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XPOHUYECKUI JTUM®DOJIENKO3: JUATHOCTUKA U JIEYEHUE
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Kadbenpa rocmuranpHON Tepamuu
YO «Iponnenckuil rocyapCTBEHHBIN MEIUIIMHCKUI YHUBEPCUTET

B cmamuwe 06cyacoaromes npobremvl KIuHUKY, OUASHOCMUKY U JIe4eHUsl XPOHUYecKo2o aumgonetixosa. Ilpednodce-
Hbl HoBble OughhepenyuanbHo-0uasHoCcmudecKue napamempsi U Hogvle npomoxoast noauxumuomepanuu (I1XT).

Knroueswie cnosa: xponuueckuii aumgponetixos, ouaznocmuxa, npomoxonvt I1IXT.

The paper discusses the problems of clinical presentation, diagnosis and management of chronic lymphocytic
leukemia. New differential diagnostic parameters and new protocols of polychemotherapy (PCT) are proposed.

Key words: chronic lymphocytic leukemia, diagnosis, PCT-protocols.

CoracHo KiaccU(UKaluy TreMONO3THYECKUX HOBOOO-
pazoBannii BcemupHoit Opranuzanuu 31paBoOXpaHEHHs
(BO3), xponmueckuii tumdonerikos (XJLI) onperensercs kak
JeikeMudeckast auMdonuTapaas auMQoma, OTIMYaronIas-
cs1 OT TMM(OMBI M3 MAJBIX JTUMQOIUTOB TOIBKO HAIUIAEM
neiikemu3anmu. 1o 31oit ke kiaccudukarym, XJUI ssiser-
cs1 3a00JieBaHMEeM HeoIulacTUueckux B-mumMdoruros;. 3a60-
JieBaHue, panee onuceiBaemoe kak T-XJIJI, reneps onpene-
JIIeTCs Kak T-KIETOUHBIN mpouM(OIuTapHbIi JIeiko3. s
Bepudukaryu nuarao3a XJIJI HeoOX0MMO UCKITIOUYHT JIPY-
rHe XpoHuueckue JuMponponndepaTuBHble 3a00IeBaHUS
(xJII3). C nensio muddepeHnmatbHON AMarHOCTHKA HEoO-
XOMMO BBITIOJTHUTH OOIIUM aHAIN3 KPOBH U UMMYHO(]EHO-
TUIUPOBAHKE LUPKYTUPYIOWIKX JMM(OUIHBIX KiteTok [11].
XJUT siBnsieTcst 3a00JICBaHUEM TTOKIIIBIX JIFONCH C MEIUAHOU
3aboneBanus 72 roga; okono 70% mnanuentos ¢ XJIJI B Mo-
MEHT YCTaHOBJICHHS JHarHo3a UMEIOT BO3pacT crapiie 65
net. 3aboneBaeMocThb coctanisieT 4,1 Ha 100000 HaceneHus B
rofI, M>KYHHBI 3200JI€BaIOT B 2 pa3a Jarle, 9eM KeHIIUHEI;
€O00IIaeTCs 0 CEeMEHHBIX CiTydasix 3a0omeBanwms [1].

ITaTorene3es. B-knerounsiii XJ1JI onpenensercs kak Mo-
HOKJIOHAJIbHAsI HEOIUIACTHYecKast maToiorus B-kieTok ¢ ak-
crnpeccurel moBepxHOCTHRIX anTureHoB CD19, CD20, CD23 u
CD5. Knunuyeckue qaHHbIE TP MPOTPECCUPOBAHUN 3a00-
JICBaHUSI CBA3AHBI C HAKOIUIEHHEM KIOHANBHBIX CD5+ mmMm-
(ouIHBIX KIIETOK, B KocTHOM Mo3re (KM), nmumdoysnax n
cenesenke [ 1,4].

Jost XJUT xapakTepeH MOCTOSHHBIH JTUM(OIIUTO3 B KPO-
Bu 1 KM. Jlelikemuueckre TUMQOIHUTHI SABISFOTCS MaJTbIMU
KPYIIIBIMA MOHOMOP(HBIMHU KIIETKaMH. SI1pa comepKar KOH-
JICHCHPOBAHHBIA XPOMATHH, HHOT/IA OTIPEACISIETCS HAIHINe
Hykneon. I{urtonnasma y3kasi, arpaHyIspHasi, CBETJIO-TOIy-
6as1. B masrom konmmuectse cinydaeB XJUI kierku Gonbiime, ¢
3aMETHBIMH HyKJIeOoIaMHu (TpOIAMQOIUTHI), MTHOTIa HMEeT-
csl HeOOJIbLIOE KOJIMYECTBO JMMQoIuIa3MouutoB. dOpaHko-
aMepUKaHO-OpUTAHCKAs TPYIINa TEMATOJIOrOB BEIEISIET TPH
trna XJUI: knaccrueckuii, cMeriansbiii ¢ Hamarem 10-50%
nponumbormtos, u XJIJI ¢ mieomopdHbME M bOIHTA-
MU U KolnmuecTBoM nponumdonutoB meHee 10%. Brinene-
HBI TUITMYHBIN ¥ aTunuuHbli Bapuantel XJIUI. K atunuuno-
MY BapHaHTy OTHOCST T€ CITy9au, IPU KOTOPHIX B KPOBH UMeE-
ercst 6omee 10% npommumpornuros nnmm 6onee 15% mumdo-
IUTOB C BOTHYTHIMH SIPaMHU TIPH HAJIMYUHU JuMoIIiazmMo-
LUTOB. DTOT BapHaHT KOPPEITUPYET C OBICTPBIM IPOTPECCH-
poBaHueM 3aboseBanus. [Ipu HaxokaeHHH MPOIUMBOLIH-
TOB B KOIM4ecTBe BEIIIE 55% MpeAnoYTUTCIIbHES BbICTAB-
JSITH IMarHo3 nponumMgormrapHoro Jielikoza (B-ITJUT). [lns
XJUJT xapakTepHO HaNMMYXE B Ma3Kax HepuepruaecKon Kpo-
BU Ki1eToK borkuHa-I'ymnpexra, KOTOpbIE SBISIOTCS pa3py-
IOEHHBIMU MIPU MPUTOTOBJICHUN Ma3Ka J'II/IM(l)OI/I,ZLHbIMl/I KJICT-
KaMH.

KM 00b14HO0 HHOUIETPUPOBAH JTMM(OLMTAMH, UICHTHY-
HBIMH TaKOBBIM B IepU(EepHUCCKON KpoBU. B Tpemanare
pas3IMyaroT YeThIpe THCTOIOMMYECKUX BapHaHTa: UHTEPCTH-
LUaJbHbIM, HOLYISAPHBIN, HOMYISIPHO-UHTEPCTULUAIIBHBIM,
mddy3ubiid. [locnenHunii BapuaHT accOMUPOBAH C IUIOXUM
nporHo3oM. B muMdoy3nax HopmabHasE TUTOAPXUTEKTOHH-
Ka 3aMeHeHa auddy3HONH MHOUIbTPAIMEd MalbIMU JIUM-
(orraMu, HIEHTUIHBIMU TaKOBBIM B KM.

[pu XJUI B 20-30% ciaydaeB HaOIMIOAETCS TPUCOMHUS
12, nenemnm 13914 — B 50%; nenerms 11q23 mabmromaercs B
10%; abeppauuu, BoBnekatoue pi3 —B 10% cnyuaes. [1a-
LHeHTHI ¢ Aenenyeit 13q14 nMeroT OTHOCHTENBHO OJ1aronpu-
SITHOE TeYEeHHE U OoJiee JUTUTENIbHYIO BEKHBAEMOCTD; XYXKe
NIPOTrHO3 Ipu abepparmu pI3.

XJUJI aBnsieTcs KJIACCHUUECKMM IPUMEPOM OITYXOJIH,
00yCITOBIIEHHOW Oojee HapyIIEHHEM alloNTo3a, HEeXEeIH
HekoHTponpyemoii nponudeparueid. [Tpu XJIJI nabmona-
eTcsl BRICOKHI ypoBeHb dKcipeccnu Bcl-2, Ho Hambomee
BBICOKHII YPOBEHb U BBICOKOE cooTHouleHune Bcl-2/Bax Ha-
OoraeTcst B CITydasix IPOrpeccHpoBaHus 3a00IeBaHUs, IPU
XMMHUOPE3UCTEHTHOCTH M KOPOTKOH NPOIOKUTEIBHOCTH
KHU3HU. J[pyroii aHTHaNoNTOTHYECKHi YiieH cemelicta Bel-
2, Mcl-1 npucyrcTByeT Ha BHICOKOM YPOBHE IIOYTH Y II0JIO-
BUHBI nauueHTos ¢ XJIJI u accouumnpyercs ¢ BBICOKOHU cTe-
MIEHBI0 XMMHUOPE3UCTEHTHOCTH. CUHUTAETCs, UTO B PA3BUTHH
PE3HUCTEHTHOCTH K aIlONTO3Y UTPAIOT POJIb NIEPBUYHBIEC T'eHe-
THUYECKHE HApYIICHUS, a TaKKe MUKPOOKPYKEHHE, BKITIO-
Yasi TKAaHeBO-CHELU(PUIECKYIO CTPOMY, YPOBEHb LIMTOKHHOB,
KpPOBOCHaOKE€HHE U MIMMYHHYIO CHCTEMY X03siuHa [3].

Jwnarno3 XJIJI BeICTABIISICTCS TPH HaIW4YUH Oojiee
5,0 - 10°/1 B-numdouuTtos B nepupeprudeckoii KpoBH € MO~
TBEPIKJICHNEM KIIOHATBHOCTH LIMPKYIUPYIOIKX B-mdory-
toB. IIpn oTcyrcTBHM MMM GOaneHONATHH, CITICHOMETAJINH,
LUTONIEHUHN WIIM OTHOCSIIMXCS K 3200JIEBAHUIO CHMIITOMOB
npy HasMuuy Meree 9em 5,0 - 10°/1 aumdonutoB 3aboeBa-
HEE OIpeeNnsieTcs Kak « MOHOKIIOHANBHBIN B-mmmdonutosy,
KOTOpBIN nporpeccupyeT B TunuuHelil B-XJIJI ¢ gacroroit
1-2% B ron.

HNmmyHodenoTunupoBanue. B 3aBucuMocTy 0T npouc-
xoxaeHus kierok, XJIJI nogpasaenstor Ha T- u B-knerou-
Hble BapuaHThl. T-XJIJI He sSBISETCS YETKO ONpEAETIeHHON
HO30JIOTHYECKOH ()OPMOI M BKIIIOUAET Pa3TIMIHBIC TPYIIIIBI
MOJIOZIBIX U MOCTTUMHYECKUX T-KIEeTOUHBIX 3a00ieBaHui,
Bkirouast T-nponuMoLUTapHbiil JeiKko3, OONbIION TpaHy-
JISIPHBIA TMM(OIMTO3 U KOXKHBIE T-KIJIETOUHbIE TUM(POMBI C
uupkynupyroummu T-nmuMbormramu. Ecinu atn 3abomnesa-
Hus uckioueHsl, yacrora T-XJIJI kpaiiHe Maina u ee cylue-
CTBOBaHHE JAUCKyTa0eIbHO. Mccaenyemble Mapkepsl uist B-
XJUI Brimowator CDS5, CD10, CDl11c, CD19, CD20, CD22,
CD23, CD79b, FMC7 1 3KCIpecCHIO MOBEPXHOCTHOIO UM-
MyHor1o0yuHa (sIg). Jlnarsos 6a3upyercst Ha HATHIHH WK
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OTCYTCTBUM 3KCIIPECCHU 3THX MapKepoOB B KOMOMHAIMU C
HMHTEHCUBHOCTBIO MX 3Kcmpeccuu. Yposenb slg, CD20 u
CD79a cpaBHUTENTBHO HH30K B CPAaBHEHHH C TaKOBBIMHU B
HopMalibHBIX B-kierkax. B-XJIJI neMoHCTpUpYeT IINpOKUiA
cnextp unteHcuBHOcTH CD45; skenpeccus CD19 Beinie, uem
skcnpeccust CD20. Dxenpeccust CD23 siBiisiercs BasKHEHILINM
MapKkepoM IIpu I depeHaIbHON JUarHOCTUKE C JIUM-
¢omoii 30861 MaHTHH. CD79b 1 FMC7 oTtpunatenbHble Wi
ci1abo BeIpaskeHHble. KimtoueBbiMu Mapkepamu npu B-XJ1J1
siesiercst akcnpeccust CD5+, CD10-, CD23+. Kaxapiii KI1oH
JISMKEMHUYECKUX KJIETOK 3KCIPECCUPYET JIETKUE Leru Ig xan-
na win JsmM6za. Hannune Bapuanuii HHTEHCMBHOCTH 3KCII-
peccHH 3THX MapKepOB HE MPEMITCTBYET IIOCTAaHOBKE Juar-
Ho3a XJIJI. ITatornomonnuHeiM mtst B-XJ1JT sBiasgercst Kodk-
crpeccrst CD19, CD20, CDS5, CD23 u skcnpeccust Ig B MoHo-
MOPQHOH MO MaJIBIX JIMM(OUTHBIX KIICTOK.

Jpyrue nuarsocruyeckue tectbl. Vccnenoanue KM.
Xapaxrepasm mist XJUI sisistercst Hanmmune 6omnee 30% M-
(oNTHBIX KIIETOK B acIMparte, XOTs JaHHbIE acupaTa u O1o-
nicuu KM HexocTaTtouHs! A7t ycTaHOBNIEHUs quarnosa XJUI.
Broncuro KM pexoMeHzyercst BBINONHAT Y TIEPBUYHO -
ArHOCTUPOBAHHBIX MAIMEHTOB NMPU HAIWYNHU IUTONCHUH C
LCIBI0 YTOYHCHUS, ABJIACTCA JIM HUTOICHUA I/IMMyHOO6yC-
JIOBJICHHOH WIIM PE3YJIBTaTOM JISHKEMUYECKOTO 3aMeICHUS
KM[1].

ChIBOPOTOYHBIE MapKepbl. YPOBEHb CHIBOPOTOYHOTO
CD23, tuMHAMHKKMHA3BI U 0eTa2-MUKpPOIIOOYIMHA MOTYT
SIBIISITBCS. IPOrHOCTHYIECKUMHU TTOKA3aTEIMHU TedeHust 3a00-
JICBAHUA.

Mouiekynsipaas muToreHeTuka. C npuMEHEHUEM HHTEp-
¢dasuoi QuroopecenTHoH in situ rubpuansanum (FISH)
LIUTOTCHETUYECKUE HAPYIICHNUS OTIPEACIIAIOTCS O0Iee YeM B
80% cayusae XJIJI; mambomnee yacTto BBISABISIETCS
[del(13q14.1)]. dpyrue xpoMOCcOMHBIE abeppaliii BKITF0Ya-
FOT TPUCOMHIO XPOMOCOMEI (Xp)12, menmenuro JTMHHOTO TITe-
ga Xpll[del(11q)], Xp6 [del(6q)] wiu KOpOTKOro micdya
Xpl17[del(17p)]. Hexotopsie TpaHCIIOKAIMK IOMOTAKOT Aud)-
¢epentmposats XJUI n npyrue xJII13.

My Tamuonnbiii cratyc IgV, , ZAP-70 wm CD38 Mosxer
OIIPE/eNATh OTBET HA JICUCHNUE WIH OOIIYI0 BBDKUBAEMOCTh
narpeHToB ¢ XJUJI[11].

Hedexrnbni anonTo3. [1pu XJIJI nmeror MecTo 1Ba B3a-
HMMOCBSI3aHHBIE IPOLIECCa, PE3YIBTATOM KOTOPBIX SIBIISIETCS
AKKYMYISIIUS 3JI0Ka4€CTBEHHOTO KIOHA. Bo-mepBhIX, nMeer
MECTO HEOTpaHMYEHHAsl KJIOHANIbHAS Mpoudeparys mnomy-
ssiid B-kietok. D1o Hanbolee 4yacto HaOIomaeTcs B po-
ymdepatuBHBIX neHTpax KM, cenesenku u/mim aumdaridec-
KUX y3JI0B C LIMPKY/ISIMEH 3THX KIETOK B (7 (hase kierouHoro
uukia. Hupkynupytomye B-KieTku 3KCIpecCHpyOT MHTH-
OUTOp LMKIMH3aBUCHMBIX KMHA3 P27*P' 1 ero BBICOKUI ypo-
BEHb KOppEIUpYeT C Maccoil JIMM(ONUTOB U BPEMEHEM Y-
BOCHUS 0OIIeH MaccChl OIMyXOiH. Bo-BTOPBIX, IMEET MECTO
CHWIKCHHUC ariorro3a, 4To BEACT K YIJIMHCHUIO JKU3HU JINM-
(DOMIHBIX KJIETOK MaTOJIOTMYECKOro KJIOHA M MX HAKOIJICHUIO
B mMoyznax, KM u ceneszenke [3].

Kannuyeckue cragum. B HacTosimiee BpemMsi npuMeHs-
IOTCs ABE€ CUCTCMBI KJ'IaCCl/I(l)I/IKaHI/Iﬁ U1 YCTaHOBJICHUS CTa-
Jun XJUL.

Knacenduxamms mo K.Rai

Crazust 0: numbormros > 15,0-10%/1 B kpoBu u > 30%
mm¢ormTos B KM.

Cramus [: mamdormTos u ypenmdenue muM$oy3nos B 1—
2 0bmacTsIX.

Craaus II: 1uMGOIMTO3 M renaTo- WK CIUICHOMETaIHs
HE3aBUCHMO OT YBEJIMYEHHS JTUM(OY3II0B.

Cranust I11: mumdonnros u cHmkenue ypoBHs HB Hibke
110 r/n He3aBUCHMO OT yBeNU4YEHHUS JTUMQOY3IIOB U Opra-
HOB.

Cragus 1V: numM@poIuTo3 U CHHKCHHUE KOIUYESCTBA
TpombommToB Hike 100,0-10°/1 He3aBUCHMO OT YBETHICHHS
JUM(OY3JIOB ¥ OpraHoB [15].

Knaccupuxanus no J.Binet yauTrBacT KOTHIECTBO BOB-
JICYCHHBIX 30H C HAJIMIUEM YBEJIHMYCHHBIX JTUM(OY3J10B 00-
nee 1,0 cM B qUaMeTpe WM OpraHOMETalIuI0, AaHEMUIO MITH
TPOMOOLMTONICHHIO.

Cmaous A. Yposens remorioouna (He) 100,0 r/im wiu
BhIIIIe, KonudecTBO TpoM6oimToB 100,0 - 10°/1 wnu BeIe ¢
nopakeHuem He 0oJiee 2 30H.

Cmaous B. Yposens Hp 100,0 r/n wiu BeIIIe, KOMAYE-
ctBo TpomOormToB 100,0 - 10°/1 riTH BBILIE H OpraHOMeTaIUs
¢ ropakeHueM 3 u Oosiee 30H.

Cmaous C. Yposens Hs ke 100,0 r/i w/mim ypoBeHb
tpom6GormToB Hinke 100,0 - 10%/1 He3aBUCHMO OT HAJTUYUSE
opraromeranun [ 15].

Heo0xomumblii 00beM 00cJ1eI0BAHUSI TIPH MO03PEHUH
Ha Hasmuue XJLL.

BupnmensnansHOE ompesneneHne auamerpa HanbOosee
YBETMUYCHHBIX TAJBIIHPYEMBIX JTHUM(OY3IIOB B KaXKIOH U3
MTOpa’KEHHBIX 30H; ONpee/ieHHe pa3MepoB IEUYEHH U Celle-
3EHKH.

OO1mmii aHaTM3 KPOBH C ONPEAETICHHEM KOJTMYecTBa Jeii-
xoruroB, HB, remarokpura (Ht), TpomMOoIiTOB, 1 mMoacYe-
TOM JIeHKOIUTAapHOH (OPMYIBI, BKIIIOYAst MPOLIEHTHOE U
a0COTIOTHOE KOMMIECTBO TUM(OIUTOB U PETUKYIIOIUTOB.

HNmmyHO(MeHOTHITPOBaHNE UM (OLUTOB.

buoncus KM. Ilepen Hauanom jedeHus: MUENIOCyTpec-
CHBHBIMH TIpeTiapaTaMi HeOOXOMMO BBHITIOIHUTD acCIHpa-
LIMOHHOE U OMoncuiiHoe ucciaenoanne KM.

Buoxumuaeckoe uccnenoBanne. OmnpenenuTs ypOBEHBb
KpeaTHHHHA, OWIMpyOrHa, HIeoYHOoM (ocdaTasbl, TaKTaT-
neruaporeHassl (JIII), Tpancamunas.

VierpazBykoBoe uccienopanue (Y3U1) opranos Opror-
HOM MOJIOCTH.

Omnpenenenne ypoBHs Ig, nmpsimas mpoba Kymb6ca.

PenTreHorpadust opraHoB rpyAHO# KJIETKH (UM KOMITh-
foTepHast Tomorpadus).

HccnenoBanre Ha BUpYC UMMYHO/EQHIMTA YeIOBEKA
(BUY); upromeranoBUpycHYI0 MH(EKIHIO, HOCUTEIBCTBO
BHpycoB renatutoB B u C.

Buoncust mumdoysina pekoMeHIyeTcsi pU MOI03PEHUN
Ha HaJIM4YKe TpaHc(OpMaliK B arpecCuBHyro mMdomy (cHH-
IpoM Puxtepa) wiu npu 3aTpyIHEHUH C YCTaHOBJICHHUEM /U~
arHo3a.

Jo nagana tepanmu pekoMeHIyeTcs BeIMOaHUTH FISH-
HCCIEOBaHNUE.

Onpenenurts MyTalMoHHbIH cTatyc IgV, , ZAP-70, CD38

[11].
Tokazanusi 1151 HAYAJIA TepaMK

[TarueHTHl ¢ IEPBUYHO YCTAHOBICHHBIM IHAarHO30M
XJIJI B 6eccumnromHuoi panneit craguu (Rai 0, Binet A)
TIOIUTeKAT HAOIONEHHIO IO TIOSIBIICHHS IIPU3HAKOB IPOTpec-
crpoBaHws 3a0oneBannst. Ha3HaueHne anknmnpyronyx arex-
TOB B paHHEH CTa[[1 HE BEAET K YBETMUCHHIO BBDKUBAEMOC-
ti. Hanmawme crapuu 11 u IV no knaccudukanmu K.Rai nimn
craauu B unu C o knaccudukanmu J. Binet siBiisiercs moka-
3aHKeM JUIsl Hadasia Tepanud. [Ipn Ha3HauyeHnH JIedeHyst 1071-
JKHBI yIUTBIBATHCS CIIEAYIOIIME Kputepuu [9]:

— npu3Haku nopaxkenus KM ¢ pazButuem aHemun wwin
TPOMOOIUTONICHUH,

— HaJIM4Me MAcCUBHOMW (BBICTYNAIOIIEH HIKE 6 cM H3-
I0/T JIEBOW PEeOCPHOM TyTrn), MPOrPECCUPYIOIICH HITH CHMII-
TOMHOM CIJIEHOMETaJIHH,

— HaJTMYHe MAaCCHUBHOTO yBeNMUeHU TuM(Ooy3ioB (00-
nee 10 cM B iuaMeTpe) 1/ i IPOrpeccUpyroLen Hild CUM-
NITOMHOH JINM(OaeHONATHH,
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— MPOrPECcCUPYIOLIMI JTUM(OIMTO3 C TOBBIIIEHHEM 00-
nee yeM Ha 50% B TeueHHE 2-X MECALEB WIM NIPU BPEMEHU
YIBOSHUSI KOJIMYeCTBa JIMM(OLIMTOB MeHee 6 MecsIeB,

— HaJM4re ayTOMMMYHHOW aHEeMHH W/WIHA TPOMOOIH-
TOIIEHUH C HEJOCTATOYHBIM OTBETOM Ha MPUMEHEHHE TITIO-
xokopturocteponos (I'KC) unm apyroii Tepanum,

— HAJIN4YME UHTOKCHUKAIIMOHHOTO CHHAPOMA: HEMOTHBU-
poBaHHas 1oTepst Macchl Tena 101 0% wmu Gonee B TeueHune 6
MecsLeB; tuxopaka Beiire 38,9°C B TeueHue 2-X Win 6oiee
Hezenb 0e3 HaJM4Ks NPU3HAKOB MH(EKINN; HOYHAS TOTIIN-
BOCTh B TeueHue Ooree 1 mecsma 6e3 HAIMYIUs MPU3HAKOB
nHpEeKIy,

— abCONMIOTHBIH YPOBEHb JTUM(OLMTOB HE SBIISETCS KO-
YEeBBIM MIOKA3aTEeNIEM JUIsl Havaa Teparnu.

Teparnust moka3aHa IPH HAIMYUH KIMHAYIECKOW CHMIITO-
MaTHKH, yBenuaeHus JuMpoysnos 6omree 10 cMm B qramerpe
W/VIIH CITIEHOMETAJIMH, PUCKE JIOKAIFHOTO CHHIPOMA ClIaB-
nenust, mopaxennss KM niau ObICTPOTro MpOrpecCUpOBaHHS
3aboneBaHus. BapuaHThl Tepanuy BKIIOYAIOT Ha3HA4YECHHE
TKIJIMPYIOIIX areHTOB (XJI0pOyTHHA WK HuKiodochaMu-
Jla), aHaJOroB ITypHHOBBIX HykKJeo3unoB (¢irogapabu),
MOHOKJIOHAJIBHBIX aHTuTelN (puTykcumad, Camhath-1H) wm
KOMOMHUPOBaHHON XHMMHUOTEPAITUH.

B 1955 r. B nevennu B-XJ1J1 611 mpriMeHeH XitopamoOy-
LI (JIefiKepaH) B CIIEIYIOIINX PeKUMAaX: eKeTHEBHBIH JITH-
TEJIBHBIN NTPUEM MaJbIX 103 (4—5 Mr); eXXeAHEBHBIM pueM
10-15 mr B TeueHue 2—4 HeJenb C MOCIEIYIOIUM TE€PEPhI-
BoM; HazHaueHue 50—60 mr 1 pa3 B 3—4 nenenu. [Tocne kypca
JIEYEHUs TIOJIEPKUBAIOILYIO TEPAITHIO JIEHKEPaHOM CllelLy-
€T NPOJOJDKATh NMPAKTHYECKH ITOCTOSIHHO, YTO ITO3BOJISIET
HAJIONITO COXPAaHUTh MOJIOKHUTENBHBIA ddekt. Jpyroit pe-
KMM Teparyy BKII0YaeT KOMOMHAIMIO JiekikepaHa B go3e 10—
20 MI/CyTKH € IPEAHU30JI0HOM B Ji03e 30—75 Mr/CyTKH B Te-
yeHue 5—14 mHelt ¢ uaTEepBanioM 2—4 Henenu. B tepamuu B-
XJLT okazancs 3¢dexriBHBIM IMKIO(Q0CchaH, KOTOPBIN TPH-
MeHsieTcs B pa3nuuHbIx cxemax ITXT.

OnHaxo Mo00Hast TAKTHKA MTO3BOJISIET TTOTYIHTh JIHIIb
YaCTHYHBIE PEMHUCCHH, YTO TIPUBEIIO K CO3/IaHUIO Ha Oase
AIKWINPYIOIINX MPeTiapaToB KOMOWHUPOBAHHBIX JIEYEOHBIX
cxeMm. Hanbonpiree pactpocrpanenue B 80-X rogax npomuio-
ro Beka noyumwin cxembl COP (umknodpocdan 400 mr/m?
BHYTPHUMBIIIEUHO (B/M) 1-5 nHu, BunkpuctuH 1,4 Mr/m? BHyT-
puBeHHO (B/B) B 1-ii AeHb, ipeaun3010H 60 Mr/m* BHYTph 1—
5 naun); CHOP (tmkinodochan 750 mr/m? B/B B 1-i JIeHb, BUH-
kpucruH 1,4 mr/m? B/B B 1-i ieHb, anpuamurud 50 mr/m* B/B
B 1-it mens, mpemuuzonon 60 mMr/m? BHyTps 1-5 auu); CAP
(uuknodocdan 500 mr/m? B/B B 1-ii nenb, agpuamuimd S0
Mmr/m* B/B B 1-if jeHb, npeanusonon 60 mr/m> BHyTps 1-5
mEm) [1].

Tepanus XJLJI 1-it uaun. TlosBieHre oTedyeCTBEHHBIX
NpernapaToB Kjacca aHaJIOrOB IYPHHOBBIX HYKJICO3WIOB —
nerknaarHa (K1agpuOKH), MeHTocTaTnHa U (urynapabuHa,
CITOCOOHBIX TPEOI0JIEBATh M3BECTHBIE MEXAHU3MBI PE3HCTECH-
THOCTH OIyXOJIeBbIX KieTok mpu xJII13, mo3Bonumio paspado-
Tathb 3¢ dexTuBHBIE MeTOB! JTedeHus B-XJIJI Ha nx ocHoBe B
KOMOMHAIMAX C YK€ U3BECTHBIM U JUINTEIFHOE BpEMs NpH-
MEHSIOIINUMCS. OTEYECTBEHHBIM IIpEHapaToM — LHKIOHOC-
(daHOM.

KomoOunupoBannas cxema Jiedenusi B-XJ1JI na ocnose
JIeHKIaauHAa:

Jleiiknagun HazHavarot B jo3e 0,1 MI/Kr/cyTku B Buze 2-
4acoBOH B/B MH(]Y3HH B TeueHHe 3-x nHel. Jlo3y npenapata
pasBozar B 400,0 0,9% pacrsopa (p-pa) NaCl; ucriosns3oBath
JUIs pa3BeneHust 5% pacTBOP MIIOKO3bI HE PEKOMEHTYETCSL.

[uxnodocdan HazHayaroT B 03¢ 250 MI/M?/CYTKH B BHJIE
30-muHyTHOH B/B MH(Y3UH B TedeHue 3-x aHeid. Jlo3y npe-
niapata pasBomit B 250,0 0,9% p-pa NaCl.

[Mpenuu30moH Ha3HAYArOT B 03¢ 30 MI/MY/CYyTKH BHYTPb
B TeYeHHe 3-X JHEH.

OnHoii 13 nepBbIX KOMOMHMPOBAHHBIX CXeM HA OCHOBE
(ronapaduna siswiocs npumMenenne peskuma FCR.

drronapabuH HA3HAYAOT B J103€ 25 MI/M?*/CYTKHU B BHJIE
30-muHyTHOH B/B MH(Y3UH B TeueHue 3-x anei. Jlo3y npe-
niapata passozt B 200,0 0,9% p-pa NaCl.

[uxnodocdan HazHayaroOT B 03¢ 250 MI/M?/CYTKH B BHJIE
30-muHyTHOH B/B MH(Y3UH B TedeHue 3-x aHei. Jlo3y npe-
niapata pasomt B 250,0 0,9% p-pa NaCl.

Purykcumab HazHavarot B no3e 375 mr/m? (wtu 500 mr/
M?) B BUJIC B/BEHHOI 4-4acoBOil HH(Y3HH C MPEAIIECTBYIO-
el npemeaukanmen B 1-i nens 1ukia. Paccuntannyro 103y
npemnapara pazsozir B 800,0 0,9% pacreopa NaCl [2,5].

¢ ¢eKTHBHBIM 0KA3AJI0CH TAKIKE MPUMEHEHHE PeKU-
ma FCD [5].

drronapabuH HA3HAYAOT B 03¢ 25 MI/M?*/CYTKHU B BUIE
30-MuHYyTHOH B/B MH(Y31H B Te4eHUe 3-X aHel. JJo3y mpe-
mapara pas3sozst B 200,0 0,9% p-pa NaCl.

[uknodpocdan HazHauaroT B 03¢ 250 Mr/M?*/CyTKU B BUJIE
30-munyTHOM B/B MH(Y3UH B TeueHue 3-x aneid. Jlo3y npe-
napara pa3omst B 400,0 0,9% p-pa NaCl.

JlekcameTa30H Ha3HAYAIOT B 103¢ 3 MI/M%/CYTKU BHYTPb
B TeUeHUeE 3-X JHEH.

JlaHHBIE CXEMBI NPEAIONATAIOT MPOBEJCHUE 6 KypCOB.
WuTepBan Mexay KypcaMH COCTaBIIseT 28 NHEW; IpH OTCyT-
CTBUH BOCCTaHOBJIEHMS TEMOII033a WJIN PAa3BUTHH OCIIOXKHE-
HUI HHTEPBAJl MOXKET YBEIUUUBATHCS 10 4248 qHeil.

I'pyrmoit GELLG [7] npenocrasnena tepamus B-XJIJI mo
cxeme R-FCM.

dironapabuH HA3HAYAOT B 03¢ 25 MI/M?/CYTKHU B BHIE
30-muHyTHOH B/B MH(Y3UH B TedeHue 3-x aHei. Jlo3y npe-
napata passomt B 200,0 0,9% p-pa NaCl.

MHUTOKCAaHTPOH HA3HAYAKOT B 103¢ 6 MI/M?/CyTKH B BHIIE
30-MuHYTHOH B/B MH(Y31H B Te4eHHe 3-X aHel. JJo3y mpe-
mapara pa3sozst B 200,0 0,9% p-pa NaCl.

[uknodpocdan HazHayaroT B 03¢ 250 Mr/M?*/CyTKY B BUJIE
30-MuHyTHOH B/B MH(Y31H B Te4eHUe 3-X aHel. JJo3y mpe-
napara pa3omst B 400,0 0,9% p-pa NaCl.

Putykcumab HazHauaroT B 03¢ 500 mMr/m? B Buze 4-4aco-
BOW B/B MH(Y31H C IpememKanuei B 1-if nens nuxia. [Ipe-
napar pa3soast B 800,0 0,9% p-pa NaCl.

JlanHas cxema ImpejroJiaraeT MnpoBesieHue 6 KypcoB.
O1HaKO MCIOIBb30BaHNE aHTPALIMKINHOB B 1-i JIMHNY Tepa-
niin B-XJ1JI He naeT npenMyIiecTs B 001Ieil BBDKHBaeMOC-
TH.

B 2011 r. pekoMeH0BaHa IporpaMMa JIe4eHus! IepBUY-
HbIX 60mbHBIX B-XJJT v ipu pedpakTepHOCTH K IPOBOAN-
Moii Teparmu 1o iporokory CFAR [13]:

Anemty3zymab 30 mr B/B— 1, 3, 5 mau, ®ronapabun 20

Mr/M?/ ienb B/B - 3-5 aum, Iuxnogpochamum 200

Mr/M?%/ieHs B/B — 3—5 nuu, Putykcuma6 375 mr/m?/ ieHs

B/B (500 mMr/m? B/B BO 2—6
Kypcax) Bo 2-i IeHb.

Bce manueHTs! nosydany neruiIupoBaHHbli Guibrpac-
TUM TOJIKOXXHO B 6 JIeHb Ka)JIOro Kypca Tepariy Kak mnep-
BUYHY!O PO HIakTHKy. Kypchl Teparin HOBTOPSUTHCH Kax-
Zibie 4 Hemesu MPY BOCCTAHOBIEHUN KOIMYECTBA HEUTPOGH-
JIOB ¥ TPOMOOLIMTOB; BCETO IUIAHUPYETCS TIPOBEAEHUE 6 Kyp-
coB. JIJ1s1 CHIDKEHUSI YaCTOThI PEaKIui MPUMEHSIICS aleTa-
MUHO(DEH, THIPOKOPTU30H U TU(PEHTHIPAMHH Mepes KaxkK-
JIBIM BBEICHHEM aeMTy3ymMaba u purykcumabda. Bee marm-
€HTBI MOJTy4ally aJUIOMYPHHON BHYTpPb B 103¢ 300 Mr/neHs B
TeueHHe TIepBON HellelN NIEPBOro Kypca IS MPO(QMIIaKTHKH
TYMOp-JI3UC cHHApoMa. [IpoBonunacek MpounakTHUKa IHEB-
MOLIMCTHON ITHEBMOHHMU M Tepriec-HH(EKIH OHCEenTonoM
1 BajanukioBupoM. [lpu HeoOxomumocTH 103a Qiroaapa-
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OuHa cHiKajaacek 10 17,5 mr/m?> u 15 mr/m* u nukiodocda-
muza a0 175 mr/m? u 150 mr/m? B Tedenue 3 JHeH Mpu Hau-
YHH CETICHCAa, THEBMOHMH WM IPYTHX YTPOXKAIOIINX JKU3HH
COCTOSTHHIA.

Tepanust BTOpPOi JIMHUM [10Ka3aHA TIPU PE3UCTEHTHOCTH
3a00JIeBaHUs K CTAHAAPTHOW TEpaIUH MEPBON JTMHUH, TIPU
OBICTPOM IPOTPECCHPOBAHUM TI0CIIE TEPBUYHOTO JICUECHHUS
n/vmu nipu Hasmanu del(17p); pexoMeHayeTcst BBINOIHEHUE
MIPOTOKOJIOB, BKITFOUAIOMIMX AJUIOTPAHCINIAHTAIMIO TEMOTIO-
ATUYECKHX CTBONIOBBIX KJeToK (aio-TT'CK). Ona mokasaHa B
MIepBOI PEMHCCHH y TIALIEHTOB M3 TPYMITBI BHICOKOTO PHC-
Ka, a TAKKEe Y MOJIOBIX MTAIMEHTOB, HE OTBETHBIIUX HA KOM-
OMHMPOBAHHYIO XUMHOTEPAIHIO NIepBOi TMHUM. J{J1s1 manu-
€HTOB MOXXWUIoro Bospacta nepen amuio-ITCK pexomeny-
eTcsl IPOBEACHNE PEeXHUMa PEAyLUPOBAHHON WHTEHCHBHOC-
TH; TIPA STOM CHIDKAETCS KOIMYECTBO PEIUANBOB V MAIUCH-
TOB C XPOHMYECKOU peakien «TpaHCILIaHTaT MPOTUB XO35I-
nHa». OTMEYEHO MOBBIIICHHE CITy4aeB OTTOPIKEHUS TPaHC-
IUIAHTATA [IPU MPUMEHEHHH Jeruiery T-ITM OIMTOB U CHU-
YKEHHE HX TIPH MEPeIMBAaHAN JOHOPCKUX JTUMGOIHTOB. J{7st
MIPOBENICHUS TIO/IEPKUBAOILEH Tepanuu nocie amio-TTCK
pEeKOMEHIyeTCsl IPUMEHEHHE pHUTYKcnMaba, KOTOpBIH Io-
BEIIAET (POPMHUPOBAHKE ITUTOTOKCHUECKUX KIOHOB T-IHM-
(OIMTOB, 1 IMMYHOMOJYJISITOPOB THIIA JICHAIUJAOMHIA, YTO
YMEHbLIAET PUCK pa3BUTHs peuuausa. IlepcnekTuBHo npu-
MeHeHre Oucneruduaecknx aHTUuTelN (IPOTUB aHTUTCHOB B-
u T-xieTox) Trma OxrHaTYMOMaba [8,14].

Jleuenue peunausos B-XJLJI

Bennamyctun (Tpeanma) — mpenapat, codeTaromuii B
ceOe CBOICTBA aKUITUPYIOIIUX MPErnapaToB U aHTHMETa0o-
nuToB. beHnaMycTrH ankuIpyer n o0pa3yer rnonepeyHse
CIIMBKH MEXJY MaKpOMOIECKYIaMH, YTO IPUBOAUT K MOJAB-
nenuro cuate3a JIHK, PHK u Geka v, B KOHEUHOM HTOTE, K
arrorrro3y. Ilpemapar BBogutcst B/B B no3e 100 mr/m? B 1-2
JHU Kaxble 4 Henenmu [12].

Hewmenkoit rpynmo#i (T.Elter u coaBrt.) uccnenosana 3¢-
(eKkTUBHOCTH U TOKCMYHOCTh pekuMa FC-Cam (FC+xammnac)
y OONBHBIX ¢ peruauBaMu U pedpakrepHIMU hopmamu B-
XJUL FC-Cam nipoBojsT B ciemyromieM gopmare [10]:

dnynapabus B 103 25 Mr/M?/cyrku B Bujie 30-MHHYTHON
B/BeHHON MH(Y3uM B TedeHne 3-x mHed. Jlo3y mpemapata
pazBozst B 200,0 0,9% pacteopa NaCl.

[uknodochan B g03e 200 mr/mM*/cyrku B Buae 30-Mu-
HYTHO#1 B/B mH]Yy3uu B Tedenune 3-x aHel. Jlo3y npenapara
pazBomat B 400,0 0,9% pactBopa NaCl.

Kammnac (Campath-1H) Haznavator B 1o3e 30 mr/cyrku 1/
KOKHO 1-3 nHH.

B MHOroueHTpoBOM aMepuKaHCKOM HCclienoBaHUU [6]
MIPOBEJICHO UCTIBITAHKE TIPeTapaTa JIOMUINKCUMA0 — HOBO-
IO MOHOKJIOHAJIbHOTO aHTuTeNna (antu-CD23) B codeTanuu ¢
pexxumom FCR (L-FCR). JTromunmukcnma0 BBOAWIICS B I03€
375 mr/m? wim 500 mr/m? B/BenHo B 1-i1 nenb mukina, FCR — B
craHgapTHeIX n03ax. Pexxum L-FCR 6but addextureH BHE
3aBUCUMOCTH OT crenenu skcnpeccun CD38, ZAP-70, a Tak-
xe axcnpeccurt CDS5 u CD59 monexyn (3xcnpeccust CDS9 —
MOIIHBIA (DAaKTOp, XapaKTepH3YIOUHH PE3HCTEHTHOCTh K
putykcumaoy).

3 HOBBIX MpenapaToB NOTEHIMAILHO B JieueHn B-XJ1J1
MOXKET MPUMEHATHCS ISIaKHH (BaIbIpOEBasi KUCIOTA) B CO-
4eTaHUU CO cTaHnapTHeIMU pexxuMami [IXT. /lenakus Bbl-
3BIBACT aIONTO3 M MOJABIISET NposUdepanuo KiIeTok B-
XJIJL, a Takke 3a4UTENIbHO YCUIIMBAET LIMTOTOKCUUYECKOE JIeH-
crBue (urynapabuna, 6opre3omuna u GpraBonupHuIoia, Iek-
CTBYS KaK THTHOUTOP TMCTOHOBOH JleanieTiassl [ 16)].

Ocuaoxnenns XJIJI. B-XJIJI uacto acconuupyercs ¢
ayTOMMMYHHBIMH (eHoMeHaMH [1], yamie ¢ ayroMMMyH-

HoM remonuTiueckor anemueit (ANI'A) 1 IMMyHHOH TpOM-
6oumronenueit (MTII). Xors npsmas npoda Kymbea momo-
xwutenbHa B 33% ciydaeB XJUI, AWUT'A HaGmonaercs B 4,3%
caydaes. dakTopamu, NperpacnoIararoliMy K pa3BUTHIO
AWT'A, aBnstOTCS BBICOKUM YPOBEHb JIEUKOIMTOB, TOXKHION
BO3pacT u Myxckoit non. Juarnoz AUT'A ocHoBBIBaeTCs Ha
HaJIM4YUKM M30JIMPOBAHHOTO PE3KOro majaeHust yposHs HB,
accolMUpPOBaHHOIO ¢ mpsiMoii mpoboit Kym6Gca, moBsiiie-
HHEM YPOBHSI PETHKYJIOLUTOB M CHIBOPOTOYHOIO OMIMpY-
O6unHa. CHIDKCHHE CBIBOPOTOYHOTO TaNTOMIOOWHA CITYXKUT
BCIIOMOTATeNbHBIM KpuTepueM remonusza. AUT'A oObraHO
00ycJIoBJIeHa LUPKY/IUPYIOIIMMU ayTOQHTHTEIaMH, KOTOpbIe
HE CEKPETHUPYIOTCS KJIETKAMH OITyXOJIH, HO MOTYT OBITh TIPO-
JIyKTaM{ pe3uIyaibHbIX HOpMaNbHbIX B-numMdormros. Jle-
yenne AVT'A nmpoBOAKUTCS MPEIHU30IOHOM B 03¢ 1 Mr/kr/
CYTKH B TeueHHe 2—4 HezeNb C MOCIEAyIOINM MEIIIEHHBIM
CHI)KEHHEM JI03bl. B TSDKENBIX Cliydasix MPUMEHSIOT 00Jb-
uve 10361 Metunpeaausonona (1,0 r) B/B Wi BHYTPHUBEH-
ool Ig — IVIg (0,4 mr/kr/nens B Teyenue 5 nHeit). CruieHK-
TOMHS TIOKa3aHa NpH pepaKTepHOCTH MM HEKOHTPOIUPY-
eMoM remonm3e. Bo3aMoxkHO puMeHeHne putykcumaba (375
MI/M* B/BEHHO OJMH Pa3 B HEIENIO B TEUEHHE 4-X HEJIEIb)
Wi anemTysymada. Purykcumat spdexrusen npu AUTA,
00yCIIOBIIEHHO! TEIUIOBBIMH M XOJIOJOBBIMH aHTHUTENIAMH,
0COOCHHO MU HAJMYUH BhICOKOTO ypoBHI CD20+ mumdo-
IHUTOB. "3 ApYrux METOJ0B JICYHCHUA TPUMEHICTCA TU1a3Ma-
(epe3 1 IMMYHOAICOPOIHS Ha KOJIOHKAX, COIEPIKAIINX TPO-
TEUH A.

MaprmansHas kpacHokreroynas armasus ([TIKKA) ouens
penko Habmonaercs npu XJIJI. Ee MoykHO 3armon03puTh MpH
MIPOrpECCUPYIOIIEi aHEMHH C OTCYTCTBHEM PETHKYIOLUTOB
1 TIPH OTCYTCTBHH KJICTOK-NPEAIIECTBEHHNKOB SPUTPOHIHO-
ro psina B KM. JledeHne mpoBOIUTCS TIO MIPUHIIMIIAM Jieue-
Hust AUTA u sddexruBrocts Tepanuu 'KC win nukiocro-
PHHOM OLICHMBAETCS IO MOBBIIIEHHIO YPOBHS PETHKYIOLH-
ToB. B meuennu pedpaxreproii [IKKA »¢dexTrBHO prme-
HEHHe pUTyKcuMaba ¥ aneMTy3ymaba.

Kmuanueckn UTII nposisstercs y 2% natmenTos ¢ XJUT;
y 1/3 mammenToB mmeercs coueranune UTII ¢ AUTA. [Quar-
HO3 BBICTAaBIISIETCSI ITPU TPOMOOLITONICHNH, OTCYTCTBUH JIEH-
kemudeckoi uHmibTpanun KM wiam rumnepcruicHu3Ma.
[IpoBoauth Tepamuio 6eccumnromuoi UTII pekomenmyer-
Csl TONBKO mpH TpoMOonuronenun Hwke 30,0-10%/1 wru npu
yrpo3e KpoBoTeueHU. JleueHre npoBOAUTCS NPEIHU30II0-
HOM B j103e 1 mr/kr/aens BHyTph min [VIg. B ciydae kpoBo-
TEYSHUHN WU HGOGXOJII/IMOCTI/I XHUPYPru4eCcKkoro BMeuaTeiib-
ctBa 3(p(peKTHBHO BBEIEHNE METIITIPETHN30I0HA B 103¢e 1,0
r/IeHb B codeTaHunu ¢ TpaHcy3ueil TpOMOOKOHIIEHTpATa.
[Ipu permanBe wiy npu pepaKTepHOCTH MOXKET OKA3bIBATh
3¢ QEKT CIIEHIKTOMUS; XOpoinii 3h(eKT oka3bIBaeT NpH-
MEHEHHE PUTYKCUMa0a, HO ONTHMAaNIbHas 032 €0 He OTpa-
6oraHa.

WHpeKIoHHbIe OCTIOXKHEHNS ABJIAIOTCSA Hanboee yac-
TOM MPUYHHOI JieTasibHOro ucxona npu XJIJI. Oxu 00ycnos-
JICHBI KaK HApYIEHHUEM T'YMOPAJIbHOI'0 U KJIIETOYHOI'O M-
MYHHUTETa BCIIEICTBUE 3a00JI€BaHus, TaK U AajbHeel nM-
MYHOCYIpeccHel BCIIeACTBHE IIPOBOIXUMOTO JICUEHUS. XOTS
OoJiee 4acThl OakTepHaIbHbIE HHPEKLUH, YTO 00YCIIOBIEHO
mchyHKImel T-KIeTok mocie npoBeIeHns Teparii, y ma-
[MEHTOB COXPAHSETCsl PUCK JUIS LIMPOKOTO CHEKTpa OMIOp-
TYHHCTHYeCKUX wH(peknuit, Bkiodas Listeria
monocytogenes, Pneumocystis carinii, muromeranoBupyc-
HyI0 U TeprieTnueckyro MHpekiuu, Mukobakrepuu. Ilpu
MIPUMEHEHUH aHAJIOTOB ITYPHHOBBIX HYKJICO3HJIOB 4acTOTa
ONITOPTYHUCTUYECKNX MH(EKIMil moBhIIIaeTcs, HO HHpEK-
LIMOHHBIE OCJIOXHEHUSI 00Jee JacThl y MALUEHTOB C HENO-
CTaTOYHBIM OTBETOM Ha TE€PAIIUIO U IIPU IIPOrPECCUPOBa-
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HUM 3a00seBaHus. BBICOK PUCK TSDKENBIX MH(EKIMOHHBIX
OCIIOKHEHHMH B rpynre 6oibHbIX XJ1JI, JIeueHHBIX aneMTy3y-
Mabom. Hamo oTMeTHTh, 94TO 3TH MalueHTHl ObUTH pedpak-
TepHBI K MPOBOAMMON paHee Tepamuu (UIronapaOuHOM; B
rpymnne nepBuaHbIX 001bHBIX XJUJI npu neyennn anemTysy-
MaboM Takue HHQEKIMY OBIBAIOT 3HAYUTEIIFHO PEXKeE.

Bropsie HOBOOOpa30BaHMS OPraHOB KPOBETBOPEHUS MPU
XJUT Brmouatot quddy3nyro B-kpynHokierounyro mumbpo-
my (JABKKJI), mumpomy Xomxkuna (JIX), MHOKECTBEHHYIO
mueromy (MM) u pa3BuBarotcs ¢ yacroroid 3%, 0,5% u 0,1%,
COOTBETCTBEHHO, TIpu HaOmonennn B Tedenune 10 mer. He or-
MEUEHO Pa3HMIbI B YACTOTE MX BO3HUKHOBEHUS Y JIEUEHHBIX
1 HEJICYEHHBIX MalMEHTOB, TIOBBIIICHUS YaCTOThI BO3HUKHO-
BEHHS BTOPBIX OITyXOJEH NMpH NPUMEHEHHU XJIOpOyTHHA M
¢uronapabuna Wik ux KoOMOMHanui. 13 BTopsix Hemumdpo-
LUTApHBIX OIYXOJICH OTMEYEHO PAa3BUTHE MUEJIOIHCILIACTH-
yeckoro curapoma (MJIC), octporo Mueno0IacTHOro Jei-
ko3a (OMJI) wm MJIC ¢ tparcdopmanuert 8 OMJL. Haiinen
JIOCTOBEPHO IOBBIIIEHHBIH PHCK U PA3BUTHS CAPKOMBI
Kanomm, menanoMsl, TapuHreanbHON KapIIMHOMBI (TIpeBa-
JIUPYIOT JKEHIIMHBI), paka JETKUX M OIyXOJIed TOJIOBHOTO
Mo3Ta (TPEBATNPYIOT MYXYHHBI), OITyXOJIEH MOYEBOTO ITy-
3bIps (MPEBATHUPYIOT >KEHIIUHBI). BO3MOXXHBIMU MeXaHU3-
MaMH JUIsl TIOBBIIIEHHOTO PHCKA Pa3BUTHS BTOPBIX OITyXOJIer
SIBILIFOTC nMMYyHOAewwT npu XJUI, kapIHOreHHast poIib
XMMHOIIPENapaToB, MPUMEHSIEMBIX [UIS €T0 JEUEHHs, HHCO-
Jsiumst, TabaKoKypeHue, a TaKKe BUPYCHI M BPOXKICHHBIE J1e-
(exTbl. Bo3MOXXHO cyriecTBOBaHHE KOMIUIEKCA MYIBTH]AK-
TOPHBIX YHJOTEHHBIX M SK30TCHHBIX IPUYKH, 00yCIIOBIINBA-
IOIIMX TOBBIIICHHBIN PHUCK OIMyXOJIEH, aCCOLMMPOBAHHBIX C
XJUI[1,4].

Hawnbonee u3BectHoi 1 accormpoBanHoi ¢ XJ1JI sBis-
€TCsl arpeccuBHasi M OBICTpOIpOrpeccupyromas Gopma
JBKKUIL, ormucannas Puxtepom B 1923 . TepMuH «cHHIPOM
Puxtepay 6611 BBenieH Lortholary u coaBrt., koTopsie ommca-
T KIIMHUYECKUE W IIATOJIOTHYECKHE CHHAPOMBI. [t cuHI-
poma Puxrtepa xapakTepHsl peobiagaHue JIUL MYKCKOTO
noJsa, mporpeccupyromas JruMGoaaeHonaTrsi, CUCTEMHbIC
CHHZIPOMBI U BOBJICUEHHE IKCTPAHOJAIBHBIX OPTaHOB, B OC-
HoBHoM 1wieBpbl U [THC, a Takke MOBBIIIEHHBIH YPOBEHb
JIAT. Haubornee 3¢hheKTUBHO JICUCHUE TALUCHTOB C CHH/I-
poMoM Puxtepa mo cxemam, HpUMEHSEMbBIM JUIS JICUSHUS
JBKKJI (CHOP wiu 3KBHBaJICHTHBIC CXEMBI), HTHOTJA B COUe-
TaHWU C TydeBoi Tepanmeir. B 1998 r. st nedenus cuHApo-
Ma Puxrtepa npumeneHa cxema PFA (mnatunon, ¢uynapa-
6un, tmro3ap) u CFA (uuknodocdan, duynapadun, nuro-
3ap). Xopomuii 3Q¢eKT oKa3zpIBaeT Tepamus 10 CXeMe
hyperCVAD. Onnaxo B ienioM cuHApoM Puxtepa, kak u py-
rHe HOBOOOPA30BaHUs, pepakTepeH K IHUTOCTaTH4ECKOU
Tepanuu [4].
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