2-nnmdoumTOB XxapakTepHa
cekpeuus U-3-5 n TM-KC® [4, 25]. UJ1-5, Hapsany
c WN-4 n NN-13, npoayumpyemblx Th2 n TydyHbIMU
kneTkamu, vHoyumpyeT anddepeHumpoBky B-kneTtok
B MjasmMaTnu4yeckmne KneTkm, YTo No3BonsieT 0ObACHUTb
noBbilWeHVe ypoBHs obuwiero IgE, IgG4 n gpyrux aHTum-
Ten, B TOM 4YMCNe 1 ayToaHTUTeN (K MPpUMeEpPyY aHTUHEN-
TPOdUNbHbIE LUUTONNA3MaTUYECKNE aHTUTENa, PEB-
MaTouaHbIM dpakTop U T. A4.) npu P3O [4, 10, 25, 26, 31].
Kpome Toro, akTMBMpOBaHHbIE 303MHOPUIIbI CMOCOOHbI
K ayTOKPUHHOW CTUMYNauMu nytem cekpeunun UJ1-1,
WJ1-5, TpaHchopmumpytoLlero gakropa pocta aibda um
dakTopa akTMBauum TpomodoumToB. UJ1-5, 3oTakcuH-3,
CCL-17 akTnBMpYyeT 1 yCUInBaeT BbIPaboTKy 303MHOPU-
JIOB ONOCPEOOBAHHO, YEPE3 CTUMYNALNIO PELENTOPOB
aare3mm Kk aHportenmanbHbiM kKnetkam CDIIb/CD18,
cnocobcTBYEeT MUrpaunm 303MHoOGUNOB B TKkaHu. B
TKaHsax gencrtaue UJ1-2 ycnnmBaeT BbIXO4, HAXOAALLNXCS
B rpaHynax 303nHOMUIOB, KATUOHHbLIX OENKOB 13 rpa-
HYN Yy YacTu naumeHToB ¢ akcnpeccueir CD25 ( -uenb
peuenTtopa MJ1-2 Ha NOBEPXHOCTN 303MHOPUIOB), YTO
noBpexaarLle AeiCTBYET Ha OKpyXatoLme KneTkm. Kak
npaBnfo, yCnewHoe Ie4eHne OCHOBHOI0 3aboneBaHus
npuBoanT K ncyesHoBeHuto 3 [10, 25, 31-33].

M3BecTHO, 4TO 3a NepBoe MecTo cpean PO KOHKy-
PVPYIOT NAaTONOMKn, CBA3aHHbIE C HapyLLUEHNEM (rmnep-
PEakTUBHOCTbIO) CUCTEMbBI UMMYHUTETA (B YaCTHOCTH
anneprun 1 atonnyeckmne CoCTosHUA) 1 3abosieBaHUs,
CBSI3aHHbIE C HAIMYMEM B OPraHn3me napasmToB U UH-
dekumn. B 3aBUCUMOCTU OT SHOEMUYHOCTN PANOHOB
NNAEPCTBO MO YacTOoTe BCTPEYAEMOCTU NPUHMMAET
TO Nepsas, TO BTOpas noarpynmnsl. Tak, Hanpumep, B
CLLA Hanbonee yacTeiMu NpudnHamu PI aenaioTca
anneproabl 1 aTONNYECKNE COCTOAHUSA, CPEAU KOTOPbIX
yawe opyrvx BCTPeYaTCs PeCnmMpaTopHbIE U KOXHbIE
3aboneBaHus. MNoyTn BCe NnapasnTapHble NHBA3UK TKa-
Hel MOryT Bbl3blBaTb O, HO NMOPaXeHne NPOCTENLLNMMN
N HEVHBA3MBHbIMW MHOIOK/IETOYHBIMU, KakK NpaBuro,
HE CONPOBOXAAETCS MOBbILLEHMEM YPOBHS 303UHODU-
nos. na Poccun permoHamm, B KOTOPbIX Yalle BCEro
perucTpupytoTcs cinyyan 3abonesaHug, asnatoTtcs Ce-
Bepo-Kaskasckuii, FOxHbIN, LleHTpanbHbi, Ypanbckuii
n 3anagHo-Cnbupckmini pervoHsl. B CTaBponosibCkom
Kpae 3apaxXeHHOCTb NMOYBbI AliLlamMu cobadein ackapuabl

cocTtaBnsaeT67,3-69,4% [7]. CornacHO AaHHbIM CEPOIIO-
rMYecKomn ANarHoCTUKM, camMmasi BbIcOKast MoOpPaXxeHHOCTb
TOKcokapamu nioae otmedyeHa B Konymobun (68,2%), a
camasi HM3kasa — B AnoHum (3,6%) [8]. MucTtHas nueasums
ABNAETCS NMPUYMHON 3HAYUTENBHON N ANNTENBHON 3.
Mpu MHBA3MKM KNLIEYHbIX Napa3uToB 3 peako ObiBaeT
BblpaxeHHon. OgHako yBennyeHne OTHOCUTENIbHOTO
coaepxaHua ao03nHopunos oo 10-30% m gaxe 0o 69%
BO3MOXHO Npu CTPOHIrMIonao3e, Tokcokapose [5, 17].
BblpaXeHHOCTb 303MHODUANM N KIIMHUYECKUE NPOsiBe-
HVS NPU MINCTHBLIX MHBA3MSX 3aBUCAT OT pacnpenene-
HUS, MUTPaLLUKM, CO3PEBAHUS N KOIMYECTBA NapasnToB.
CyLecTBEHHOE MOBbILLEHNE COAEPXaHNA 303MHODUNIOB
KpPOBM Yalle HabnogaeTcsl Ha paHHel ctaamm 3abone-
BaHus [17, 35, 36]. BaxHol 0COBEHHOCTLIO ABNSETCS
TO, 4TO 3 1 Apyrue KNNHMYeckme CUMMNTOMbl 3aBUCHAT OT
MMMYHOJIOTMYECKOro cTatyca Xo3s1MHa, B CBA3U C YEM
OT/IMYAIOTCSA Y MECTHbIX XUTene 3HAeMNYHOro ovara
OT paHee HEHPUUMPOBAHHbIX UL, JNNTENbHOro UM-
MyHUTETA K MNCTHLIM WHBA3USIM He ObIBaeT, BO3MOXHO
noBTOpHOEe nHouumposaHue [21]. CnegyeT NOMHUTD,
YTO YPOBEHb O MOXET NOBLICUTBLCS MOCJIE HAaYana feye-
HWS, 4TO CBSI3AHO C BbICBOOOXAEHNEM @HTUTEHOB MPWU
rméenm renbMMUHTOB WU INHNHOK.

Jonroe BpemMs napannenmamMma mMexnay TaXeCTblo
annepruyecknx NPM3HaKkoB 1 BbIPAXXEHHOCTbIO O He Ha-
xoaunu. Mo gaHHbIM H. Arnoldsson et al. [9]. 3 Habnto-
[aeTcs Npy pasfiNyHbIX aniepruyecknx 60ne3Hsx, 4HacTb
N3 KOTOPbIX NpeacTaBfieHa B Tabnuue 1.

Tabmmua 1
YacToTa 3 npu annepruyeckux 3abonesaHnax
Kon-so BriseneHo | CooTHoule-
3abonesaHve
NMauneHToB | cnyy4aeB d Hue, %

BpoxxuanbHasa actma 244 147 60
CeHHasi nuxopagka:
— B CE30H LiBETEHNS 43 33 7
— BHE ce3oHa 20 0 0
Ba30MOTOPHbI pUHUT 108 40 37
KpanvsHuua n otek KeuHke 72 10 14
MuesmMoHus Nleddnepa 9 9 100

Annepruyecknii 6POHX0NEroYHblin acneprunnes
ABNSETCH OAHOM M3 YaCTbIX NPUYNH 303UHODUNb-
HOM NMHEBMOHMUN Yy 6OJSIbHbIX GPOHXNANBLHON aCTMOMN.
Ons yTouHeHus gmuarHosa Heobxoauma NoCTaHoBKa
KOXHOW npobbl ¢ Aspergillus fumigatus. KonuyecTtso
903UHODUNOB B KPOBM 06bI4HO Bbilwe 1000/mMm3;
OOHOBPEMEHHO C MOSIB/IEHMEM NMPEXOAALLNX NHDUIb-
TPaToB, BbISABASEMbIX NP PeHTreHorpadumn nerkux,
O cTaHoBuTCA 60nbie 2000/MM3. YpoBeHb 00LLero
IgE n cneundunyHbix IgE K A. fumigatus 6biBaeT O4eHb
BbICOKUM. Takxe AJig acnepruinesa xapakTepHbl
cBoeobOpasHble OPOHX03KTa3bl LEeHTPaNbHOro T1una.
JleyeHne NpoOBOAAT MIOKOKOPTUKONAAMN N APYTUMU
npoTMBOacTMaTu4yeckMMmn npenapartamu. ycnex ne-
4YeHus 1 61aronpuaTHbIA MPOrHO3 OLLEHUBAIOTCS MO
HenpepbIBHOMY NafAeHMI0 YPOBHS IgE CbIBOPOTKN KPO-
BU. MNopaxeHuns nerkux apyrumm rpnékamm (Candida
albicans, Curvularia lunata, Dreschlera hawaiiensis)
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penko CovyeTarTCca C 303MHODUIbHBIMU NIEFOYHBIMU
nHdunoTpatamm [35, 36].

Y HEKOTOPbIX MAUWEHTOB, CTPaAAOLLMX OPOHXMANBHOM
aCTMOW pa3BMBAETCS 903MHODUIbHBIA FPaHYIEMATO3-
HbI nonnanrumT (IMA) unn cuHapom Hepaxa — Ctpoc-
ca. NocnepHuin npeacTaBnsaetT cobo ayTOMMMYHHbI
BACKYJINT CPEOHUX U MENTKMX COCYO0B, KOTOPLI B UTOre
NMPUBOANT K UX MOBPEXAEHUIO U HeKPO3y [19]. BTOT CUH-
ApOM no natoreHe3dy 6IN30K K rpaHynemMaTo3y Berenepa
1 MUKPOCKOMMYECKOMY MOSIMAHIUUTY, MPU KOTOPbIX Bbl-
ABMSIOTCS aHTUTENa K HenTpodunam (AHUA-aHTuTena).
3abonesaHue ObINo BRepBble onncaHo B 1951 . Bpayamm
13 knMHWKM Mount Sinai (Heto-Mopk, CLLA) — Jacob Churg
n Lotte Strauss [13].

PacnpocTpaHeHHOCTbL 3ab0neBaHus coctasnsieT — 2,4
(1-8) cnyyasa Ha 100000 HaceneHus. CpegHuii BO3pacT
3aboneaHus — 50£3,0 neT, ¢ He6oNbLLUMM NpeobnagaHn-
€M 4aCTOTbl 32601EBAEMOCTU Cpeam MyX4nH (52-65%).
OITIA reorpadguyeckn pacnpocTpaHeH NOBCEMECTHO.
CumnoTomMokonnekc 3aboneBaHns B KNacCUYeCKoM
BapuaHTe BKOYAET OPOHXMANbHYIO aCTMYy, «JieTy4yne»
NeroyHble MHGUNLTPaThl, 3 U CUCTEMHbIN BackynuT [18].
B coBpemeHHOM nuTepaType MMEIOTCH AaHHbIE O HaCTOM
coyeTaHum A TIA n nepBryHOro (MmenonponmdepaTme-
Horo) M'9C [33].

Mpu numdponaHom BapuaHTe NOC NoBbiLLEHME KO-
NM4ecTBa 3031MHOMUIOB CBSA3aHO C MOBbLILLIEHHONW NPO-
aykumen T-xennepamu reMonos3TUYeckmx LUTOKMHOB,
B yacTHocTM WJ1-5. B 1993 1. BbIABNEHbI LUTOreHeTn-
yeckme MoJSIOMKN B KSTIOHE KJIETOK, MMEeLWmMX GeHoTun
CD3+CD4-CD8 - (Th2). fonom no3xe 6bina obHapyeHa
BblCOKasi KOHUeHTpaumsa WUJ1-5 B TkaHax y nauMeHToB
aTon koropThl [3]. Ha cerogHsAwHMii aeHb Hanbonee
4aCTOo BbISIB/IIEMbIE C MOMOLLLbIO MPOTOYHOW UMTOMETPUN
aHOMasbHble cybnonynaummn T-kneTok Hanbonee 4acTo
nmetoT peHoTun CD3-CD4+, nHorona CD3+CD4-CD8-u
CD3+CD4+CD7 [28]. OnoHako noaTBepXaeHMe Hanm4ms
NMOBbLILEHHOW Nponndepaunn knoHa ¢ abbepaHTbimM
beHOTMNOM HeLOCTOBEPHO NoATBEPXAAET numdouna-
HbIn xapakTep 3. onoAHUTENbHO HEOBXOANMMO onpe-
nenenue Igk, CCL-17 n TARC (Tumycom v akTuBauuen
perynmpyembliii XeMoKuH). Mo HEKOTOPbIM OLLEHKaM
yacToTa BCTpeyaeMoCcTu NMMMm@ponaHoro sapnaHta POy
6onbHbIX ¢ FAC cocTaBngaeT 10—-15%, ogHako aTa oueHka
3aHMXEeHa BBUAY TOr0, YTO AaNIEKO HE BCEM NaLMEHTaM
¢ N'SC npoBoanTCa MMMYHODEHOTUNNPOBAHNE KPOBU
[24]. Takxe CyLLECTBYIOT LAHHbIE COYETAHUN Y BOSbHbIX
MHOULUMPOBAHHBIX BUPYCOM JAnwTenH — Bappa 203u-
HOGUNNK ¢ abeppaHTHbBIM GEHOTUMNOM T-XennepHoro
KNoHa KneTok [23].

O HabnopaeTcsa NPUMMEPHO Yy 1% OHKONOrMYeckux
O0NbHbIX M YaLle npoTekaeT 6eccMmnTomMHo. OnyxoneBbli
npoLiecc npeacTaBnsieT cobor napannenbHoe CyLLEeCcTBO-
BaHMe ABYX CUCTEM BblAENEHNSA LUTOKMHOB: MMMYHOKOM-
METEHTHbIX M ONMYXONEBbIX KNETOK. I3BECTHO, YTO M3MEHEe-
HUSI B CUCTEME MMMYHOPENYASTOPHbIX MEANATOPOB Npu
3/10Ka4ECTBEHHOM POCTE MOIYT UMETb KOMNYECTBEHHbIN
N Ka4eCTBEHHbIV XapakTep U NPOSBAATLCS AncHanaHcoM
npoaykuum Th-1 1 Th-2 MHTEPNENKNHOB, BANSIOLLMX Ha

303MHOMKUNON033. 3 BcTpedaeTcs y 10% 60MbHbIX M-
domamum 1 numMmdorpaHynemaTo3om, y 3% 60bHbIX pakom
JIErKOro 1y oTAesNbHbIX 60JIbHbIX PaKOM LLEKM MaTKu, pa-
KOM MOYKU, PaKOM MOJIOYHOM XeNe3bl, 3/T0KA4ECTBEHHBIMM
OnyxonsiMM Xenyao4HO-KMULLIEYHOro TpakTa [1].

OnyxoneBble KNETKM MOTYT caMmu NpoayumpoBaTb
LUNTOKMHbI B KQ4eCTBE ayTOKPUHHbIX N NapakpUHHbIX
POCTOBbIX HAaKTOPOB, BO3AENCTBYIOLLMX HA NPOLECC Ae-
neHns n andepeHumpoBkn numeonagHoro poctka: NJ1-6
— Npu M1ENOMe, BONOCATOK/IETOYHOM JIENKO3€e, CapKOMe
Kanowm, kapumHomMe noyku; pakTop HeEKpPO3a OMyxonu
(PHO-a) — npu neiikosax, HepobnacTtome; UJ1-10, NJ1-
2, DHO-o — npu numdome [1, 2]. B accoummpoBaHHas ¢
numdonponndepaTnBHbiMM 3a00SIEBAHNSMU, CBSA3aHa
C NpoayKumen 303MHOPUACTUMYTMPYIOLMX LNTOKUHOB,
Takux kak -5, UJ1-3, TM-KC® [1].

Bonbwoe KonM4yecTBO NpenapaTtoB MOXET NpuBe-
CTW K pa3BUTUIO yMepeHHon O (Tabn. 2) [12]. So3unHo-
dunbHas nekapCcTBeEHHAs peakuusa MOXET npoTekaTb
6eccMMNTOMHO N OblTb €OMHCTBEHHBLIM MPOSBIEHNEM
rMNepYyBCTBUTENBHOCTU K Mpenapaty uam covyetaTbcs
C pasHoobpasHbIMN CUHAPOMAMMU: UHTEPCTULUMANBHBIM
HedPUTOM, NMXOPaAKON, KOXHOW CbiMbto, NMdaaeHona-
Tnen, renatocnjeHomMeranmen, apTpuTom, CUHOAPOMOM
CtuneeHca — [JxoHcoHa [16].

' MoxeT BbITb OOHMM N3 NPOSBEHNI bonee reHe-
panM30oBaHHOM peakunn opraHn3ma Ha npenapart, Ha-
3bIBAEMOI CUHAPOMOM JIEKAPCTBEHHO-NHAYLIMPOBAHHOMN

Tabnuua 2
MepeyeHb NnpenapaToB, NPUEM KOTOPbIX MOXET
conposoxpaatbes 3 [12]

dapmakonormyeckas rpynna HanmeHoBaHue npenapara

MeHUUMANUHBL, TETPALMKIVHBI,

AHTUOWOTUKM LedanocnopuHbl, 3PUTPOMULIMH,
BaHKOMULMH
HutpodypaHsl, cynb NMETOK-
AHTUMUKPOOBHbLIE podyp ynbban
CWH, cynbdafoKChH,
XxuMuonpenaparbl
cynbdacanasnH
MapaammHocanMuunoBas Kuc-
MpoTnBOTYOEPKYNE3HBIE 1oTa, U30H1asua, prudamnuumH,
CTPENTOMULMH, KanPeoMULLMH
AmdoTepuumH B, pnyunTtosuH,
MpoTtuBorpnbKoBLIe borepuu bayu

Kanus nogna,

OuknodeHak, HooOMETaLMH,
cynuHaak, nbynpodeH,
HanpokceH, GeHnnbyTasoH

HecTepownaHble NnpoTMBOBOC-
nanuTenbHble NpenapaTtsl

AHTMNPOTO30MHbIE MNMupumeTamuH, neHTamnanH

BapbuTtypartsl, kapbamasenuH
MpoTMBOCYAOPOXHbIE pouTypartel, kap ’

GeHnTOnH

MMunpamuH, amuTpunTuamH,
AHTMAENPECCaHTbI

nesunpamuH, metundeHnaat
Henponentuku XnopnpomasuH

MeToTpekcar, a3aTronpuH,
MpoTuBoONYX0NEBLIE npokap6asviH, TaMoKCUdEH,

6ycynbdaH, 61eoMULMH
CaxapanoHuxaroLime Xnopnponamug, Tonasamug,

Knodwnbpar, kokauH, annonypu-
HOJ1, NPONaHOM0, KPOMOrMKaT
HaTpUa (MHransummn), AancoH,
MOP®OUH, KoaeviH, peHondTanenH

Mpenapartbl 4pyrvX rpynn
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rMnep4yBCTBUTENBHOCTU, U DRESS-cruHapomom (drug
rash, eosinophilia, and systemic symptoms). KnnHunyecku
3aboneBaHne AebTUPYET TMXOPaaKon, U3MEeHEeHEAMN
B KpoBU (B BUAE 3) n numdaneHonaTrelt BO3HMUKaOLLEN
yepes 4-12 Hegenb OT Havyana npuemMa ekapcTBEHHOIO
npenapaTtoB, CONPoOBOXAaeTcs nHduneTpaumen opra-
HOB-MULLUEHEN B BUAE MHEBMOHNTA, KapamTa n renatuta.
CwmepTHOCTb OoT DRESS coctaensiet 10-20% 0T nmeto-
wmxca HabntoaeHuin. Kak npaBuio, Nocse OTMeHbI rnpe-
naparta B Te4eHMe Heaenm nokasaTenu KpoBM NpUxXoasaT
B HopMmy [12, 16].

CyLLecTByYIOT 1 opyrue — 6onee pegkue npudnHel P3.
K HUM oTHocsaTcs: 6one3Hb Kumypsbl, cuHapom Bennca,
MCNaHCKUN TOKCUYECKUIN CUHOPOM, 303MHODUIIbHAA
Munanrms, BbidaBaHHas TpUNTodaHoM, CUHAPOM NPUOOG-
PETEHHOro MMYHOAEDUUMTA, PEAKUMS «TPAHCMIaHTaT
NPOTMB X035IMHa», XPOHN4YEeCKMin remogmanna [3, 32].

[Mocne ncknioyYeHnss BO3MOXHbIX PEAKTUBHbIX MPU-
YMH O NPUCTYNalT K MOUCKY NMPU3HAKOB KJIOHANbHOM
nponudepaunmn 303MHOPUILHOro poctka. B ocHoBe
NepBUYHON KNTOHasbHOW 303nHOGUNNK (KQ) nexunT npo-
nndepaums KknoHa 303MHOMUIOB 3a CHET MyTaLMM FEHOB
(PDGFRA, PDGFRB FGFR1, JAK2V617F, MPL, BCR/ABL)
M PasnnyHbIX XPOMOCOMHbIX NOJIOMOK B MUENONAHOM
pocTtke [3, 12, 16, 32]. CuHTE3 TUPO3UHKMHA3, KOTOPbIE
3KCMPECCHPYIOTCS BO3HUKLUMMUM B pe3yfibTate MyTaumi
XUMEPHbIMU FreHaMu, BANSALLMMN HA 303UHODUIONOI3,
SIBNSIETCS KJOYEBbIM 3BEHOM B natoreHese K3. D03nHo-
GUbl MUPUPYIOT B TKAHW, rOe B3aUMOOENCTBYIOT C Ty4-
HbIMW KNTETKaMm, MOCPEACTBOM LIMTOKMHOB BbI3bIBAKOT NX
nponudepaumio 1 aktmsauuio. B peaynsrate UMTOKUHO-
BOW aKTMBaAUVN TY4HbIMU KJIETKAMU CEKPETUPYIOTCS NMPO-
BOCNanuTesNbHble GUOIOMMYECKN aKTUBHbIE BELLLECTBA:
rmcTamMmuH, npoctarnaHauH E2 u, B yacTHOCTK, TPUNTa3a,
kntoyeBon durbponponudepatmBHbii pepmMmeHT [12, 32].

KnoHanbHbIN xapakTep 3 Kak BO3MOXHas npuymHa
pa3BuTma MOC 6bln 0O6HAPYXEH CPABHUTENTbHO HEAABHO.
CornacHo gaHHbIM HabntoaeHMIn 3apyOeXHbIX aBTOPOB, C
2001 no 2005 rr. yvacToTa BcTpevaemocTn 'SC B pe3ysb-
Tate K3 coctaenset 0,036 Ha 100000 yenosek, ¢ npeob-
napaHnem y myxuuH (1,47) n nukom 3aboneBaemMocTu
B 65-74 ropga [15]. Ha cerogHsWHWIA OeHb, C y4eTOM
Knaccudukaumm MmenonaHbix HoBoobpasosaHuii BO3,
npuHaTon B 2008 ., paznuyaioT cnenyoume MMenonpo-
nndepaTmBHbIE HEOMIA3UM 1 OMYXOSN CTBOJIOBbIX KJIETOK,
coyeTtawowmecs ¢ MNIC: XpOHNYECKNIN 303NHODUNBHBIN
Nenkos; MnenonaHble n numdongHble Heonnasum, ac-
COLMNPOBAaHHbIE C O 1 peaHxnposkon reHoB PDGFRA,
PDGFRB 1 FGFR1; xpoHu4eckuin Mnenonemnkos, npo-
TekawLuii ¢ J; XPOHNYECKNI 303UHODUITbHbINV NTENKO3 C
HesicHom aTnonoruvel (CEL-NOS); ocTpblii MMENOUAHbIN
Nenko3 ¢ 303MHOPUANEN; CUCTEMHbBIA MACTOLUUTO3;
JAK2 V617F+ muenonponudepaTnBHble 3aboneBaHns,
conpoBoOXAaoLWmnecs J; MMenoancniacTM4eckme CuH-
ApPOMbI; MyenonponndepaTnBHbie HEONIa3numM/Mmneno-
AucnnacTnyeckme CUMHAPOMbI, COMnpoBOXpakowmecs 3
[11, 32]. UuToreHeTtmnyeckasi, MMMyHOpEHOTUNYEecKkas
N MOJIEKYNSAPHO-reHeTn4eckas ANarHocTmka AosmkKHa
NPON3BOANTLCHA NOCe MOPdOIOrMYECKOro nccnenosa-

HUS NepndepmrnyecKomn KPoBM 1 KOCTHOIO MO3ra, OLLEHKU
KOHLEHTpauum TpunTtassl 1 BuTammHa B, B nnasme
KpoBW. AHOMasbHasa KapTUHa MUENIoN033a B KOCTHOM
MO3re, renaTtocrnjieHoMeranns, aHemus, TpomooumuTone-
HWS, 303MHODUITbHOE NOBPEXAEHME OPraHOB ABNAIOTCS
xapakTepHbIMU NMpu3Hakamu MmenonponmdepaTMBHOro
xapaktepa N9C [30]. Pe3ynbraTtbl peTPOCNEKTUBHOIO
nccnenosaHuns, NPoOBeAEeHHOro Ha kadenpe dakynb-
TeTCcKon Tepanun BoeHHO-MeagnuMHCKOM akageMum NMm.
C.M. Knpoga, nokazanu, 4To y 60JbHbIX ¢ KO JoCTOBEPHO
HabntogaeTcs NoBbILLEHWEe aBCOIIOTHOMO KoinyecTea 6a-
304 unN0B B Nepndepmnyeckon KpoBmM BbilLe HOPMasbHbIX
3HaAYEHUI, YTO MOXET ObITb KpUTEPUEM AnddepeHLab-
HOM AMarHOCTUKM B MONb3y MuenonponudepaTnsHom 3
[6]. AnarHo3 KoHkpeTHOro remob1acTo3a, coyeTaloLle-
rocs ¢ K9, yctaHaBnnBaeTcs Ha OCHOBaHUW KPUTEPUEB
MunenonponubepaTnBHbIX Heonnasumn BcemmpHom opra-
HU3aumu 3gpaBooxpaHenus (BO3) ot 2008 r. [11]. Cne-
ayet yuntbiBaTb kKputepum CEL-NOS nngronaTtmnyeckoro
runeposnHodunsHoro cungpoma (MrC), Tabnuua 3.
OnddepeHunanbHas guarHoctuka 3 u N'9C B uensax
9KOHOMMUN BPEMEHU O0JIKHA OCYLLECTBATLCSA C bonee
[eTanbHbIM N3y4YeHrneM xanob, aHamHe3a 60/1bHOro, 06b-
€KTMBHOIo cTaTtyca 1 KIMHNYECKOrO aHann3a Kposu, 40
aTana NpoBefeHNs LMTOMOP@OIOrM4ecKoro nccneaoBa-
HWS1 KOCTHOro Mo3ra. BeisiBneHve 3y nuu, fo 65 netc co-
NyTCTBYOLLMMM 3a601EBAHNSIMI MPU OTCYTCTBUN OPYrUX
BblIP@XXEHHbIX FreMaTOIOrMYECKNX UBMEHEHNI A0JIKHbI B
NMepPBYIO 0Yepeab HABECTU HA MbIC/Ib O PEAKTUBHOM €€

Tabnvua 3
Kputepuun CEL-NOS n UT'3C [12, 32, 33]

Kputepuin

CEL-NOS nrac

1. NMepcucTmpytowas 3031HO-
dunua nepndeprnyeckon Kpoau
1500/mm® 11 6onee.

1. icknioyeHne npuynH BTO-
PUYHOI 303NHOPUNNK, a TaKKe
LLPYTUX OCTPbIX M XPOHUYECKMX
MWENOWIHBIX OMYXONEN.

2. bonee 2% 6nacToB B nepu-

depuyeckoii kposu 1 6onee 5%
61acToB B KOCTHOM MO3re (npu
HaIM4YUM reHeTNHeckrx e ekToB
B GnacTax ux KonmMyeCcTBo 3Hauye-
HVS HEe MeeT).

3. OtcytcTByeT Ph-xpomocoma,
BCR/ABL peaHxupoBka unu apy-
rne npuaHaku MMH n MMNH/MAC
cuHapoma.

4. OTCyTCTBYIOT TPAHCOKaLMK
1(5;12)(q31-35;p13) 1 apyrmx
peapaHxmpoBok reHoB PDGFRA,
PDGFRB, FGFR1.

5. bnactos nepudepunyeckon
KPOBW 1 KOCTHOM MO3re MeHbLUe
20%, otcytcTaue inv(16)(p13922),
t(16;16)(p13;922) n opyrux npu-
3Hakos OMJ1

2. OTCcyTCTBME DEHOTUMMNYECKIX
aHOMasInin 1 KNOHOBOW nponunde-
paunn T-numdoLmnTOB.

3. Uckntouen CEL n CEL-NOS.

4. A\cko4€eHbI, COrNacHo Kpute-
puam BO3, gpyrne MIMH, MIMH/
MZAC cungpom, OMJ1.

5. OTCYTCTBYIOT peaHXUPOBKY
reHoB PDGFRA, PDGFRB, FGFR1.

6.Hannuwne kputepues 'SC, npea-
noxeHHblx Chusid M.J. B 1975
rogy: 1) 3 kposu cBbiwe 1500/mm®
LUTENbHOCTLIO Bonee 6 MecsLEB;
2) NopaxeHne OpraHoB-MuLLEHEN
(cepaua, noyex, Xenyao4Ho-Ku-
LLIEYHOT O TPAKTA, IETKMX, KOXU,
HEpPBHOW CUCTEMBI). Mpun oTCYT-
CTBUV NMOPAXEHN OPraHOB-Mu-
LLeHel yCTaHaBNNBaeTCs AnarHo3
ngmonartuyeckas 3
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xapakTtepe. Hannime ymepeHHOM 1 BbipaxeHHon 3 B
KJIMHMYECKOM aHan13e KPOBU B COYETAHUM C LUTOMNEHNEN,
npu3HakaMmn AMcnaasnm KPoOBeTBOPeHUs1, 6acToumMTo3a,
6asodununn xapaktepHbl ana K3 [6, 12].

B cutyaumsx, korga UCKOYEHbl BCE BO3MOXHble PO
WM KOraa MMEeeTCs KapTuHa, He xapaktepHasa ans P9,
UMTOMOPGONOrnyeckoe nccnegoBaHne KOCTHOro MO3-
ra (Mmmenorpamma v/vuam TpenaHobmnoncus) aBnseTcs
MHOOPMATUBHON ANArHOCTUYECKON MaHUNynaunen.
O6HapyXeHne NpU3HaKoB «pPasnpaxeHuns» 903MHODUIIb-
HOIro POCTKA KOCTHOr0 Mo3ra (K npuMepy: rmnepnnasmg
303MHOPUNIBLHOI0 POCTKA 32 CHET 303UHOPUIIBHBIX MU-
e/I0UuNTOB, MEeTaMUENIOUUTOB U NPENUMYLLECTBEHHO 3a
CYeT 4yncna 3pesibix CErMeHTOSAEPHbIX 303UHODWUIIOB)
CBUOETENBLCTBYET O BTOPUYHOM 3. NMocne ncknoyeHns
BCEX BO3MOXHbIX MpuU4nH PO 1 KO cTonkoe noBbilLeHne
abCoIOTHOro KoNM4yecTBa 303MHOMUIOB B COHETAHUN
C NopaxeHnem opraHoB-MULLEeHe 0603HaYaeTcs Kak
nrac.

Takum 006pa3omM, pacCMOTPEHHbIA anroputMm oud-
depeHunanbHOM ANarHOCTUKM MO3BOINT YMEHbLUUTb
KOJIM4eCcTBO HEOBOCHOBAHHbIX ANArHOCTUYECKMX Ha3Ha-
4YeHui n byneT cnocobCcTBOBATbL ONTUMU3ALUMN BEAEHUS
303MHODUNVNA.
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S.V. Bondarchuk, V.V. Tyrenko, A.A. Sevruk, A.N. Bogdanov
Organization of hematologic care in armed forces: focus on differential diagnosis of eosinophilia

Abstract. The principles of differential diagnosis, treatment algorithms, depending on the shape of eosinophils, eosinophils,
and risk factors for complications are presented. Increasing the absolute number of eosinophils in the blood >0,5x10°/L is
called eosinophilia. Eosinophilia of blood accompanied by many diseases. This phenomenon threatens the development of
hematological patients with hypereosinophilic syndrome, a condition characterized by end-organ damage eosinophilic infiltrates.
In this regard, it is necessary in the early stages to eliminate the cause of eosinophilia. There are four etiopatogenetics types
of eosinophilia: non-neoplastic secondary/reactive, paraneoplastic secondary, primary/myeloproliferative, idiopathic. The
basis of secondary eosinophilia is hyper production of cytokines that affect eosinofilopoesis that occurs in various diseases
(parasitic invasion, allergies, solid cancers, etc.). Primary eosinophilia characterized by abnormal myeloid clone, which

eads to increase of blooj eosinophilia. Idiopathic eosinophilia is considered when another cause not established. The main
problem of this condition is early differential diagnostic causes. Today diagnostic criteria, which would allow suggest the
possible direction of diagnostic actions in early stages of the patient disease to secondary or clonal (hematologic eosinophils)
is absent. In this work we show the basic principles of differential diagnostic of eosinophilia, including early identification of
its type. The basic principles of differential diagnosis of eosinophilia, including early examination of the patientare described.
We considered pathogenic variants of eosinophils in various diseases, iatrogenic effects.

Key words: eosinophilia, hypereosinophilic syndrome, differential diagnosis of epsinophilia, clonal and reactive
eosinophiliae, diagnostic algorithm, myeloproliferative neoplasia.
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