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.M.H., npodeccop, HaunoHansHas akagemuns nocnegunnomHoro obpasosanmsa um. M.J1. Llynuka, r. Kues;

A.E. Boromonos, k.M.H., BUHHMUKUIA HauMOHanbHbIM MeanumHckui yHusepcuteT um. H.. Muporoea

[unepao3uxounbHblll CUHOPOM: {0 CUX nO

terra incognita?

B npaxkTuyeckoi peaTenbHOCTU BpaUuei passiuyHbIX CNeunanbHOCTEN YaCTO BCTPEYAIOTCS NAToNOrMuyeckue CoCTosiHuS,
06begUHEHHbBIE B MOHSTHE «rUMNep303uHOGUNbHLINA cuHgpomy» (FIC). B ero ocHoBe neXUT GAKT TAK HA3bIBAEMOI 6051bLLON

203uHO UMM NnepudepuuecKoii KPOBU, NPN KOTOPOI KOIMYECTBO 203MHOGUIOB B Heli nogHumaetca go =15% (1,5x10°/n)

B TeueHue 6ornee 6 Mec, UTO ualle BCEro CBA3bIBAETCS ¢ MOHOKJIOHANbHOM nponudepauueii T-xennepoe 2-ro tund,
cekpeTupylowmx uHtepneikuHbli (IL) 4 u 5. BcemupHas opraHmsaums sgpasooxpaHeHus otHocut FNC k MuenonponudepaTtMBHbIM
3060MeBAHUSIM, NPU3HABAS, YTO HE BO BCEX CATy4dsiX OH BO3HMKUET HO YPOBHE CTBOJIOBO# KJieTKU. feTeporeHHOCTb KIMHUYeCKuX
nposieneHwuii FAC, MHOroo6pasme usmeHeHu AAHHBIX NA60PATOPHBIX METOAOE UCCIIEAOBAHUS, PA3NINYMS B OTBETE HA NMPOBOAVMOE
neveHue, NOSIBJIEHME HOBbIX MPENAPATOR, CNOCOGHLIX MPUBOAUTb K GAEKBATHOMY PE3yNbTaTy TEPANUU NALUEHTOB,
06YCnoOBNUBAIOT MNOCTOSIHHBIE MYGNMKALMM B MMPOBOW CMEeLMAsNIM3MPOBAHHON NUTEPATYpPE B OTHOLLEHUU U3MEHEHUs NOAXOAO0B

B AVUArHOCTUKE U JIEYEHUM LiesIoN rpynnbl 3a6051eBaHUiA, 06beANHEHHbIX oA TepMUHOM «IICx,

PacnipoctpaneHHocTs 'DC Ha cerogHsIIHMM
JIeHb He M3BecTHa. VIMeloTcsl MaHHble JUIIb O
TOM, UTO 3a00JIeBAEMOCTb MYXKUMH TPEBHIIIAET
3a00J1eBAEMOCTD XEHILUH B COOTHOILEHUH 4-9:1.
Kax npaBuiio, npu 3ToM 6oJiee CKIOHHA K 3200~
JIeBaHMIO Bo3pacTtHas rpymma ot 20 o 50 jeT, Ho
B TIOC/IETHEE BpeMsI 4yacTo otmedaercs, uto [DC
MOXET BO3HUKHYTb 1 B IpyroM Bo3pacte. Omnuca-
HBI CJlydyau CeMeitHOi 203nHOGWINN, HacTemye-
MO¥ MO ayTOCOMHO-TOMUHAHTHOMY THITY.

CorylacHO TIPUHSATOM KJIacCUPUKAIIUU BbIIE-
aatr 2 tana ['OC — cuMnTomMatuyecKuit
(CI'sC), unu BTOPUYHBIN, MU WMAMOMATUYECKUIA
HUraC).

Kputepuu, 1Mo KOTOPbIM TUATHOCTUPYETCS
HI'DC, chopmynuposanbl B 1975 . M.J. Chusid
U COABT., 3aTeM ObLIM JOTIOJHEHbI C YYETOM CO-
BpeMEeHHBIX TpeOoBaHMii. K 9TUM KpuTepusiM oT-
HOCSITCST:

1. Tlepcuctupyroinasi 303UHOGUINS KPOBU
Mpv  KOJMYECTBE 9203MHODUIOB HE MeHee
1500 KJ1/MKJT B TedeHUe >6 MeC XKU3HU WU 10
JIETATBHOTO MCXONA, €CIM TIPONOIKUTENTLHOCTh
HaOJTIO/IEHHUST He TIPEBbIIIaJia 3TOT CPOK.

2. TMonuopraHHasi MaToJoTysl, CBSI3aHHAsI C
LUPKYJISAIMeld B KPOBU (M/Wiu ¢ miponrdepa-
1Meil B opraHax) 203MHOGUIOB, K KOTOPOii OT-
HOCSITCSI TeNaro- W CIJICHOMETajusi, TPoMOO-
IIacTUYeCKuil (M/uin HUOPO3UPYIOIINIA) SH-
JOMHOKAPAUT C 3aCTOWHON HEIO0CTATOYHOCTHIO
KpoBooOpamieHust, 1udPy3Has Win JoKaabHas
MEHUHTO3HIedanonatus, mnepudeprudyeckas
nosMHeiponatusi, Gudpo3 Jerkux, MnoTepst
Macchl TeJla ¥ TIPOYNE COCTOSTHUS B JIIOOBIX CO-
YeTaHUsIX.

3. OTCyTCTBME 10KA3aTENbCTB Mapa3uTapHBIX,
UIEPIUYECKNX WM IPYTUX U3BECTHBIX MPUYMH
303UHODUIINN.

TIpu 3TOM CrieiyeT MOMHUTh, YTO HOPMATKB-
Hble 3HAYEHMST KOJIMUECTBA 303UHODUIIOB B KPO-
BU — 400/MKJI; Y HOBOPOXKXICHHBIX MX 3HAYCHMS
cocrapmsor 2,0x10°/n; y meteit B Bospacte 1-3
ner — 0,1-0,5x10°/m; 4-7 et — 0,1-1,4x10°/; 8-
12 netr — 0,04-0,75x10°/n; y B3pocibix — 0,6-
2,4x10°/n.

B cBoto ouepenp, CI'OC paccmarpuBaeTcst Kak
1ienecoobpa3Hast Orosornieckas peakims opra-
HU3Ma Ha BO3JICHCTBME MHOXeCTBa (haKTOpOB,
K KOTOPbIM OTHOCSAT MH(EKIIMOHHbIE, ajliepri-
4yeckue, ayTOMMMYHHBIE, SITDOTEHHBIE, a TaKxkKe
3710KaYeCTBEHHBIE HOBOOOPA30BAHUS, HEKOTO-
pble BPOXIEHHbIE aHOMAIUU M UMMYHOIedU-
LIUTHBIE COCTOSTHUSI.

A. Tefferi u coast. (2006) BbiensitoT: 1) BTO-
PUYHYIO  303MHOGUINI0  (HEKJIOHAJIBHYIO);
2) KJIOHAJIbHYIO 303UHOMDUINIO (HATUYKE B KOCT-
HOM MO3Te [IUTOTEHETUYECKOTO VJTU MOJIEKYJISIP-
HOTO Mapkepa MHeNonponudepaTuBHOrO 3a00-
JIeBaHMS); 3) MAMOMATUYECKYIO 303MHOMWINIO
(He BTOPUYHYIO U HE KJIOHAJIbHYI0). DTHONOTH-
yeckast KiaccubuKalus KJIOHATbHOM U HEKJIO-
HaJIbHON 303MHO(GMINKU TIPEICTABICHA HA PH-
cyHKe 1.

B cpene crienuanuctoB Takxe MIMPOKO pac-
MpocTpaHeHa KiaccuduKkauusi, peanoxKeHHast
A.D. Klion u coaBt. (2006) oT uMeHU paboueit
IPYIIBl  TMMEP303UHODUIBHBIX CUHIPOMOB
(xoHceHcyc B . bepue, 2005). ITox obuum au-
arHo3zoM «I'9C» paziuuHbie BUIbI 3a001€BaHUI
U TIATOT€HHbIC BAPUAHTBI JEJSITCS HA TIOATPYII-
MBI, DTOT MOAXOJ YA00EeH TeM, 4TO 0OecIeunBa-
€T Bpaueii MoJHbIM HAOOPOM OMKCaHMUIi 3a00e-
BaHWii Ui (uddepeHIMaNbHON AMarHOCTUKI
10CJIe TOro, KaK TOJbKO MCKITIOUeHbI OCHOBHBIE
3a0oseBaHMsl (Mapa3uTapHble, aiepruuecKue,
OIyXOJIEBbIE M TIP.), KJIACCUYECKU CBSI3aHHBIE

3noposd” Ykpainn™

¢ runepao3nHoduIneii Kposu. Kpome toro, aTo
obecrieunBaeT OCHOBY Uil pa3pabOTKM [Iuar-
HOCTUYECKUX U TepaneBTUUECKUX aJTOPUTMOB
XPOHUYECKUX 303uHOGUINI. CoracHO JaHHOM
kinaccudukauuu 'DC nenutcs Ha cienyroliue
TIOATPYTIIIBI:

e FIP1L1-PDGFRA (F/P) — accormmpoBaH-
Heie ['OC, wmu F/P + I'DC, n1s naiueHToB ¢
KJIOHAJIBHOI TUTIepa03uHOMMINEl 13-3a criopa-
JIMYECKOil XPOMOCOMHOI MyTallM¥ Te€MOIIOITH-
YECKUX CTBOJIOBBIX KJIETOK B PE3YJIBTATE CIUSTHUS
nByx reHoB (FIP1L1 u PDGFRA) Ha 4q12;

® XpoHMYecKasi J03MHO(UIbHAS JeliKeMus T1a-
LIMEHTOB, y KOTOPBIX KJIOHAIBHOCTb 303MHO(DM-
JIOB ObLTa MOATBep:kIeHa (B TOM YUCIE CIydan
ciusgsHust FIP1IL1-PDGFRA) vnu HabGmomaetcst
TOBBIILIEHNE KOJMYECTBA OJIACTHBIX KJIETOK;

o mmdommrapubiii ['DC (L-I'DC) y nmanmen-
TOB C XPOHMYECKOI PeaKTUBHON (MTOTUKIOHAb-
HOI1) Tumnepa03uHOMUINE, BTOPUYHOM MO OT-
HoleHu1o K T-kietkam, npoayuupyrommm I1L-35;

o vuesionposmdeparuuplii [DC (M-I'DC)
MOKEeT MCITOb30BaThCs ISl AUArHO3a y Mallu-
€HTOB C Pa3IMYHBIMU KJIMHUYECKMMU U OUOJIO-
TMYECKMMU TIPOSIBIICHUSIMU TIPU TIPEATIONOXM-
TEJIBHOM CYIIIECTBOBAaHUM OCHOBHOTO MHUEJOM-
ponmdepaTUBHOTO HAPYIIEHUSI, CBSI3aHHOTO C
TUTIEPR03UHODUIIMEH, XOTSI OCHOBHbIE MOJIEKY-
JIipHbIE 1eEKTHI TPU 3TOM He ObLITM OOHapyXe-
HBI (B TOM YHUCJIe YBeTMIeHNE KOJINIECTBA BUTA-
MuHa B, B CBIBOpOTKE KpOBU, Tremaro- u/min
CIIJICHOMETausl, aHeMHUsl W/WIK TPOMOOIUTO-
TeHMsI, AUCTITACTUYECKUE 03MHO(WIIbI, TOBbI-
LIEHHOE COJepXaHWe MapeHXUMATO3HbIX Kiie-
TOK KOCTHOTO MO3Ta, MUeo(puopo3 u T.1.);

o ymonarudeckuii [DC y naimeHTos, y KoTo-
PBIX OCHOBHOI1 TaToreHe3 3a00JIeBaHUsT OCTACTCS
HE U3BECTHBIM;

® opraH-orpaHuYeHHasi 303uHOGUIbHAS 00-
Je3Hb, HampuMep, 303MHOMUIBHBIN 330(arur,
303MHOMWIBHBINA TACTPOIHTEPUT, S03MHODUITH-
HBIIl JAE€pPMaTUT, 203MHO(UIbHASI TTHEBMOHUS,
00Jie3Hb Kumypbl, 203MHOGUIBHBIN (acluT
IUTSL TIALMEHTOB, Y KOTOPBIX KOHKPETHBII OpraH
WIN TKaHb SIBJSIETCS UCKITIOUNTELHBIM 00BEK-
TOM 303MHO(UIbHOM MHOUIBTPALIUY U TTOBPEX-
NIEHUA.

Takue TepMUHBI, KaK AMCCEMUHUPOBAHHAs
KOJIJIAaTeHOBasT 203MHOMIIbHAS 00JIe3HDb U (HUO-
porutactuyeckuii sHmokapauT Jleddaepa ¢
203MHOGUINEN, UCTTONIB30BATUCH PaHee AJIsl OT-
paxeHUus TOBPEXAEHMS OpraHOB-MMILEHEH
y OOJIbHBIX C TIOCTOSTHHOM THIIepI03uHODMIneit
MyTeM MPSIMOTO TOKCUYECKOTO NEUCTBUSI LINPKY-
JIUPYIOLIMX 203MHO(UIIOB, HO ceifyac yxe ycra-
penu.

dmuono2uq u namozenes 13AC

Do3uHOGWIBI IPUHAIJIEXAT K KJIETKAM MUe-
JIOUHOTO TIpoucxoxaeHus v auddepeHmpy-
10TCSl M3 MUETIOMIHBIX KJIETOK-TIPEIIIeCTBeHHM -
KOB B KOCTHOM Moare. Cpenu Tpex IIUTOKUHOB,
KOTOpbIE AEHCTBYIOT KakK (haKTOpbl pOCTa 303U-
HO(MUIIOB 1 MTHTUOUTOPHI AMIONTO3, T.€. IPaHYJI0-
LIMTapHO-MaKpodharaabHbIil KOJTOHUECTUMYIIN -
pytotmtit pakrop (GM-CSF), IL-3 u IL-5, Tonb-
KO TMOCJeAHUI OTOoOpaxaer creuudUuIHOCTh
903uHOGWIOB. OCHOBHBIMU KJIETKAMHU-TIPOJLY-
LIEHTaMH1 3TOTO TUTIA MHTEPJICUKUHOB B JIUTEPa-
Type TMPEenMYIIECTBeHHO Ha3bIBalOTCs T-Xenre-
pbl 2-ro Tvna. HeaBHMe nccnenoBaHus MayeH-
ToB ¢ I'DC, oTBevaronmx 6a30BbIM AMATHOCTH-
yeckuM kputepusm M.J. Chusid, mokasamu, yro
NIBA Pa3TMIHbIX 0a30BbIX MEXaHM3Ma MOTYT 00YC-
JIOBUTh XPOHUYECKYIO HEOOBSCHUMYIO THIIEp-
303UHOPUINIO:

C.B. 3aiikos

A.E. Boromonos

* TIOSIBJIEHME CTIOPATNYECKOI MyTalluK TeMO-
MTO3TUYECKUX CTBOJIOBBIX KJIETOK, TIPUBOJSIIEE K
MIPUMUTUBHON KIOHATLHOW 3KCIAHCUU KIIETOK
MUEJIOMIHOTO TPOUCXOXKIEHUSI ¢ TperMyIlec-
TBEHHOI 203MHOGUIbHON IuddepeHmameit
(HampuMep, TUIEPI03MHOMUINS OTHOCUTCS K
TPYIITNe XPOHUUYECKUX MUETOMPONnhepaTUBHbBIX
3a00JIeBaHMIA);

* Ype3MepHOe MPOU3BOACTBO 303MHOGUIO-
MO3TUYECKOTO LIUTOKWHA aKTWBMPOBAHHOM MO-
mynsiieit T-kinetok («imMbouuTapHbIil Bapu-
an™ ['DC, umm L-HES).

OcHoBHble TIpuuuHbl paszButust 'DC mpen-
CTaBJICHBI HA PUCYHKE 2.

[TprurHaMy HEKJIOHATBHOM (PEaKTUBHOI) 30~
suHodumu (10-40% ot obiero KoanyecTsa Jiei-
KOLIMTOB) HanboJ1ee YacTo SIBIISIIOTCS CIIEAYIOLINE:

* ajyIepruieckue 3aboseBaHUs: OPOHXUATb-
Hasl acTMa, TOJUIMHO3, KPaNWBHUIA, K3EMa,
otek KBUHKe, JeKapCcTBEHHAsT ajlIepruisi, ChIBO-
poToyHast 60J1€3Hb U 1p.;

* IMMYHOTIATOJIOTYECKNe HApyIIeHUS: CH-
npom OMeHa, TIepBUYHBIE IMMYHOIE(MUIIUTHI;

* KOXHble OOJIe3HU: YecoTKa, TOKCUKOIEp-
MU, TeprneTudOPMHBIIi 1ePMATUT, AHTMOHEBPO-
TUUYECKUI OTeK, eMQuryc;

* TapasuTapHble 3a00JeBaHUs: acKapumaos,
TPUXUHENIE3, SXWHOKOKKO3, BHCLEpanibHas
(opma larva migrans, CTpOHTUIIONA03, DUISIPU-
03, MaJISIpYsi, TOKCOTUIa3MO3, THEBMOIICTO3;

* TeMarojiornueckue 3abojieBaHuUs: JUMPO-
IpaHyJIeMaTo3, COCTOSIHUE MOCIIe CTUIEHIKTOMUH,
aHemust DaHKOHU, TPOMOOLIMTOTIEHUSI C OTCYTC-
TBUeM JiydeBoit koctu (TAR-cuHzmpowm), cuH-
npoM Koctmanna, nHGEKIIMOHHbBIN MOHOHYKJIE-
03, CEMEIMHBII reMo(arouTapHblii CUHIPOM;

IIponokenue Ha crp. 50.

Mpuunnel 303nHOGUnUM

Jo3uHOopUNbHAS NeiKeMus
(303uHOGUADLI - yacTb
3N0KAYECTBEHHOTO KJOHA)

MepBuyHas s303nHOGuNbHAS
nenKeMus, UCKNIOYNTENbHO
303MHOGUNBLHON IMHNK

Octpas 303uHOPUNbHAS
nevikemus

XpoHunuyeckas 303uHopunbHas
nenikemus,
MuononponndepaTUBHbIi
sapuaHnT 3C

Upvonatnuecknii 1IC 3:3‘::::1:’:::“
|
[ |
KnoHnanbHas HexknoHanbHas
Jo3nHobunms, accouMMpoBaHHas
€ HE303UHODUABHLIMU KNOHANbHBIMU
HOPYLIEHNSIMU, KOK pe3ynbTaT BbICBO60XAEHUS
303MHOBLIX LUTOKMHOB KJIOHUMbHBIMU KNETKAMM
| | | |
BropuuHoe BoBneueHue Numbonpsie Muenouatbie
303MHOGUNIBLHOTO KJIOHA NpU KJIOHANbHbIE
KNOHaMbHbIE
MuenonponudepaTMBHbIX R— HapyLeHus
HapyLweHUax Py (MAC/0MA)
T-knerounas —— :::;z:;‘::‘:
FLE by CD4-, CD3+, CD8-

KnoHanbHbi
numdouuTos:
CD4+, CD3-

Puc. 1. dtmonoruueckas knaccudpukauus 3osuHodpunum (Manual of pediatric hematology and oncology, 2005)

HX3J1 - HexopxkuHckas 3nokauectsenHas nmmboma, OJIN - octpas numbobnactras neitkemus, MIAC - muenogucnnactuyeckuit cunppom, OMJT - octpas MuenomaHas neitkemus.
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[unepao3unofunbHblll CURGPOM:
(0 Cux nop terra incognita?

Iponomxkenue. Hauano na crp. 49.

* ceMeitHast 203MHOMUINS;

* MOHM3UPYIOLIAS paaualivs U o0IydyeHue;

* JIETOYHAST 303MHOMWINS: 303UHODUITHHBII
myapMoHUT (cuHapom Jledbdnepa), s03uHO-
(unus ¢ OpoHXMANbHON acTMON (CHMHApPOM
Yepmka-Crpocca), Tpormudeckass 303WHOGMMU-
TS, OPOHXOJIETOUHBIN acTepruiie3, TpaHye-
Mato3 BereHnepa;

* TaCTPOMHTECTUHAJIbHbIE HAPYLLIEHMS: 203U~
HOGMUIbHBIA TaCTPOIHTEPUT, S3BEHHBIN KOJIMT,
SHTEPOTATUsI C TOTepell TPOTeMHOB, OOJIe3HDb
KpoHa;

* CMeLIaHHas TpyIna MaToJOrMYeCKUX COo-
cTossHUi: uanonatnyeckuii 'DC, y3enKoBBIN
TIOJTMAPTEPUNT, MeTacTaTideckasi 60J1e3Hb, IIHp-
pO3 Te4YeHHU, MePUTOHEATbHBIN AUANN3, XPOHU-
yeckasl rmoyeyHasi 60J1e3Hb, CUMHIpoM [yamacue-
pa, capkoumo3, TMMoMma, rurmokcus (Manual
of Pediatric Hematology and Oncology // 4th edt,
Elsevier Inc. — 2005).

[Ipu sToM moBpexnaroliee AeiicTBUE MOBbI-
IEHHOTO KOJIMYECTBA 203MHOMUIIOB HAa TKAaHU 1
OPTaHbI CBSI3aHO CO CMOCOOHOCTHIO D03MHOMY-
JIOB MPOAYLIMPOBaTh TOKCHMYECKUE MEIUATOPhI
BOCTMAJIEHHUsI, CONepXKallMecsl B MX IpaHyJax WU
BBICBOOOXIAIOIIMECS BCAENCTBUE AKTUBALUU
kieTok. Tak, B TpaHy/Iax 303uHO(DUIIOB HAXOAUT-
Cs1 KPUCTAIJIOUIHOE PO, KOTOPOE COCTOUT W3
MaTpMKca U TJIaBHOIO OCHOBHOTO MpOTEHHA.
IMpu I'DC mocnenHuit oka3bIBaeT MUTOKCHYEC-
KUii 3 PeKT Ha 3MUTENUNA peCrUpaTOPHOTO
TpakTa ¥ WHIYLMPYET NETPaHy/ISLUI0 TYYHBIX
KJIETOK U 203MHOMUIIOB, YCUJIUBAET BbIPAOOTKY
LIMCTEMHWIOBBIX JIEHKOTPUEHOB U PA3IMYHBIX

MPOBOCTIATUTENIbHBIX LIUTOKUHOB, YTO MPUBOAUT
K TIOBPEXXIEHUIO SMUTENUSI COCYIOB, MUETNHO-
BBIX HEPBHBIX BOJIOKOH, TKaHE U OpraHOB-MMU-
1eHel (cepaua, Jerkux, KoXu, HEpBHOM crcTe-
Mbl, CYCTaBOB, MHILEBAPUTEIbHOTO TPAKTA).
Tepcucrenuus so3uHobUINM B nepudepudec-
KOU KPOBU MOXET MTPUBOAUTD K SHIOTEINATHHO-
MY Y 9HIOKapAUATBLHOMY TOBPEXAESHUIO BCIIEIC-
TBUE BHYTPUCOCYAUCTON NETPAHYISALMU ITUX
kietok. [lpu 5TOM LUTONUTUYECKUE SH3UMBI,
cofiepXaluecs: B TpaHy/1aX 203MHOGMUIOB, BO3-
NEeCTBYSI Ha SHAOTENUANbHbIE KIETKU BCETO
OpraHu3Ma, MOTYT OOYCJIOBIMBATh pa3BUTHE
TpoMOO30B WM 3HIOKapAuaibHOro (ubposa.
Takum 06pa3zoM, TTOBpeXKIEHNE TOTO WM WHOTO
opraHa 1/win ero TuchyHKIMs pa3BUBAIOTCS B
pe3yJbrate MPOoayKIMK 303UHO(UIaMU GOBILIO-
ro KOJMYECTBA LIMTOTOKCUYECKMX BEILECTB, B
TOM YHUCJIe BBICOKOKATMOHHBIX MOJIEKYJ, TaKNX
KaK 303MHOGUIbHBIN KaTMOHHBIN Oenok (ECP)
U TJIaBHbIM ocHOBHOI OenoK (MBP), puboHyk-
JICa3HBIA  D03MHOMDWIBHBIA ~ HEHMPOTOKCUH
(EDN), mepokcunasa so3unoduion (EPO), cBo-
OOIHBIC paauKalbl KUCIOpOIa U Ap. DO3uHOPU-
JIbl TaKXe€ CMOCOOHBI BBIIEJSTH MEIMATOPHBIE
JMMAABI, TaKWe KakK JIEHKOTPUEHBI W TpocTa-
TJIAHAWHBI, KOTOPBHIE CIIOCOOCTBYIOT Pa3BUTHIO
KJIMHAYECKUX OCJIOKHEHUM 3a CUET BO3ACUCTBUSA
Ha TOHYC IJIQAKWX MBILILL COCYIOB U OpPOHXOB.
CriocoOHOCTb ke 903UHO(GUIOB BbIIESTh LIUTO-
KUHBI (0COOEHHO TpoBOCTAIUTENbHBIe, Thl- 1
Th2-IMTOKMHBI) MU XeMOKUMHBI JeIaeT ux Ooiee
CJIOKHBIMM YYaCTHUKaAMKU WMMYHHOTO OTBETa,
YeM 3TO MPEICTaBISIOCh PaHEe.

B nanpHeiinem 203MHOMGUIBI TOBEPratOTCS
aronTo3y WK HEKPO3y M (harolMTUPYIOTCS MaK-
pocdaramu. [loriomeHne 303MHOGUIOB, TOI-
BEpTIINXCS aromnTo3y, MPeI0oTBpaIaeT Bbiese-
HUE COAEPKALIMXCS B HMX TOKCUYHBIX [T0 OTHO-
LIEHUIO K TKAHSIM BEIIECTB, YTO TAKXKe MPUBOIUT
K BBICBOOOXKICHHIO M3 MaKpO(haroB IPOTHBOBOC-
MaJTUTENbHBIX IIMTOKMHOB (TpaHC(hOpMHUPOBaH-
HBII1 pocToBoii aktop B, IL-10, mpocrarnananH
E,). I1pu Hekpo3se e 2303MHO(DUIOB U3 HUX BbI-
CBOOOXIAIOTCSI TOKCMUYECKUE 110 OTHOIICHMIO K
TKaHsIM BelllecTBa (MMPOTEUHBI, JTUTHIbI, KATUOH-
HBbIe OeJIKU, HeiPOTOKCUHBI). DaronTo3 HeKpo-
TU3UPOBAHHBIX 303MHOGMIOB MaKpodaramu
TIPUBOIMT K BBICBOOOXKIECHHIO ITPOBOCITATUTE Th-
HBIX ITUTOKWHOB (TpombokcaH B, u GM-CSF).
Kak 6b110 HETaBHO YCTAHOBIEHO, TMOPUAHAS TH-
posunkuHaza, FIP1L1-PDGFR, umeer BaxHoe
3HaYeHKe B TATOGU3NOIOTHH TTPOIIecca.

Kmmanveckue npossiaenns I'DC MoryT cyiec-
TBEHHO BApbUPOBATh Y PA3INUHbIX MALIUEHTOB B
3aBHCHMOCTH OT OPraHOB-MMIICHENH 303MHO-
¢unbHOI MHGUABTpauuy. Yaiue KIMHUYECKas
npeseHTaunsg [DC compoBoXgaeTcs OOIUMU
HecneuupUIecKUMU CUMITOMAMU: aHOPEKCH-
eil, c1aboCThio, MOTePeid MAacChl Tesa, ePUOIM-
YeCKUMU OOJIIMM B XMBOTE, JIMXOPAIKOM, HOY-
HOW TMOTJIMBOCTBIO, MEPCUCTUPYIOLIMM HETMpO-
JIYKTUBHBIM KalllieM, OOJbIO B TPYIHON KIIETKE,
BBICBIIAHMSIMU Ha KOXKe, HapylleHreM (YHKIMK
cepala. B aHanu3se KpoBK ONpeseNIIIoTCs JISHKO-
o3 (30,0-100,0x10°/71), BEIpaXXeHHas 303UHO-
ums, cocrassonye 50-90% ot obiuero Ko-
JIMYECTBa JIEUKOLMTOB. XOTsI MPaKTUYECKH JII0-
0ast TKaHb MJIM OPTaH MOTYT OBITh 3aTPOHYTHI ITPU
I'DC, KIMMHUYECKNE OCIIOXHEHUS BO3HUKAIOT
vamre (6onee yem y 50% naumeHTOB) B KOXeE,
cepiie, JErKUX ¥ HEPBHOIA CHCTEME.

Koxubie nposiBienusi ['DC — o61ue n Hece-
nrduIeckre, OOBIMHO 3aKJIIOYAIOTCS B Pas3BU-
TUM AHTMOHEBPOTUYECKUX OTEKOB U MOPAXEHU I
10 TUITy KpAIMBHULIBI WA SPUTEMATO3HBIX, 3Y-
JSIIUX TAITyJT ¥ Y3€JIKOB, HATOMUHAIOIINX 9K3e-
Mmy. Y nmameHToB ¢ L-I'DC takue moBpexneHus
YacTo MpeoOafaloT B KIMHUYECKOW KapTUHE
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runepao3uHouau. Kpome Toro, B KauecTBe
KOXHBIX TTposiBieHui 'DC MOryT BBICTYNAaTh 30-
3UHOMUIBHBIA LETIONUT U 303MHOMDUIBHBII
dacuur.

DO3MHOPUIBHBIN LIETIONUT (CUHAPOM Y3II-
ca) Xapaktepusyercsi IBYX(Da3HOCTbIO TEUCHMSI.
HayvanbHble mposiBieHMs] TIPEACTABISIOT cO00i
OTCYHYIO DPUTEMY, TTIOXOXYI0 Ha OOJBIION BOJ-
IBIPb WX PEAKIIMIO Ha YKYC HACEKOMOTO, POXY
WM OrpaHMYeHHYI0 cKiepoaepmuio. [Tozxke y
MalMeHTa Pa3BUBACTCS D03MHOPUIbHBINA WH-
unbrpar ¢ hopMHUpoBaHUEM TpaHyJIeMbl U 00-
pa3oBaHMil, TOXOXWX Ha S3BIKM TUIAMEHH,
BCJIC/ICTBUE BBIPAXKEHHOW 303MHOMUIBHON WH-
bunbTpaumm TKaHeil. DT 00pa3oBaHUs He-
CKOJTBKO TT03:Ke TIPUHUMAIOT BUI HEOOIBIINX yp-
TUKApHBIX Tamyn u msTeH. [latomornyeckui
MIPOLIECC MOXKET COMPOBOXIATHCS KapOM, OOJIbIO
B CYCTaBax U Jlaxe MapamyoM JMLEBOrO HepBa.

Do3uHodmIbHEIN hactuT (cuHapoM Lilymbma-
Ha) TIPOTEKAaeT B OCTPOil (hopMe, XapaKTepu3yeTcst
Pa3BUTHEM JIOKATM30BAHHOTO OTEKA U BbIPAXKEH-
HOI CHIBOPOTOUYHOI M TKAHEBOM 203MHOMMINU,
KOTOpasi 4acTo TPUHUMAaET (HOpMY TSKEI0To
ckiieposa. [lepBoHaYaIbHO MOBPEXICHNE 3aXBa-
TBIBAET OJIHY KOHEYHOCTh, COMPOBOX/IAETCS TIO-
KpPacHEHMEM, OTEYHOCTBIO M OKEHHeM KOXH,
yBemmueHneM ypoBHs COD. Takast KTmHUIecKast
KapTHHA MOX0Xa Ha IyOOKYI0 KPAITUBHHUILY, PO-
3Ky WK JIOKAJIbHOE MPOsIBIEHKE TTOO0YHOI peak-
LUK TIpY TIpOBeieHUM BakuuHauu. [1pu nocra-
HOBKE OMarHo3a yYMUTHIBAIOT CTONKOCTb OTMe-
YEHHBIX CUMIITOMOB, 303MHODIIMIO M UCKITIOUa-
10T COOTBETCTBYIOIINE MPOSIBICHUS JIEKAPCTBEH-
HOW amepruu. JIMarHo3 MOXHO TIOATBEPAUTH
TIpY TIOMOIIY OUOTICHM, B PE3yJIbTaTe KOTOPOU
BBISIBJISTIOTCSI YTOJILEHNE (haCIIAil MBI U OOJTb-
1I0€ KOJMYECTBO 303MHOGMUIOB. DO3MHOPUIIb-
HBIi (GacIUT MOXET OBITh OTHUM U3 MIPOSIBICHU I
MMMYHOJIOTHYECKOTO  (heHOMEeHa  peakInuu
«TPAHCILIAHTAaT MPOTHB XO3sIMHA», HO B 3TOM
cllyyae KOHEYHOCTH MOPaKAIOTCs CAMMETPUYHO.

ITopaxkenne cepaua (HIOKAPAUTUYECKUIA
(ubposnacTo3, pecTpUKTUBHAS KapIuOMKOTA-
THsT) oT™MeuaeTcst B 55-75% ciydaes. Jluckomdopt

FvnepsosunodunbHbii cunapom (HES)

WHdekuuoHHbIE NPUYNHDI

T >1500 303uHOdUNOB/MKN B TeueHue 6 mec u Gonee

+ OTCYTCTBME AAHHBIX 30 AO3UHOGUNUIO APYFOro reHesd
+ NPU3HAKKM OPTraHHOTO NOpPAXKEeHUs / AuchYHKLMM (renaTocnneHomeranms,
cepaeyHas HegoCTaToYHOCTh, AUdPy3Has unm ouarosas HeBponoruyeckas
CHMMNTOMATHKA, NerouHoi ¢pnubpos3, NMXopaaKd, noTeps Becd, aHemms)

JKTONAPA3NTLI: YECOTKA, MUA3

FeNnbMMHTBI: GHIMOCTPOHIUAONA03, CTPOHTUAONA03, ACKAPUAO3, KNOHOPXO3, pacuuones,
$unsapmosbl, TponuyecKas NEroyHas 303MHOGUANS, TPUXUHENNE3, TOKCOKUPO3

Mpocreiime: Isospora belii, Dientamoeba fragilis, Sarcocystis hominis

Tpu6bi: KOKUMANOMMKO3, annepruYeckuin GpoHXONErouHbIl acneprunnes

onpeneneHHbIX OPraHos

MeaukameHTo3HO-
Jo3uHodpunms, Atonuueckue/annepruyeckue :;:ou::’poaauuun 7 * ractposntepokonut: HMBC
HHOpHUAUA H + BACKYAMUT: annonypuHon, GeHUTOUH
3a6boneBaHus Ky. ypuHon,
He OrpaHuYeHHAas
HO:CI)KeHHeM H + MUanrum: NpoAyKTbI ¢ M36bITKOM L-TpunTodana

1 BeccumnromHas: neHnuunnuub, LIC, XuHONOHBI

H + nerounbie ununbrpatsi: HMBC, HuTpodypaxTouH, cynbdaHunamugbl
H + renaTuT: TeTpayuknuHbl, n/c nennuunnuxel, CUPC

| + Hedpur: LIC, nonycuHTeTMUECKME NEHULMIUIUHDI

L DRESS (303uHOGUNMS 1 CUCTEMHBIE CUMNTOMBI): CyNbdacanasuH,
Kap6amasenuH, annonypuHo, FMAPOXNOPTUA3NA, LIMKNOCNOPHUH

Pepnko: annepruyeckuii pPUHUT, HeANNEPruYecKUin PUHNT
¢ 303uHOGuNbHLIM cuHapomom [NARES|, 6poHxuansHas actma

Fematonornyeckue
306oneBaHus

KJIETOYHbINA PAK MO4YeBOro nysbipsa

CHCTEMHbBI MOCTOLUTO3

JiumonponudeparusHbie: XJ1, nepeuuHas koxxHas T-knetouHas numpoma, cuiapom Cesapa, OJI1

ConupaHble ONyX0nu: paK WEHKU MATKM; PAK NIEFKUX; CKBAMO3HbIE KAPLUHOMbI JIETKUX, KOXH,
HOCOTNOTKM, FEHUTANMIA; AAEHOKUPLIMHOMBI XXeNyAKd, TONCTON KULLKM, TeNd MATKW; NepexoaHo-

AedeKTbl MMMYHHOI CHCTEMBI

Mepeuunbie NUAC r—[

CuHppom OmeHHa

CuHApOM runepummyHornobynuHemum E

Peakums TPAHCAJIAHTAHT NPOTUB X03UHA

dpyrue coctoaHus

XonecrepuHoBas am6onus

Capkoupos

Munocekpeuus NKC: 6onesnb AguccoHa, cuiapom Yorepxayca-®puaepukceHa, rMNONUTYUTAPU3M

Hecneuudmuecxue BOCNANMUTESNbHBIE 3060NEBAHUS KULLEYHUKA
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B TPYOY, Kallelb, OJBIIIKA, OPTOIHOY, OTEKU
HWKHUX KOHEUHOCTE, BOBHUKHOBEHUE apUTMU I
SIBJISIIOTCS TMITMYHBIMU CUMITOMaMH, KOTOpbIE
MOTYT CBUJIETETLCTBOBATh O BOBJIEUEHUH B BOCTIA-
JINTEIbHBIN MPOLIECC CePIeUHO-COCYIUCTON CUC-
TeMmbl. B GuonTarax rmpu 3ToM 0OHApYyKHUBAKOTCS
oYary HeKpo3a MUOKapa U MOBbILIEHHOE KOJIH-
YecTBO 203WHOGWIOB B 3HIOKapre. [IpucreHod-
HbIe TPOMOBI B ITOJIOCTSIX CEpPLIa MOTYT OBITh MC-
TOYHMKOM Tpomboamboiuu. [TpumepHo uepes 2
roia OT TIOSIBICHUSI S03MHOGMWINY Pa3BUBACTCS
SHIIOMUOKAPIUATBHBIN (HPUOPO3 ¢ MUTPATBHOU 1
TPUKYCITUIATBHON HEIOCTaTOYHOCTBIO U pec-
TPUKTUBHOM Kapauomuornartueir. OObIMHO Topa-
xenue cepaua mpu ['DC pa3BuBaeTcs B TpY 3TaIa.
PaHHuMil HeKpoTHueckuit stam (5-6-s1 Hemens 3a-
OoneBaHMsT), KOTOPBI BKJIIOYAET B ceOs1 3HIO- U
MUOKAPJIUT, YaCTO MPOTEKAET OECCUMITTOMHO, HO
MOXET TIPOSIBIISITHCS M KaK OCTpasi cepieyHas He-
JOCTaTOYHOCTb. DTOT ATAIl TOCTETIEHHO Tepexo-
JIUT B TpOMOOTHUECKytO cTamuio (¢ 10-ro mecsa
3a00J1eBaHUs ), IPU KOTOPOI 00pa3yroTcsi TPOMObI
Ha TIOBEPXHOCTH MOBPEKIECHHOTO SHI0KAp/A, YTO
MOXeT MPUBECTH K neprdeprdeckoit smoomu. B
KoHeuHo# (pubpo3Hoit) ctanuu (¢ 24-ro Mecsia
3a00JIeBaHYsI) B TKAHSIX SHI0- U MUOKAp/a pa3Bu-
Baetcsi puOpo3 (MPUBOAUT K HEOOpaTUMOM pec-
TPUKTUBHOI KapIMOMUOTIATUH), & TIOBPEKICHMS
aTPUOBEHTPUKYJISIPHBIX KJIATAHOB MOTYT MPUBEC-
TH K OCTPO¥ CepIICUHON HEI0CTATOYHOCTH.
Hespoaoruueckue nposisienns IT'DC (40-70%
cJTyJaeB) MOTYT BKJTIOUATh TIOPXEHMS Kak IeH-
TpanbHOl (muddy3Hbie sHIIEDATONATHN), TAK 1
nepudepuyeckoit (MoaMHeponaTum) HepBHOM
cuctembl. uddys3Has sHiebansonatus npu
3TOM Yallle BCEro XapaKTepu3yeTcsl N3MEHEHUEM
MOBEICHUSI U KOTHUTUBHBIX (DYHKLIUIA, CIyTaH-
HOCTBIO CO3HAHMsI, TIOTePEil MAMSITH, BO3MOXHbI
Takxe arakcus, cynoporu. Ilepudepuyeckue
HEWpOTaTUK TIPOSIBJISIIOTCSI CUMMETPUYHBIMU
WJIM ACUMMETPUYHBIMU CEHCOPHBIMU U3MEHEH M-
SIMU, HAPYIIEHUSIMU MOTOPUKY WJIM CMEILIAaHHOM
KJIIMHUKOI CEHCOPHO-MOTOPHBIX MPOSIBICHUIA.
Kpome Ttoro, xax crnenctBue mepudepruuecKoii
5MO0JIMU TPOMOAMU MOTYT BO3HUKATh UHCYJIBTBI
VI TPAH3UTOPHBIE UIIIEMUYECKHE aTaKu (Xapak-
TepHa pedpakTepHOCTh K aHTUKOATYJISTHTHOM Te-
parnuu 1 peluauBel TpoMO0aMOosHit). B 6mornra-
Tax 0OHAPYXXMBAIOT JIMIIb HecTeuduiecke us-
MeHeHusl. [1o MaHHBIM JUTEpaTypbl, Ha CErof-
HSIIIHWIA I€Hb HE 3aperMCTPUPOBAHO HU OTHOTO
nariedTa ¢ L-I'9C, a momobHast KIIMHUKA 9acTo
Habmomaercs y naentos ¢ F/P*-IDC u UTDC.
Ilopaxenue Jerkux BcTpevaetcs y 40-50%
6ombHBIX UTDC 1 cBI3aHO ¢ 203MHOMPUIBLHOI
WHOUIBTpaIeil TeTKUX W CepaevTHoi HemocTa-
TOYHOCTBIO, TIPUBOMSIICH K UX oTeKy. KmuHu-
yecKasi CMMIITOMATHKA CO CTOPOHbBI OPTaHOB [Ibl-
XaHMsI TIPU 3TOM MOXET BapbUPOBATBhCS OT XPO-
HUYECKOTO CYXOTO KalllIs ¥/VJTM TTOBBIIIEHHOM
PEaKTUBHOCTY OPOHXOB IMpPU OTCYTCTBUU U3MeE-
HEHMI CO CTOPOHBI JIETOYHOM TTAPEHXUMBI J10 00-
pa30BaHUSl JIETOUHBIX MH(MUIBTPATOB, BbISBIISE-
MBIX TIPM PEHTTEHOJOTMIECKOM 00CIIeN0oBaHNN
opraHoB TpynHou kieTku. [lociennee moxer
MPOUCXOAUTS yallle y nauueHToB ¢ F/P-accouu-
MpOBaHHBIM 3aboneBaHueM. [1pu pa3BuTUM 1aH-
HOTO COCTOSTHUSI Ha PEHTTEHOTPaMMax OpPTaHOB
rpyaHoii KieTku y 20% malueHTOB MOXKHO BbI-
SIBUTH JIOKAJIbHBIC WK AU QY3HBIE, MTHTEPCTULIN-
TbHBIC WK AJTbBEOJISIPHBIC HEJIOJIEBbIC 3aTEMHE-
HUs, 6osiee BBIpaXKEHHBIE TIPY TSIKENION cepaey-
HOIl HenoctatouHoctu. [lpu momoy MynbTH-
CTUPATBHON KOMITHIOTEPHOI TOMOTpaui MOXHO
OMPENENUTh Y3EIKU C BEHUMKOM BOKDYT JIOKaTb-
HBIX WK 11 Y3HBIX yIaCTKOB «<MaTOBOTO CTEK-
na». B oTcyTcTBUE cepaeuHoil HemoCTaTOYHOCTH
1 TOJIA dyHKIIMOHATBHBIE TPOOBI IETKUX HE U3-
MeHeHbl. B 50% ciyyaeB oTMeuaeTcs MOsIBIICHNE
TJIEBPAJTbHOTO BBITIOTA, a 03MHOMWINS KWJI-
KOCTU OPOHX0ATbBEOISIPHOTO JIaBaxka MpeBbIIa-
et 70%. Tucronornyeckoe MccieqOBaHUE MaTe-
pUaoB OMOTNCUM IEMOHCTPUPYET BbIPAKEHHYIO
303MHOMWIBHYIO MHOUIBTPAIIMIO JIETKUX U JIPY-
TUX OPTaHOB C IECTPYKIIMEH UX apXUTEKTOHUKU 1
yJacTKaMM HeKpo30B. MIMeloTcs JaHHbIe O pa3-
BUTUM B PEIKMX CJIyyasx OCTPOTO PECHMpaTop-
HOTO JucTpecc-cuHapoma. Benencteue mpomor-
SKMTEJILHOTO TeUeHMsI 3a001eBaHKsI MOTYT pa3BU-
BaThCsl JIETOUHBIM (uOpo3, MHOAPKT-ITHEBMO-
Husi. BpoHxmaibHas acTMa TNpu TUIEPI03UMHO-
GUIHHOM CHHIPOME BCTPEUAETCS PEMIKO.
I'emaronornueckue nposisiaenuss I'DC Bxioua-
10T B ce0s1 aHEMHIO, TPOMOOLIMTOINEHUIO (pef-
KO), JISHKOILIUTO3 C BbIPAXKEHHOI 203MHOPUIN-
eit (>1500 kneTok/mi), HATMIUE B MUAEIOTPaM-
Me MPU3HAKOB T'MMEPILIa3uu 303MHOPUIBHOTO
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pocTKa, TemaTOMerajivio U CIIEHOMEraiuio,
KoTopble Gonee TUIM4HBL Wit F/P dopmer 3a-
OosieBaHMs. Y HEKOTOPBIX MALIMEHTOB B MOCTIE-
NyIOIEM MOXET Pa3BUTHCS 203MHOMMIBHBIN
JIEHKO3.

Hapymenus cBepThIBaHHS KPOBH TaKXKe MOTYT
Habmonatecs nipu I'OC. Ipu 3TOM cumTaercs,
YTO XpPOHWYECKasl TUIEPI03NHOMDUINST MOXKET
CIOCOOCTBOBATh TOBPEXKICHUIO IHIOBACKYISIP-
HOI1 MOBEPXHOCTH, MPUBOAS K MepueprIecKoit
BACKYJIOMATHM, a TAKXKE MOXET aKTUBHPOBATH
KOaryJsiivio KpoBU HeTocpencTBeHHO. Bee 310
00YCIIOB/IMBAET B MOCTEAYIOLIEM PA3BUTHE TPOM-
0603MO0IMYECKOi1 OOJIe3HU.

CMMNITOMBI OPAXKEHNS JKeJTyA0YHO-KHLIEYHOTO
TPaKTa MOTYT BKJTIOYATh OOJb B KMBOTE, YYBCTBO
OBICTPOTO HACBHIILIEHUSI, AUAPEIO, TOITHOTY U PBO-
Ty. DO3UHOMUIbHBIN 330(haruT, raCTPUT, SHTEPO-
KOJIUT, KOJIUT MPU 3TOM SIBJISIFOTCSI YaCTBIMU JIO-
KaTM3alysiMU B CITydae TTOPaKeHUs KeTyI0IHO-
KUIIEYHOTO TpaKTa, MPUYeM TOCTEAHUI MOXET
MPUBOAUTHL K ACUUTY B CIydae, €Clv 303UHO-
(unbHBIe MHUIBTPATBl MPOHMKAIOT B OoJiee
TTyOOKWE CIIOW CTEHKM KUINEYHWKA. DO3WHO-
(ubHBIN 930(haruT MOXeT MPoTeKaTh C CUMIITO-
Mamu pediitokca U aucdaruu. B GonbiimMHcTBe
CITy4aeB JUIst TUarHOCTUKK 303UHOGMUIBHOTO T10-
pakeHUs KeTyTOTHO-KUIIIEUHOTO TPaKTa Tpeoy-
eTcsl MPOBEeIeHNE SHIOCKOMUYU ¢ OUOTICHeid, YTo-
ObI OMpeneTUTh HATMYME 203UMHOMUIOB B MMOpa-
JKEHHOM Y4YacTKe MHILIEBApPUTEIBHOTO KaHala.
Hepenxo Bo3HMKaeT mopaxeHue eueHn B (hop-
Me s03uHOGUIbHOTO rematuta. CreayeT oTMme-
TUTb, YTO MOAOOHBIE MUILEBAPUTETBHbBIE OCIOX-
HeHUsT HaOmomaroTcsa npu Bcex dopmax 'DC,
B TOM UHCJIE C HEU3BECTHBIM TTATOTEHE30M.

Oo0mIme CUMITOMBI BKJTIOUAIOT B ce0s1 C1abOCTb,
YCTAJlIOCTh, OTCYTCTBUE AMMETUTA, JUXOPAIKY,
TIOBBILLIEHHOE HOYHOE MOTOOTAENEHHE, MOTEPIO
Macchl TeJia, 00N B CyCTaBaX M MBITIIIIAX.

IIpu stom Beimenstor 3 tuma I'DC: 1) ¢ bec-
CUMITTOMHBIM TeYEHUEM, MPOTEKAIOIINI CYOKITH-
HUYECKU C MEUIEHHBIM PAa3BUTHEM CMIITOMOB 1
TIOJIOKUTETbHBIM OTBETOM Ha TEPAIUIO TIIIOKO-
koptukouaamu (I'K); 2) compoBoxnparomuiicst
00pazoBaHMEM 303MHOMUIBHBIX MH(MUIBTPATOB
B Pa3IMYHBIX OpPraHax v CUCTEMax; 3) MUEJIONpo-
mudepaTUBHBIN BapUAHT, XapaKTepU3YIOMINHCS
KJIOHAJIbHOW 303MHOMWINEH, CIIJIEHOMETaIuei,
TUMEPKIIETOYHBIM KOCTHBIM MO3TOM, aHEMUEid,
TPOMOOLIMTOTIEHNEH, TTOBBILIEHHBIM COAEPXaH!-
€M IIMaHOKOOaaMIHa, TIa3MEHHOW TPUIITA3bI,
HammuveM FIPILI-PDGFRA-cnuBHOro rena B
KPOBU U KJIETKaX KOCTHOTO MO3Ta BCJIEICTBHE MY-
TaLl¥ TUTIOPUTIOTEHTHO CTBOJIOBOM KIIETKMU.

Jluaznocmuka u gudpepenuuansuas
quaznocmuka 3G

Juarno3 I'DC cunTaeTcss 000CHOBAaHHBIM TIPU
HaJIMIUK CIIEYIOIINX YCTIOBUI: 1) KOMMYECTBO
303MHODUIIOB B TIepr(epUUECKOit KPOBU COCTAB-
asieT >1,5x10°/11 1 yrepxKuBaeTcsl Ha STUX 3Haue-
HUSIX J0JIbIle 6 Mec; 2) OTCYTCTBYIOT U3BECTHBIC
TIPUYMHBI, KOTOPbIE MOTYT OOYCJIOBUThH 303MHO-
dummio; 3) MMEIOTCS TMOpaXeHWsT OTHOTO WK
HECKOJIbKIX OpraHoB (KOXa, Cepile, MeyeHb, ce-
Jie3eHKa). YUuTbhIBasi pa3HOOOpas3ue MaToJOTHH,
TIpY KOTOPOil HaOMomaeTcsi 303MHOMWINS KPO-
BHU, a TaKKe TSDKECTh OCTIOXHEHMIA, i audde-
PEHLMATBHOM OMATHOCTUKU PEAKTHBHBIX 203M-
HOGWIMI pa3paboTaH MMATHOCTUYECKUU ayro-
PUTM, KOTOPBII BKITIOYAET psil TabOpaTOPHBIX 1
KIIMHUKO-UHCTPYMEHTAIBHBIX UCCIIEIOBAHUIA.

Tlpu BBISIBIEHMM JIETKOII U CpeIHETSIKENIOi
303MHOMWINH UCTIONBL3YIOTCST TaKue JJabopaTop-
HbIe WCCIIENOBaHMS: aHAIM3 Kajla Ha HaJndue
LIUCT, U1 ¥ ()parMEHTOB Mapa3uTOB; OTpeiese-
HHE CepOJOrMYEeCKUX MapKepOB IMapa3MTapHbIX
MHOEKIH, TUTPa N30TeMarTIIOTUHUHOB, YPOB-
neit IgM u IgE; uckmouenue muddy3Hbix 3a00-
JIEBAHUI COEIMHUTENIbHOM TKaHU, KOTOPBIE MO/~
TBEPXKIAIOTCSI OOHAPYXXEHMEM aHTHMHYKJIeapHBIX
aHTUTeN, aHTUTeN K aByxuernoueyHoi JIHK, aH-
TUHEUTPODMIBHBIX IUTOTIIA3MATHYECKIX aHTH-
Ten. [ AMarHoCTUKY MopakeHuil MuIieBapu-
TEJIbHOTO TPAKTa OIpPEC/ISIOT CepOIOrHIecKre
MapKepbl BUPYCHBIX Te€IIaATUTOB, MOJIOYHBII TIpe-
murutiH. C uenbio auddepeHIanbHOR ara-
THOCTHKY C CHHIPOMOM Pa3pakeHHOTO KUIIIe-
HMKa onpenessitoT yposeHb COD, mpoBoOasT 3H-
JOCKOIUIO, OWOIICHIO CIM3HUCTON OO00JOUKM
KWIITKA, PaTroIOTUIeCKe UCCIeOBaHMsI opra-
HOB OproiHoit mosyioctu. B xone obcnenoBanus
MalKeHTa TAKKe OCYILIECTBIISIOT 0030PHYIO PEHT-
reHorpauio OpraHoB IPYIHOM KIETKU, OMOXM-
MUYECKOe MCCIIeIOBAaHNE KPOBU UIST OTIpeiesie-
HUsT QYHKIMY TIEYCHH 1 MTOYEK.

AJIEPronorisa e ornag

C 11e/1b10 UCKITIOYEHUST BO3MOXKHBIX OPTaHHBIX
MOpaxXeHuii B 00cenoBaHne 00IbHOTO BKII0Ya-
10T AJIEKTPO- U 3XOKaparorpaduio, onpeneneHme
KOHIIEHTPAIIMM KapIuaibHOTO TporoHuHa T B
CBIBOPOTKE KPOBU. Y HEKOTOPHIX MAIIEHTOB
MIPOBOJISIT OUOTICHUIO TIeUeHH, (PYHKIIMOHAbHBIE
JIETOYHBIE TECThI; OCYILECTBIISIOT HEBPOJIOTNYEC-
Koe 00cieoBaHNe, BKITIOYAIOIIEe OCMOTP, 2JeK-
TpoaHiledanorpacduio, McciefoBaHUE COCTOS-
HUSI [J1a3HOTO JIHA, HEPBHOI MPOBOIVMMOCTH, pa-
TIOJIOTMYECKOE UCCIIEI0BAHNE TOJIOBHOTO MO3Ta.

[pu mepcucTupyiomeii TsoKenoit 203MHOGY-
JIUY VCTIONB3YIOTCSI METOMbI OMpeeieHus KO-
HaJIbHOCTH (MMMYHO(EHOTUTIMPOBAHKE, IUTO-
TeHETNYECKOe UCCIIEIOBAHNE KOCTHOTO MO3Ta).

Yarie Bcero NMpUXOAUTCST MPOBOIUTH Audde-
peHIMANbHYI0 TUarHocTuKy mexmy [DC u s03u-
HOGMWIBHBIM JIEKO30M, JPYTUMU MUEJIONpPOIHU-
(epaTUBHBIMU 3a00JIEBAaHUSIMU, TeMOO0JIACTO3a-
MU, B TOM YHCJIe OCTPHIM MUEIOMOHOOTACTHBIM
neiiko3oM ¢ so03uHOGbMIMelt, T-kieTouHbIMU
JuMbomMaMu, JTMMGOTpaHyJIeMaTo30M, 303MHO-
(bunueii c mopaxeHueM OTIeTbHBIX OPraHOB, CUH-
npomoMm Yepmka-Crpocca. Do3MHOPUIBHBII
Jnieiiko3 ordaetcst ot ['DC MOBBILIEHHBIM CONIEP-
JKaHMeM 0J1aCTOB B KOCTHOM MO3Te M XPOMOCOM-
HbIMU aHOMasIMK. TOC penko corpoBoXKaaeTCst
BBIPAKEHHBIM MUETODHOPO30M U TUTIEpILIa3neit
NIPYTUX KJIETOUHBIX POCTKOB. DO3UHOGUINY C TI0-
PaXEHHEM OTIEIbHBIX OPraHOB HE COIPOBOXKIA-
10TCSl TIOJIMOPTAHHBIM TOPakeHNWeM, 4YacTo Ha-
omomaembiM Tipu [OC. Cunmpom Yepmka-
Crpocca npecTaBisieT co0oii CUCTeMHBIN BacKy-
JIUT ¢ 203uHOGMIMeN. OH NPOSIBISETCS OPOHXU-
ATbHOM ACTMOW, OYaroBbIMM 3aTEMHEHMSIMU B
JIETKWUX, CHHYCUTaMU, HEHPOTIaTUSIMUA U CKOTLIe-
HUSIMU 203UHOGMUIOB BOKPYT KPOBEHOCHBIX COCY-
N0B. EMMHCTBEHHOE OT/IMYME MEXTY STUMU IBYMST
COCTOSIHUSIMHM COCTOUT B TOM, 4TO 11pu [ DC 00bIu-
HO He ObIBaeT OPOHXUATBHON ACTMBI.

Neuenue 136

Tepanust manuentoB ¢ I'DC ¢ cucTeMHBIMU
TIPOSIBIICHUSIMU 3a00JIeBaHMSI OJDKHA OBITH Ha-
TIpaBJieHa TPEX/Ie BCETo Ha CHIKEHME KOINYeCcTBa
303MHOGUIOB WK OJIOKMPOBAHUE WX ACHCTBUSI
Ha TKaHu opranuzma. ['OC nmeer miIoxoii mpo-
THO3, 0COOEHHO TIPY BHICOKOM YPOBHE JIEHKOIIN-
To3a. [IpuumHON CcMepTH TakuX NAIMEHTOB
00BIYHO sIBJSIETCSl opraHHas aucyHkuus. [lo-
CTOSIHHOE JIEYEHNE MOXET YJIYUIIUTbh TPOTHO3,
OnHako B HEM HeT HeoOXOAWMOCTH, TOKa OT-
CYTCTBYIOT TIPOSIBJIEHUST TUCGHYHKIIUM OPTaHOB,
IUISL 4ero OOJbHOTO O0CIeqyloT Kaxable 2 Mec.
Tepanust HarpaBieHa HAa CHUKEHUE KOJTMYECTBa
303MHOMWIOB, MCXOMS U3 TOTO, YTO CUMITOMBI
3a00JIeBaHMSI TIPOSIBIISIIOTCST BCJIGACTBUE TKaHe-
BOW MH(UIBTPALIMK 03MHOMUIAMY WU BBICBO-
6oxeHreM ux comepxkumoro. OCoKHEHUST OT
JIOKAJIbHBIX TIOpaXKeHWIl OpraHoB MOTYT HYX-
NaThCsl B XUPYPIUYECKOM JIeUeHUU (Harpumep,
MOpaXeHUe CepACUHbIX KJIAMaHOB MOTYT TpeOo-
BaTh MX 3aMEILECHUST).

OOBIYHO Tepamuio HAYMHAIOT ¢ Ha3HAUCHMS
TIPeTHU30JI0HA (TIepBast TMHUS Teparun) B 103¢
1 Mr/Kr/CyT 10 TEX MOp, MOKa He OyIeT TOCTUTHY-
TO KJIMHUYECKOE YIIYUIIeHUE M HOPMaTN3aLust
KOJIMUeCTBa 203MHOMUIIOB. AlleKBaTHAS TIPOIOJ -
JKUTETbHOCTD JIEUEHYSI TOKHA COCTABIISTh 2 MEC
u 6onee. [1pu noctukeHun pemuccuun no3a 'K
MEJIICHHO YMEHBIIIAeTCsl B TeYEHHE CICAYIOLINX
2 mec 10 1o3bl 0,5 MT/Kr/CyT), 3aTeM TepeXoIsT
Ha mipueM 1 Mr/Kr uepe3 neHb. [lanbHeiilnee cCHU-
JKEHUE MOJDKHO ObITh 0 NOCTMIKEHMSI MWHU-
MaJIbHO# 103bl, KOHTpoOJMpytolieil 6osesHb. Ec-
JIY TIPMEM TIPEIHU30JI0HA Ha MPOTSHKEHUH 2 MeC
u 6onee He mpuHec dddekTa, TpedyeTcs: Ha3HA-
yeHue Oosiee BBICOKMX 103. Ecnu He ymaercs
YMEHBIINUTb J03y TPEIHU30HA 6e3 00OCTpeHUs
3a200J1eBaHMs, TO K JICYEHUMIO NO0ABNISETCS TUI-
pokcumoueBuHa ot 0,5 10 1,5 r BHYTpb B CYyTKU.
TepaneBTUUECKO 1IEJIbIO SIBJISIETCSl CHMKEHME
ypoBHsI 303uHOMMI0B 10 4000-10 000/MKII.

VY 6onbimHeTBa 60sbHBIX Tepanus ['K cro-
COOCTBYET CHUXKEHUIO KOJTMYECTBA 203MHOGMUIOB
BCJIE/ICTBUE YTHETEHUSI MX Pa3MHOXEHMsI, a TaK-
K€ TPaHCKPUITIMK TEHOB, KOAMPYIOIIMX BOC-
namurenababie Meauatopsl (IL-3, IL-4, IL-5 n
GM-CSF), a Takxe yrHeTeHUs] pa3TUYHbIX BU-
JIOB XeMOKMHOB, IIMTOKMH3aBUCHMOTO BbIXKHBA-
Husl 303uHOGUIOB. OIHAKO YacTh MAlMEHTOB
ocraercs pesucteHTHOI K 'K, 9yT0 MOXHO TO-
TIBITAThCSl OOBSICHUTh CHMXKEHUEM Y HUX KOJIU-
yectBa ['K-perientopoB u M3MeHEHHEM YPOBHSI
AKTMBHPYIOILETO MPOTENHA- |, XOTSI MEXaHU3M JIaH-
HOTO SIBJIEHWSI TIOJIHOCTBIO He u3ydeH. [Ipu mx
Hea(pGEKTUBHOCTU MCTIONB3YeTCsl BTOpast TMHUS

Tepanuu o.-MHTepGEepoHOM (YTHETaeT HerpaHy-
JLM0 U 3¢ GeKTOpHYI0 (GYHKIUIO 303MHODU-
1oB) B 1o3e 3 mutH ME 3 pa3a B HezielTio 1 Tupo-
KcuMoueBHHOI 110 500 Mr 2 pa3a B ieHb. OIHAKO
CIIe/IyeT YUMTHIBATh, UTO MpeKpalleHUe JeYCHUst
UHTEP(HEPOHOM MOXET MPUBECTU K 0OOCTPEHUIO
3a0o0seBaHus. Eciv ke y maiiMeHTa HeT oTBeTa Ha
TMAHHBIA BUI JICYSHUSI, TO B CXEMY TepaIuu JI0-
TMOJIHUTEILHO BBOJISITCS LIMKJIOCTIOPUH (YTHETaeT
TPAHCKPUIILIMIO IIMTOKMHOB B 203MHOMWIAX, B
yacTHocTH 1L-5), xa0paMOy1miI, BUHKPUCTUH B
BUJIE MOHOTEPAITUY WM B COYETAHUU C MEpKarl-
TOIMYPUHOM, KJIAAPUOWH OTIAEIbHO WU B KOMOU-
HalUu C IUTapabMHOM, LIUTapabuH B KOMOMHA-
K ¢ 6-TroryaHnHoM. K mperaparam BTOpOii
muHK Tipu siedennu [DC oTHOCATCS Takke U
AHTUTUCTAMUHHbBIC TIPETapaThl, CIOCOOHbBIC
YTHETATh JIETPAHYJISLINI0 U HAKOTIJIEHUE S03UHO-
¢uoB B TKaHsX. biokupyior hyHKIMIO 303UHO-
(buoB TaKKe aHTAaTOHWCTBI ¥ MHTUOUTOPHI JIeti-
KOTPUEHOBBIX PELENTOPOB MyTeM BIUSHUSI HA
203MHOGMWIBHBIA  XeMOTAKCUYECKUI CUTHAIL.
B nocnenHee BpeMst MpearnpuHUMAIOTCS TOTTBIT-
KV WCTIONIb30BAHUS JUTS JIUSHUST TIALIMEHTOB C
I'DC uHrnOMTOPOB TMPO3UMHKUHA3BI (MMATUHUO)
1 MOHOKJIOHQJIbHBIX aHTUTEN (MEroju3ymad —
antu-1L-5, amemry3zyma6 — antu-CD?25).

Heobxomumo momuepkHyTh, ockombKy [DC
COTPOBOX/IAETCS XPOHUUECKUMHU BSIOTEKYIIH-
MU HapyIIEHUSIMU CO CTOPOHBI Pa3TMYHBIX Opra-
HOB U CUCTEM, KOTOPbIE Pa3BUBAIOTCS Yallle y ra-
LIMEHTOB MOJIONOTO M CPEIHETO BO3pacTta, Mpu
BBIOOpE TePareBTUUECKO TAKTUKHU CIEAYeT MpH-
HUMaTh BO BHUMAaHME IOJITOCPOUHYIO TOKCHY-
HOCTb Ha3HavaeMbIx npenapatoB. Tak, 'K u rua-
POKCMMOUEBUHA CUYMTAIOTCST Oa3UCHBIMU TIpema-
paTamu JUsl BEICHUSI TTAlIMEHTOB C MOMEHTA OITH -
caHus cuHzapoma B 1975 1, a o--uHTEp(EPOH ObLT
BBEIEH B cXxeMy JiedueHus B Hadaje 1990-x Ir. Ha
OCHOBE OOHAIEXWBAIOUINX pPE3yJbTaTOB He-
CKOJIBKUX KIIMHUYECKUX uccienoBaHuit. Octpast
MOTPEOHOCTh B HOBBIX TEPATIEBTUYECKUX aIbTep-
HaTMBaX, KOTOpble ObLIM Obl CrelMaIbHO Ha-
TIPaBJICHbI HA KOPPEKITMIO MOJIEKYISIPHBIX MeXa-
HU3MOB, JIeKAIllUX B OCHOBE TMIEP303UHOGBU-
JIMM, pealbHO chopMUpPOBATIaCh B TEUCHUE He-
CKOJIBKUX MpeblayIux jJeT. Ha taHHbIi MOMEHT
JIETATbHO OTIMCAHBI CXEMbI TIPUMEHEHMUST IIUTOC-
TATMKOB, B YaCTHOCTM MMaTMHUOAa Me3uara,
npu jeyeHun CI'OC. UmatuHuG — mepopalib-
HBIIl MHTMOUTOP MPOTEMHKMHA3bl — SIBJISIETCS
MHOTOOOCTIAIONINM CPEICTBOM JIEUEHUS] D03U-
Hobwinu. Kak ObLIO MPOAEMOHCTPUPOBAHO B
KJIMHUYECKOM HMCCIICIOBAaHUM, Takas Teparus
HOpMaJIn30Bajia KOJIMYECTBO S03UHO(GUIOB B Te-
yeHue 3 Mec y 9 u3 11 mposeueHHbIX OOTBHBIX.

B cBs3u ¢ nanHbiMu 0 BaxkHoctH IL-5 B mato-
reHese ['DC Bce HaiexXibl COBPEMEHHOIO Hayy-
HOT'O COOOIIECTBA BO3JIATalOTCsl Ha TMEPCTIEKTUBBI
MIPUMEHEHUS TIPeTapaToB, CEJIEKTUBHO MHIUOM-
pyromux IL-5 (Hanmpumep, Menoausymaba). On-
HAKO B LIEJIOM CJIe/lyeT KOHCTaTMPOBATh HEJ0CTa-
TOUHYIO0  9()PEeKTUBHOCTh  JIEKAPCTBEHHBIX
cpencts g Tepanuu ['DC 1 BO3MOXKHOCTD IPH-
MEHEHUS! aIbTePHATUBHOTO JieueHus. Kpome To-
ro, HENOCTaTOYHAs JUTUTEIbHOCTD MPUMEHEHUS
HOBBIX IPENapaToB, KaK IUTOCTATUKOB, TaK M
uHTHOUTOPOB IL-5, HE MaeT BO3ZMOXHOCTH TOBO-
PUTb O KaKMX-JIMOO JTOJTOCPOYHBIX MEPCIIEKTH-
Bax 1 3¢ deKTax uX MpUMeHEeHMSI.

Xupypruueckoe JiedeHUEe HEOOXOAMMO TpU
MPU3HAKAX MTOPAKEHUsSI cepiiiia (HalpuMep, MH-
(uIIBTpaTUBHAS KapAMOMUOIIATHSI, TTOPAXEHUE
KJIallaHOB, cepieuHast HeI0CTaTOYHOCTh). TpoM-
00oTHYECKHE OCIOXHEHMSI MOTYT MOTpebOoBaTh
Ha3HAYEHUST aHTUATPETAaHTOB (HAMPUMeEp, acTiv-
pMHA, KJIOMUIOTPesi, TUKIOMUINHA); aHTUKOA-
TYJISTHTBI TIOKa3aHbI PU MPUCTEHOUHOM TPOMOO-
3€ JIEBOTO 3KeJyI04YKa WM TPAaH3UTOPHBIX HIlle-
MUUYECKUX aTakaxX, He TONIAIONIUXCS Tepanuu
ACTTUPUHOM.

Takum 00pa3om, ciieayer KOHCTATHPOBATH MO-
CTeNeHHblil pocT KojmdecTsa nH(opmamm o I'DC
B MUPOBOIi JTepaType. TaKKe 0TMEYAIOTCS YBEJH-
YeHHe KOJIMYEeCTBA HAGIONEHUIl 32 MAIMEHTAMU C
JAHHBIM CHHIpOMOM, opmy;MpoBanue OoJiee yer-
KHX KPUTEpPHEB ero KIACCH(HKAIMA U NATHOCTH-
KH, pa3pabdoTKa 1 BHeJPeHHe B MHPOBYIO MeHIIH-
CKYI0 MPAKTHKY HOBBIX NPENApaToB VIS JIeYeHHs
I'DC. OnHako HepemieHHbIM OCTAETCS PSAI BOMPO-
COB KacaTeJIbHO TpeHMYIIeCTBEHHOH 3a0oJeBae-
MOCTH JIMI[ MYXKCKOTO T0J1a, OT/IEJbHbIX 3BEHbEB
naToreHe3a CHHAPOMA, JI0JITOCPOYHbIX TIEPCIEKTHB
TPUMEHEHUsI UTOCTATHKOB M MHrMOuTOpoB IL-5,
0CO0EHHO Y JIMII MOJIOJIOTO 1 CPETHETO BO3pacTa.

CnMcok n1TepaTypbl HOXOAMUTCS B PESAKLMM. @_




