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PED®EPAT

AKTyanbHOCTb U Lenu. lemodaroyntapHbin CUHOPOM npeg-
cTaBnseT cob0M OnacHbIN rnepeBocnanuTenbHbIA CUHAPOM,
NPUYMHON KOTOPOro Haubosiee 4acTo CIYXUT WHeKums.
OH aBnsieTcs cneacTtBMeM M36bITOYHOM akTMBaLMU KNETOK
CUCTEMbI (ParoLMTUPYIOLLIMX MOHOHYKIeapoB, Y4TO MpOsBs-
eTCs UMUTOMEHNEN, CUCTEMHOW BOCManuTENbHON peakuuen,
NOBPEXAEHNEM MeYeHW, cene3eHkn. B cBA3n ¢ peakocTbio
3a60neBaHns, CIOXHOCTbIO ANArHOCTUKN 3TOT CMHAPOM SB-
nAeTca Manoum3y4YeHHbIM M 4acTo OCTaeTCs Hepacno3HaH-
HbiM. Llenb pa6oTbl — onmcaTtesbHbIn aHann3 CO6CTBEHHbIX
HabNoOeHUIA BTOPMYHOrO remodaroumTapHoro cuHgpoma
(F®C) n npencraBneHne NUTepaTypHbIX AAHHBIX.

MeTopbl. AHanu3y NoABePrHyThbl KIMUHMYECKME U nadopaTtop-
Hble JaHHble 15 nauneHToB B Bo3pacTte 16-64 roga (MegnaHa
48 nert) co BTopn4HbIM [DOC, KOTOpPbIE Habnaanucs ¢ 2009 no
2013 r. BropuyHble FDC 6binn guarHoCTMpoBaHbl Y 60SbHbIX
3110Ka4eCTBEHHbIMM  TUMAGONPONNEPaTUBHbIMA N UHGEK-
UMOHHbIMK 3aboneBaHnamu. MNpuaHakn FPC BbiSBNEHbI NpU
3M10Ka4eCTBEHHbIX MMcbonponmdepaTBHbIX 3a60neBaHUAX
(n = 5), XPOHMYECKON aKTVBHOW MHMEKLUMN, BbI3BBAHHOW BU-
pycom OnwrenHa—bapp (B3B) (n = 3), annoreHHon TpaHc-
nnaHTaumm CTBOMOBbIX KNETOK KPoBM (n = 3), OCTPOM neriko3e
(n = 1), MHOXECTBEHHOM Muenome (n = 1), nTHeBMOHUK (N = 1),
rnomepynoHedppute (n = 1). Tepanus MPC npooamnack 8 na-
umeHTam: atonoaug (n = 1), rokKokopTMkouabl (n = 1), BHYTpU-
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ABSTRACT

Background & Aims. The hemophagocytic syndrome is a
dangerous hyperinflammatory syndrome usually caused by an
infection. It is a result of excessive cell activation in the mono-
nuclear phagocyte system which is manifested itself through
cytopenia, systemic inflammatory reaction, liver and spleen
impairment. Since the disease is rare and its diagnosing is
very complicated, this syndrome has not been studied thor-
oughly and is overlooked very often. The aim of this work is
to describe authors’ experience in dealing with the secondary
hemophagocytic syndrome (HPS) and to present a literature
review.

Methods. Clinical and laboratory data of 15 patients aged 16
to 64 (median age 48 years) with secondary HPS observed
over the period from 2009 till 2013 were analyzed. Second-
ary HPS was diagnosed in patients with malignant lympho-
proliferative and infectious diseases. HPS signs were found
in lymphoproliferative disorders (n = 5), chronic active EBV-
infection (n = 3), allogeneic hematopoietic stem cell trans-
plantation (n = 3), acute leukemia (n = 1), multiple myeloma
(n = 1), pneumonia (n = 1), and glomerulonephritis (n = 1).
8 patients underwent treatment for HPS: etoposide (n = 1),
glucocorticoids (n = 1), intravenous immunoglobulin (n = 2),
combination of rituximab + glucocorticoids (n = 2), etopo-
side + cyclosporine A (n = 1), as well as combined HLH-2004
chemotherapy (n = 1). The median observation period was
42 months.
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BEHHbIA UMMYHOINOBYUH (N = 2), KOMOUHaLUua puTykcumabda
W FMIOKOKOPTUKOMZOB (N = 2), aTono3unga 1 umknocnopuHa A
(n = 1), a Takke KOMOUHMPOBAHHAsA XMMMOTEPanua No npo-
rpamme HLH-2004 (n = 1). Meguana HabnogeHus 3a 60MnbHbI-
MU cocTasuna 42 Mec.

Pe3ynbtaTbl. Y BK/OYEHHbIX B PETPOCMNEKTUBHBLIN aHanus
15 B3poCnbIX NaUMEHTOB cambiMU YacTbiMU POHOBLIMKU 3a-
6oneBaHUsAMY Npu BTOpuUYHOM [DC 6biIM 3110Ka4ECTBEHHbIE
numdonponudepaTvBHble 3abonesaHuss U XpoHUYeckas
B3b-nHpekumsa. PaHHAS OuarHoCTMKa CroxHa, T. K. npu-
HATblE B HACTOsILLIEe BPeMsi KpUTEpPUN GONE3HN XapakTepHbl
ans FOC nosgHert ctagun. Bece 310 AUKTYET HEO6XOAMMOCTb
pa3paboTku 6onee YyBCTBUTENbHBLIX U YHMBEPCANbHbIX Aua-
FHOCTUNYECKUX KPUTEPUEB.

3aknioyeHne. B oHkOrematonorn4yeckow KivMHuKe BTO-
puiHbI TOC ABNAETCHA TAXKENbIM OCIIOXHEHMEM, Tpeby-
WMM npoBefeHnsa anddepeHunanbHOn OUarHoCTUKnM ¢
OPYTMMU KPUTUYECKMMU COCTOSAHUSMWU U UHTEHCUBHOM Te-
panuu. Mpu FPC, cBA3aHHLIM C OHKOremMaTonorn4ecKkMmMm
3aboneBaHMaMM, NauUMEHTbl HYXAATCA B TLATENbHOM
HabnwogeHMn B npouecce M Mnocfie OKOHYaHUsA MpPOTMBO-
ONYXONeBOro fevyeHus.

KntoyeBble cnoBa: BTOPUYHbLIN reModarouuTapHbIn
cvHApom, nuMmdoma, BUpyc AnwwitertHa—bapp, aTono-
31A, TpPaHcnnaHTaLmns CTBOOBbIX KNETOK KPOBMW.

Mony4eHo: 9 aexkabps 2014 r.
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BBEJAIEHNE

[emodarouurapusiii cunapom (I'®C) — 3710 omacHbif
THUIIEPBOCIANUTENbHBI CHHIAPOM, 3aBeplIEHHE TSKeN0H
HEKOHTPOJIMPYEMOH peaKUMH, MpH KOTOPOH BO3HHKAaeT
THIIEPUMTOKMHEMHUST CO 3HAYUTEJbHBIM, HO Hes(pdek-
THUBHBIM HMMYHHBIM OTBETOM. DTO TOCJEACTBHE BPOXK-
JIEHHOH WJIM TIPUOOPETEHHOH HeCNOoCOOHOCTH HMMYHHOM
CUCTEMbl CIPAaBUTLCS C MyCKOBBIM MeXaHM3MOM — yallle
uHpekinonubiMm arentom. [®C — cuaenctBue u36HI-
TOYHOH aKTHBAUMH KJETOK CHCTeMbl (haroLuUTHPYIOLIUX
MoHoHykseapoB (CPM), uTo nposiBsieTcsl UTOTEHUEH,
CUCTEMHOH BOCHAJUTENbHON peakliel, MoBpeKaeHueM
neuenu, cesedeHku. Koertku, Bxopsine B COM, obpa-
3yI0T eIMHYIO JIHHHIO AU(QepeHInPOBKH, BKJIOUAIOILYIO
KJIETKH-TNPeALIeCTBEHHUII KOCTHOTO MO3ra, a TakxKe MyJl
MoHOIMTOB U Makpodaros. COM B 1ieioM npejcTapisieT
co6oit cBoeoGpa3Hblil 6HOJOTHUECKHH (QUIBTP KPOBH H
JUMQBI, yAAISIIONINE OMyXoJeBble U HH(UIHPOBAHHbIE BU-
pycaMH KJeTKH, MHKPOOPTaHH3Mbl, TOKCHHbI, pPa3J/HuHble
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Results. Among 15 adult patients enrolled into the retro-
spective analysis, malignant lymphoproliferative disorders
and chronic EBV-infection were most common underlying
disorders in case of secondary HPS. Early diagnosing is very
complicated, because diagnostic criteria accepted at present
are typical for the late-phase HPS. The above factors require
development of more sensitive and universal diagnostic cri-
teria.

Conclusion. In oncohematological practice, the secondary
HPS is a severe complication requiring differential diagnos-
ing with other critical conditions and intensive care. In case
of HPS associated with oncohematological disorders, patients
require close monitoring throughout the antitumor treatment
period and after it.

Keywords: secondary hemophagocytic syndrome,
lymphoma, Epstein-Barr virus, etoposide, hemato-
poietic stem cells transplantation.

Received: December 9, 2014
Accepted: February 7, 2015

For correspondence: \Isevolod Gennad’evich Potapenko, Municipal
Clinical Hospital No. 31, 3 Dinamo pr-t, Saint Petersburg, Russian
Federation, 197110; Tel.: +7(812)230-19-33;

e-mail: potapenko.vsevolod@mail.ru

For citation: Potapenko V.G., Potikhonova N.A., Baikov V.V.,

Belogurova M.B., Lisukov I.A., Klimovich A.V., Lapin S.V., lvanova M.0.,
Kravtsova V.M., Podol’tseva E.I., Medvedeva N.V., Afanas’ev B.V.
Secondary Hemophagocytic Syndrome in the Adult Patients.

Literature Review and Authors’ Experience.

Klin. Onkogematol. 2015; 8(2): 169-184 (In Russ.).

MeTaboMUTbl U LMPKYJIHPYIOLIHE UMMYHHbIE KOMIIJIEKCHI.
[vcTHouuThl (CHH.: Makpodaru) BLITIOJIHSIOT U aHTHTEH-
npe3eHTHpyIolHe QyHKIHH.

BriepBble THMHUHbBIE KJIMHHYECKHE TTPOsIBIEHHST O0JE3HH
C KapTHHOH reMogarouuTo3a B KOCTHOM MO3re OblIH OMHU-
caubl B 1952 1. J.W. Farquhar u A.E. Claireaux. B 1999 r.
S.E. Stepp 6blin BnepBble H3yueHbl MyTalldH, BCTpedaio-
wmecst npu FOC1, 2].

[®C BxaoueH B KjJaccHUKAMIO TMCTHOLMTO30B —
pasHopoaHo# rpynnbl 3a6oseBanuil. B 1987 r. 6bl1a npes-
JIOKeHa nepBast KnaccuUKalis TMCTHOLMTO30B y JleTell. B
1997 r. ona 6buia mepecMoTpeHa M JIOTIOJIHEHA THCTHOIM-
TO3aMH Pa3HOro GHOJIOTHYECKOro MOBEAEHHS, UTO CleJano
ee Gosiee yIOOHON /Il IPUMEHEHHUs], B T. U. U y B3POCJBIX
(raba. 1)[3].

B knaccudukanyun BO3 (2008) B paznen «Omnyxoan us
Makpo(aroB ¥ JTeHAPUTHBIX KJIETOK» BKJIOUEHBI CapKOMBI:
THCTHOLIUTAPHAS, U3 MHTEPIUTHTUPYIONIMX KJIETOK, U3 (oJI-
JIMKYJISIPHBIX JICHIPUTHBIX KJIETOK, JlaHIepraHCoKJeTouHast
[4]. Kpome Toro, K 3TOMY pasaesy OTHOCSITCS OMYXOJH U3

KIIMHUYECKAS OHKOTEMATOJIOTHSE
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BTopuuHbIii remotharoyuTapHblii CHHAPOM

Tabnuua 1. Knaccmdmkaums ructmoumntosos

TMCTUOLMTO3bI Pa3HOro 6UONOrMYEcKoro NoBefeHNs

CBA3aHHbIE C JEHAPUTHBIMI TUCTUOLMTAMU:
e [ucTmMoumMTo3 U3 KNeTokK JlaHrepranca
* BropuyHas nponudepawns AeHAPUTHbIX KNEeTOK
* [0BeHubHAA KcaHTorpaHynema (eHoTun JepmManbHbIX FTMCTUOLUTOB)
e ConutapHble rMCTUOLUTOMbI C Pa3NNYHbIM (DEHOTUMOM LEHAPUTHBIX
KNeToK

(CBfizaHHble ¢ Makpoaramu:
e TemodparountapHblil CUHAPOM (CEMENHBIA 1 CNOpaan4ecKuil)
*  BTopu4Hble remocharoumTapHble CUHAPOMbI (CBA3aHHbIE
C NHMEKLNOHHbIM NPOLLECCOM, OMYXOMbI0 UK APYTUM XPOHUYECKNM
3a60neBaHnem)
¢ bonesHb Pozan—[opdmaHa
e ConutapHas ructmoumToma

3no0KayecTBeHHbIE 6ONE3HU

CBA3aHHbIE C MOHOLMTAMU:

e [leitko3bl (M4, M5a n M5b no FAB-knaccudukaumum, XxpoHu4eckun
MUWESIOMOHOLUTAPHDIA N1ENK03)

*  3KCTpameaynnsipHble MOHOLMUTOUAHbIE ONYXON UK CapKOMbI

e [ucTnoumMTapHbIe 0MyX0n/CapkoMbl (NI0KANN30BaHHbIE UK
JMCCEMUHUPOBAHHbBIE U3 JEHAPUTHBIX FUCTOLNUTOB)

e MakpodaranbHble 0nyX0Ni/capkombl (I0Kan130BaHHbIE NV
JMCCEMUHUPOBAHHbIE)

(br6po6IACTHUECKIX PETHKYJISIPHBIX KJIETOK, U3 IEHIPUTHBIX
KJIE€TOK HeONpeesIeHHOTO THMa, a TakkKe IUCCEMHHHPO-
BaHHasl I0BEHUJIbHAST KCAHTOTpaHyJIeMa.

Kannnueckue nposisienus [OC necrenuduunbl. Ha Ha-
YaJIbHBIX 3Tanax BO3MOXKHBI JIMXOPAJIKa, TIOBLIIEHHE B KDOBH
YPOBHST 0CTPO(a30BLIX MAPKEPOB, B Ja/bHEHIIIEM TIPHCOE/IH -
HsleTCsl HapacTarollast JABYXPOCTKOBAasl MJIM MaHIUTOMEHHSI.
Yacro HabJ/miogaeTcs renarto- 1 CrjieHoMeranus*.

[DC u cucreMHble BoCMaJMTe/bHbIE PeAKLUHUH JH060ro
JIPYroTo TeHe3a CXOAHLL. B cBsI3n ¢ 3THM mNposiBJeHUS
[®DC HepenKo CNOXKHO OTJIMYUTH OT CENMTHYECKOTO II0Ka,
CHHIpPOMAa  JHCCEMMHHPOBAHHOTO  BHYTPHUCOCYIHCTOTO
CBEPTBIBAHUS, JAPYTHX KPUTHUYECKHX COCTOSIHHH, TPH KO-
TOpPBIX, B CBOIO OYepe/b, MOTYT B TOH WJH HHOH CTeNeHH
npucyrcrBoBath npusHaku [PC. Tlpu orcyrcTBUM ajek-
BaTHOH M CBOEBpPeMEeHHOH Tepanmuu GoJibHble YMHPAIOT OT
HapacTalollell oJHMopPTraHHOH HeIOCTATOUHOCTH HITH JIPYTHX
MPUYHH, CBS3aHHBIX ¢ nposiBieHneM [DC [5—7]. B cBssu
C PeIKOCTbIO 3a60JIeBaHUsI, CJI0KHOCTBIO IHATHOCTHKH 3TOT
CHHIPOM SIBJISIETCST MAJIOW3ydeHHbIM U YacTO OCTaeTcs He-
pacro3HaHHbIM.

LIUTOTOKCHYECKMNIA
ammébount

OTCYTCTBUE KJIETOYHOIO
nnsnca

O

—> IFN-y

NOCTO\HHAA aKTMBaLMs
v 1 nponudepaumns

nepeucTeHLns
MHOEKUMOHHOTO
arexTa

MHOUUMPOBaHHAs
Kknetka

OTCYTCTBME KNETOYHOr0
Jim3nca

> IFN-y
TNF-a

NK-knetka

\

e

NOCTOSIHHAs aKTUBaLMs,
JMCCEMUHaLuS,
GM-CSF opraHHas nHdunbtpaums

NATOTEHE3 TEMO®ATOLUTAPHOr0 CWUHAPOMA

['®C mMozkeT ObITH BPOXKIEHHBIM (MTEPBUUHBIM ) U BTOPUUHBIM
(accouuupoBanubiM). [lepBuunbiit [®C uyauie mnposiBis-
eTcsl B paHHeM JIeTCKOM BO3pacTe, XOTsl OMHCAHBI CJydau
6oJiee Mo3HEro fe6i0Ta y MOAPOCTKOB H JIasKe y B3POCJbIX
MalyeHToB [5]. Y GOJBIIMHCTBA MAIMEHTOB C BPOXKIEHHBIM
['®C ynaercsi BbISIBUTb MyTalluk ONpeJiesieHHbIX TeHOB (CM.
taba1. 2). [1pu ['DC B3poc/bIx, BEpOSTHO, TOXKE CyIIECTBYET
HeKOTopasi reHeTHYeCKasl MPeIpacoNoKeHHOCTh, XOTs TMa-
TOTHOMOHHYHBIE MYTAallUH BBISIBJSIIOTCS pexke. Ha mpakruke
JIOBOJILHO CJIOXKHO OTJIMYHMTH TMO3AHUI Ne6I0T BPOXKIEHHOTO
WM UCKJIOUUTh BpoxKaeHHbIH [DC y manneHToB, HMEIOMINX
npoBoumpyoe akropol. [lo Bceil BeposTHOCTH, W B
MIepPBOM M, TIO-BHIUMOMY, BO BTOPOM CJlydae TJIaBHOM TpH-
upHOH pa3uTusi [PC Bce Ke SBASIOTCS Te UM MHBIE TeHe-
THUYecKHe MyTaluu. V36biTounyio aktuBHOCThL KieTok COM
MOXKET CITPOBOIMPOBATh JI060e HapyllleHHe HMMYHHOH
CHCTeMBI, BBbI3BaHHOe HH(eKIHel, BO3IeHCcTBHEM JieKap-
CTBEHHBIX CpPEJICTB (LMTOCTATHYECKHX, MapeHTepaJbHOro
MIUTaHHUsT, HMMYHOCYTIPECCHBHBIX H JIp.), TPaHCIJIaHTalHel
OpraHoB U TKaHel [8].

[TpHHIMMHABHBI MeXaHH3M Pa3BUTHSI BPOKIEHHOTO
1 accouunpoBanoro [®PC He pasznnuaercs: Hapyliaercs
(pyHKIIHOHAMBHAST AKTUBHOCTb T-KJIETOK M eCTeCTBEHHbIX
kunepos (NK). Dto npuBoaut K motepe crioco6Hoct T/
NK-kJeToK afeKkBaTHO pearupoBaTh Ha HH(EKIHIO, OMyX0Jb
WJTH IpyTHe TIPHIHHBL. B peaysbrarte mo Mexanuamy o6paTHOI
cBsizu NK- u T-knetku HaunHaioT nposincepupoBaTh U Bbijie-
JISITh GOJTBIIIOE KOJIMUECTBO MPOBOCTIANHUTENbHBIX MTOKHHOB,
KOTOpPble  aKTHBHPYIOT ~ MOHOLIUTapHO-MaKpo(araabHyio
crucreMy. PasBiBaetcsi TszKeJ1ast ccTeMHast BOCTaUTeIbHAsT
peaxiiysi, MPUBOJAIIAs K MOJHOPTAaHHON HETO0CTaTOYHOCTH U
JetanbHoMy ucxony. O61ias cxema rnaToreHe3a Ha NpUMepe
['DC, cBsizanHoro ¢ Bupycom Imureiina— bapp, nokazana
Ha puc. 1 [9].

KPUTEPUN AUATHOCTHUKHN

FTEMO®ATOLUTAPHOI0 CUHAPOMA

Juarnos Bropuunoro ['®C ycTaHOBUTH CJI0XKHO, TTOCKOJBbKY
€ro TpOsIBJIeHHs] YaCTO OTHOCSAT K CHMIITOMAM BbI3BABILIETO
ero 3abosieBanusl. B HacTosilliee BpeMsi ¢ 3TOH 1eJbIO MC-
MOJIL3YIOT KpUTepun BpoxKiaeHHoro [PC, mpennoxeHHble

Puc. 1. MaToreHes passuTua remocparouyutap-
HOro cvHApOMa Ha npuMepe HeafekBaTHOro
B3aMMOJENCTBUA C WHMEKLNOHHBIM areHToMm
(umt. Mo [9])

GM-CSF — rpaHynouutTapHo-makpoda-
ranbHbIi  KONMOHWMECTUMYNMPYIOLLMIA  dakTop;
IFN-y — nHTepdepoH-y; TNF-a — dakTop He-
Kpo3a ornyxoneu a.

makpodar

©)
©

Fig. 1. Pathogenesis of hemophagocytic
syndrome illustrated by improper interaction with
an infectious agent (cited according to [9])
GM-CSF — granulocyte-macrophage colony
stimulating factor; IFN-y — interferon gamma;
TNF-a — tumor necrosis factor alpha.

* MopdodyHKIHOHANbHbIC H3MEHEHHS TICUCHH SIBJSIIOTCS PE3YJIbTaTOM THIEPIIa3Hi JIMMMOLMTOB U MOHOHYKJICAPOB H BCTPEUYAIOTCS
y nofasJsolero 6odblinHcTBa 60/bHBIX [PC. VX nposiB/eHHs BaPbUPYIOT OT KJAHHUYECKH GECCHMITOMHOIO T€UEHHUsl ¢ M3MEHEHHAMH B
KPOBH JIO pPa3BUTHsI MTEUEHOUHOM 3HIIeaIONAaTHH, THKEIOH THITOKOATYJISIHH, OTEUHO-aCLIUTHUECKOTO CHHPOMA.
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Ta6nuua 2. Kputepmu guarHoCTMkm remodaroumtapHoro cMHgpoma

Kputepuu HLH-2004 [10]

Moputhukaums AH. Filipovich [11]

O6Hapy»eHue myTauuii reHos PRFT,
UNC13D, Munc18-2, STX11

wu

MpucyTtcTsne 5 13 9 NpU3HaKOB:

1. MepcucTupyrowan nuxopazgka

O6Hapy»xeHue MyTauui reHos PRFT,
UNC13D, Munc1-2, STX11, STXBP2

unu

[MpucytcTBue 3 M3 4 NPU3HAKOB:

1. JlumdcpageHonarus

BblLe 38,5 °C B TeyeHne 6onee 2. CnneHomeranus

7 BHei 3. Hesponornyeckue cuMnToMb!
2. CnneHomeranus 4. Tenatomeranus
3. [enatomeranus unm
4. 2- unun 3-poCTKOBAsA LNUTONEHUS, Hanu4ue kak MuHumym 1 13 4
T. €. MPU3HAKOB:

* remorno6uH < 90 r/n
* Tpom6ouunTsl < 100 X 10°%n
* HeiAtpodhunbl < 1 X 10%n

5. [unepTpurnuuepuaemms
(= 3 mmonb/n, unn = 265 mr/
an) nwvnu runooubpuHoreHemMus
(<1,51/n)

6. Mopdhonorunyeckas kaptuHa
remoparoumTo3a B KOCTHOM
MO3re, Cene3eHKe unm

1. Mopchonornyeckas kaptuHa
remocparoynTo3a B KOCTHOM
MO3re, MEYEHN, CENe3eHKe 1nm
AMMaTNYHECKIUX y3nax

2. [oBbILLEHME YPOBHA heppuTHa

3. TNoBbILLEHNE YPOBHS PaCTBOPUMOrO
sCD25 B kpoBu

4. CHmKeHve pyHKumn NK-kneTok

unm

[pyrve nposiBNeHns BO3MOXHOT0

NUMDATUYHECKIX Y3nax [®C:
7. Hn3koe nnm nonHoe oTcyTcTBIE °  [UNepTPUrNULEPULEMUS
akTuBHocTU NK-kneTok °  UnocmbpuHOreHemMms
8. ®eppuTuH > 500 Hr/mMn *  [UNoOHaTpUemMuns

9. MNoBbILLIEHNE YPOBHS PACTBOPUMOrO
sCD25 B kpoBu

MEKIyHapOAHOH TpyNMnoi Mo M3y4YeHHI0 THCTHOLHUTO30B
(HLH-2004) [10]. OtnenbHble KpuTepuu 1Marto3a nepBuy-
Horo ['®C masocrenuduuHbl, MHOTHE U3 HUX HEMPUMEHHUMBbI
npu nojo3penun Ha BropuuHblil [PC y nauuenTtos, noJy-
YaroLMX, HAMpPUMep, XMMHOTEPAIHIO 110 TOBOJLy OHKOreMaTo-
Jloruyeckoro 3a6osieBanusi. B monudukanun A.H. Filipovich
JIHaTHOCTHYECKHE TMPU3HAKK pasjiesieHbl Ha 0oJjiee U MeHee
3HAYMMble, YTO JeJIaeT TaKyl0 CHCTEMY KPHTEpHEB, BO3-
MOKHO, OoJiee ynoOHOM, 0COOEHHO ec/JM paccMaTpuUBaTh
BropuuHble BapuanThl [OC (tadm. 2)[10, [1].

Knunnyeckne npossnenns

Teuenune Bropuunoro I'PC BapbupyeT OT Jerkoro, c
MHHUMaJIbHOH BBIPaXKEHHOCTBIO CHMIITOMOB JI0 Kpa#He Tsi-
JKeJIoro, KOTJla BpeMsi Ha yCTaHOBJIEHHe IHarHosa W HavaJjo
JIeUeHHsT OTpaHUIUBAETCS THIMH.

Jluxopanxa (mocTosIHHAS WM HHTEPMUTTHPYIOLIAS ) TIPEJI-
cTaBJisieT coO0H OMH M3 TJIABHBIX KJIHHMYECKHX CHMITOMOB
[DC. Ona Bcerya ycToiunBa K NPOTHBOMHMEKIIHOHHOMY Jie-
YeHHIo. B To ke BpeMst OHUM U3 PU3HAKOB, CBUIETELCTRY-
olxX B nosb3y [PC, ciy:KUT HopMasM3alist TeMIlepaTypbl
TeJsia B peayJibTaTe HMMYHOCYIPECCHBHO Teparnuu 5, 6, 12].

[TopaxkeHue TmedyeHH BCTpeyaeTcss Yy TIOAABJSIOIETO
GOJILIIMHCTBA  GOJILHBIX, BapbHpysl OT GeCCHMMTOMHOTO
TeyeHHs] C H3MeHEeHHsIMH B KPOBH 10 PA3BUTHSI MeYeHOUHOH
SHIe(ATONATHH, TSKEJIOH THIOKOATYJISILHH, OTeUHO-aCIH-
THYeCKOro cuapoma. OnucaHo CrioHTaHHOe BO3HHKHOBEHHE
BEHOOKKJII03HOHHOH GoJsie3u [5, 13—15]. Crenenb yBeJiu-
YeHHs ceJie3eHKH BapbUPYeT OT BbIPAKEHHOH 10 YMepeHHOH,
KOTJIa CrJIeHOMEeraJiisl BbISIBJISIETCS JIUIIb MPH MHCTPYMeH-
TaNIbHBIX HCCJIEIOBAHMSIX.

YacToTa KOxKHBIX NPOsIBJAEHHE BapbUpyeT oT 6 10 65 %.
[TopaxkeHHe KOXKH MOXKeT MpoTeKaTh B (hopMe reHepasu3o-
BaHHOH MaKyJIONarnyae3HoH CHIMH, IPUTPOLEPMUH, OTeKa,
MaHHUKYJIUTA, KOPEerojo6HOH ChIMK U myprypsl. HekoTopbie
NPOSIBJIEHHUST aHAJIOTHYHbI TaKOBBIM TpH Gosieann Kapacaku.
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Puc. 2. Acnupat KocTHoro moara. daroumTupyowmin makpodar
(cTpenkamu ykasdaHbl harountupoBaHHble knetkun). Okpacka rema-
TOKCUITMHOM U1 303MHOM, X 1000

Fig. 2. Bone marrow smear. Phagocyting macrophage (arrows point
to phagocytized cells). Hematoxylin and eosin stain, x1000

[Ipn rUCTOJIOTMYECKOM HCC/II0BAHHM KOXKH OOHApPYXKH-
BaeTcsl JMM(OTUCTHOLUTAPHAS HMHQUILTPALHS JTepPMbl C
SIBJIEHUSIMH TeModaroiuTosa [5, 12].

[Topaxenune nerkux npu [DPC rtakke MOKeT HMETbH
Pa3J/IM4Hy0 CTeleHb BbIPAXKEHHOCTH, BILIOTb 0 Pa3BUTHS
TSKEJION  JIbIXaTeJbHOH — HEeI0CTaTOUHOCTH,  TpeOylollel
MPOBEJICHUsT MCKYCCTBEHHOH BEHTHJSILMM  JieTKux. [lpu
peHTreHorpacui OTMeyaeTcss KapTHHA asibBeOJISIPHOTO H
MHTEPCTHLHMAJBHOTO OTeKa JIerKHX [0 THIy pecrupaTop-
Horo jrcrpecc-cunapoma B3pocabix (PICB). CmeptHoCcTb
MaUMEeHTOB NPH TOPAXKEHHH JIETKHX cocTapasieT 10 88 %.
Hapacranue apixaTesibHOI HEAOCTATOUHOCTH — TPEBOKHbIN
MPU3HAK, CBUAETEJbLCTBYIOLIMH O HEaeKBATHOM KOHTPOJIE
Hajg [OC nn npucoeiiHeHuH cynepuHdekiyu [5, 14].

Y 30—35 9% naieHToB pa3BMBAIOTCSl CUMMTOMbI MO-
paxenust LIHC: cynoporu, MeHUHTM3M, CHUKEHHE YPOBHSI CO-
3HaAHMs1, Mapasiiy YeperHo-MO3roBbIX HEPBOB, ICUXOMOTOPHOE
BO30YK/IEHHE, aTaKCHsl, MMIIOTOHUS, Pa3ipaxKHTEJIbHOCTb. ¥
TMOJIOBHHBI OOJIBHBIX C [ICUXOHEBPOJIOMHYECKUMH CHMITOMAMU
B JIMKBOPE BbISIBJSIETCA [JIEOLUMTO3, THIEPIPOTEHHAPXHUS
(yBesiMyeHHe cofeprkaHus Oesika B JIMKBOpeE), remMoarouu-
tupyioiire kietku. [Ipy MPT o6Hapy:kuBaioTest ouepueHHble
oyaru JieMMeJIMHU3aluuK. Y JeTell onucaHbl KpOBOUBJIHSIHUS B
CeTuaTKy, BOCTajieHHe 3pUTEJNbHOTO HepBa M HH(UILTpALHS
cocymucTol 060J10uKHY rya3a. Berpeuaercest Takike nepudepu-
yeckast Hefiponatusi M BblpazkeHHasi o01iasi cj1aboCTb, HEMpo-
MOPIIHOHA/IbHAS CTeNeHH aHeMuH [ 5, 6, 12, 14, 16].

NIABOPATOPHDBIE MPOSABJIEHNA

O6HapyKeHre reMo(arolUTHPYIOLUMX KJIETOK B GHOTNTaTe
KOCTHOTO MO3ra CYMTAeTCsl OIHHM M3 CAMbIX HEHAJIe’KHbIX
¥ MajiocrelinpuuHbix kputepres [PC, T. K. 310 — usHo-
JIOTHYECKHH Mpouece, COMPOBOXKAAIOUIMA  OCTpble  BOC-
NaJiMTesbHble peakldH, OMyXoJH CUCTeMbl KDOBH, F€MOJIH3,
a Takke HabJOAOLMUICA TIPH MUMMYHOCYIIPECCUBHOH U
nuTocTaTHyecKol Tepannu. Ha puc. 2 npencrasieH caromu-
THPYIOLIHI Makpodar.

HepeuieHHbIM ocTaeTcsi BOIpoc 0 TOM, Kakoe KoJiHue-
CTBO reMo(harolMToB B KOCTHOM MO3T'e CYHTATb J0CTATOUHBIM

KIIMHUYECKAS OHKOTEMATOJIOTHSE
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BTopuuHbIii remotharoyuTapHblii CHHAPOM

JUTsT yCTAHOBJIEHHUST IMarHO3a, TI03TOMY caMo 1o cebe o6Ha-
py:KeHHe JIaHHBIX KJIEeTOK 6e3 APYTHX KPUTepHeB He MOXKeT
CJYXKUTh JIOCTOBEPHBLIM TOATBep:kaeHreM Hanuuust [PC. B
TO Ke BpeMsi auarHo3 [OC npaBomMoueH U MPHU OTCYTCTBUH
MOP(OJIOTHUECKUX ~ TIPU3HAKOB ~ reMo(aroluTo3a, ecju
MMeIOTCs1 ocTajibHble Kputepuu [3, 17—21]. JlocTtoBepHOCTD
MOP(OJIOTHUECKOTO  HMCCJIEIOBAHUST KOCTHOTO MO3ra  CO-
craBasiet 0kos10 50 %. CTosib HEBBICOKHI MOKa3aTeJlb, BO3-
MOYKHO, 0O'bSICHSIETCS] TEM, UTO H3MEHEHHUsT B KOCTHOM MO3Te
MOSIBJISTIOTCST TIPH iTHTeIbHOM TedeHun [PC. Mopdosoru-
yeckast KapTHHA reMogaroinroda HHOTAa 0GHAPYKHBAETCs
TOJILKO TIPH TIOBTOPHON GUOTICHH KOCTHOTO MO3Ta, TeyeHH,
JUMpaTHIECKUX Y3JI0B, MCCJENOBAHUM JHKBOpPA, a TaKxke
B TKaHH CeJle3eHKH Tocse CrieHsKToMuH. [Ipu atoM, yuu-
ThIBast YaCTO€ HapylleHHe CBePThIBAeMOCTH KpoBH Tipu [P C,
TIOBTOpPHbIE HHBA3UBHBIE MPOIIEYPhI COMPSKEHBI C BLICOKHM
PUCKOM TeMOopparnyeckux 0Ca0KHEHHH.

Broxumuueckne MpU3HaKK MOPaKeHUsT TIeUeHH — OJIMH
13 BaxkHeHnx cumnroMoB [P C, XoTs 1 MasiocnellnpUIHbIH.
Bee naunentsl ¢ [PC nmetoT npusHaku nopax<KeHus neyeHH,
BbIpA’KEHHbIE B TOH HJIM MHOMH CTENeHH U TPOSIBJISIONIHECS
YMepeHHBIM IIUTOJUTHUECKHM, XOJIeCTaTHYeCKHM CHHIpPO-
MaMH, 6eJIKOBO-CHHTETHUECKOH HEe0CTaTOUHOCTBIO pa3HoM
cTereHH BbIpaskeHHOCTH. [lopaxkeHne mevyeHu GoJiee yacTo
XapaKTepU3yeTcs MOIOCTPLIM TeUeHHEeM C THTTOKOAaryJIsiiueH,
B T. 4. 6eccumntomHol [5, 11]. [1pu rucrosornyeckom mc-
C/IeIOBaHNM  BBLISIBJISIETCS]  MOPTaJbHash THCTHOLMTAapHAs
v Jumdonntapras (daile T-KaeTouHast) HHGHILTPALHS,
HepeIKo ¢ MpU3HaKaMK akThBaluu KieTok COM mnevenu:
yBeJsiueHHble KaeTku Kyndepa, HHorna ¢ siBaeHHsIMH TeMo-
tharouurosa [22].

[ToBBbIllIeHHE B CBIBOPOTKE & -11€TTH PACTBOPHMOTO pelier-
Topa uHTepJeiikiuHa-2 (sCD25) — mnpusHaK MOBbIIEHHOH
aktuBHOCTH T-K/1eToK. YpoBeHb sCD25 nmeert quarHoctuye-
ckoe sHauenue s TDC, ecan on npesbitaer 2400 ME/mi.
Metoanka onpenesienus sCD25 10 Hacrosiiiero BpeMeHH
He CTaHIapTH30BaHa, MO3TOMY JI0 Havyasa paGoThl B KaxI0M
JnaGopaTopul  HeOOXOAMMO  OTPEeNesUTh  COOCTBEHHbIE
HOpMBI. UTOGBI YHH(HUIMPOBATL TPAKTOBKY peE3YJBLTAaTOB,
TpeIoXKeHO CUnTaTh yBesndeHne sCD25 nuarHocTniecKum
TIPU TIPEBbIIIEHHH HOPMBI (COOTBETCTBYIOIIEH TAHHOMY BO3-
pacty, B KOHKpeTHOH jlaGopatopun ), 6osiee ueM B 2 pasa |2,
5,6, 10, 11,23—25]. Tem He MeHee 3TOT NMPU3HAK NPEJICTAB-
JIsieTCsl CIIOPHBIM, TTOCKOJIBbKY OMyOJMKOBAHHBIX JaHHBIX 06
otaumsx conepxKanust SCD25 B chIBOpOTKe y pasHbIX BO3-
paCTHBIX TPYTII HaM He BCTPETHIIOCH. [ lo-BUIMMOMY, KaK 110-
KagzaHo B uccsenoBannu Y. Gotoh u coanr., ypoBenb sCD25y
JieTeil BBIlIE, YeM y B3pOCJbIX, OfHAKO HauWHas ¢ 15 jer
BO3paCTHble pas/nuusi y»Ke OTCyTcTBYIOT [26]. BbiBog 06
OTCYTCTBHHU paznuuuil cofepkanusi sCD25 B cbIBOPOTKe MO
ToJTy ¥ Bo3pacty y 282 3M0pOBBIX B3POCJBIX JOHOPOB eJaI0T
u S. Rothkrantz-Kos u coaBrt., Ha ocHOBaHHH HCCJ/IEI0BAHUS
CLIBOPOTKH MyTeM HMMyHO(epPMeHTHOTO aHamaa [27].

Pacreopumast ppaxuuss CD163 (sCD163) — 3to 6en-
KOBasi 4acThb pellenTopa, KoTopast ydacTByeT B JUMHHALIMH
ne(eKTHBIX SPUTPOLMTOB (reMOrJo6HH-TanTorJI06MHOBOTO
Komriekea). YpoBenb sCD163 pesko moBbiliaercst npu
YCHUJIEHHOH aKTHBHOCTH MakpocaroB. Onpenessth KOHIIEH-
tpauuio sCD163 :kenaTesibHO COBMECTHO C H3MepeHHeM
ypoBHst hepputHa U SCD25, X0Ts1 B MOHUTOPHHTE GOJILHBIX
sCD163 umeet MeHblllee 3HaUeHHe [D].

B cBsigu ¢ Ttem, uro passutne ['®C compsikeno c
(byHKIIMOHANBHOH HelocTaTouHOCThI0 NK-K/eTok, myst yera-
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HOBJICHHST JIMarHo3a HeOoOXOIMMO OIpEeLe/IUTh CTereHb HX
akTUBHOCTH. [ lepBuuHbIil U, nopo#, Bropuunbiil [PC 06bIUHO
COTIPOBOKIAIOTCS CHHKEeHHEM (DyHKIIHOHATBHOI aKTHBHOCTH
NK-knetok [23—25, 28].

Ha npakruke usmepenune sCD25, sCD163, dyHkimo-
HaJibHOH aKTHBHOCTH NK-KJIeTOK — 3TO TpyloeMKHH U J10-
pOroCTOSILLKH TTpoLece, MOITOMY JKeJ1aTesbHO UCMOJb30BaTh
6oJiee JIOCTYNHbBIH MOKa3aTesb. TaKUM MapKepoM SIBJSETCSs
ypoBeHb chiBopoTouHoro depputuHa (CP). Beictpoe Ha-
pactanue KoHueHTpauun C®P cyuTaeTcss OIHMM M3 CaMbIX
BaXKHBIX W J0CTOBEPHbIX NMpH3HaKoB ['PC, xoTs AMarHOCTH-
yecKas 1leHHOCTb 3TOr0 rapameTpa BCe »Ke OCTaeTcsl Mpel-
METOM JIMCKYCCHI.

DeppuTHH Tpe/ICTaBlieH B OpraHu3Me HeCKOJIbKUMH H30-
(hopmamu. OnHa M3 HUX — TJIMKO3UJIMPOBAHHAST, OTHOCHTENBHO
Oe/iHast XKeJle30M, YPOBEHb KOTOPOH MEWJIEHHO MOBbLILIAETCS
TIpH Teperpyske Kese3oM. [lpyrast nzoopma, HErJIMKO3HIIHN-
pOBaHHasl, cnocoOHa MOBBILIATLCA B ACCATKH U JlaXKe ThICSUH
pa3 3a CUMTAHHbIE Yachl U OTPaXKaeT OCTPYI0 PeakKLHio opra-
HU3Ma. B HopMme (hpakiysl NIMKO3WJIMPOBAHHOTO (peppHTHHA
coctasister 50—80 %, npu [OC s1a hpakiys He npeBbILIAET
20 % [29]. B cBsAsu ¢ Tem, u4To (hpaKUMOHHbIA aHAIM3 (ep-
PUTHHA PEIKO JOCTyNEeH B OObIMHOH MpPaKTHKE, OMpeeJsiioT
o6t CP, oLeHUBasi CKOPOCTb W CTENEeHb H3MEHEHHs ero
KoHUeHTpauuu. Peskoe nosbitieHne CO MoxkeT HabMONATHCS
B J1e0l0Te OHKOJIOMHYeCKHX 3a0oJsieBaHUi, MPH OCTPbIX BOC-
NaJUTeNbHBIX Tpolieccax, ObITh CJEACTBUEM XHMHOTEPAIHH,
TMI0STOMY BOTIPOC O TIOPOrOBOM TOKa3aTesie (peppUTHHA OCTa-
eTcsl OTKPbITbIM. KpuTepuu aMarHoCTHKH, HCIOJb3yeMble B
npotokosie HLH-2004, Bimouator npesbitieHne CO > 4 Hopm
(= 500 Hr/mJ1) KaK IMarHoCTHUECKH 3HAuUnMoe. B T0 3ke Bpemst
sHauenus 10 14 nopm (3000 Hr/mi1), 0COGEHHO y MALMEHTOB
B KPHUTHYECKOM COCTOSIHHM, MPU3HAIOTCST (PU3NOOTHYECKUMH,
CBH/ETEJ/ILCTBYIOLUMU 00 aJeKBaTHOM HMMMYHHOM OTBETe.
B cBsisu ¢ 3TMM ykazaHHoe Kak Kpurepuil nepsuunoro [PC
noebitiedde CO > 500 Hr/MJI MOXKET HCIMOJNB30BATHCS IS
JIMaTHOCTHKY Hac/1eicTBeHHOTO (TiepBruaHOTO ) [P C, HO /17151 BBI-
sIBJICHHs1 BTOPMYHOIO, OYEBHIHO, HEMpHUeMseMo. B HeKoTopbIx
LeHTpax JHarHOCTHYECKH 3HAYMMBIM CUMTAETCS TOBbILLIEHHE
C® or 1000 no 10 000 Hr/ma, B COMHMTENBLHBIX CJyuasx
JIOTIOJTHUTENTLHO onpeiesisitoT ypoBeHb sSCD25 n sCD163 [30—
33]. Konuenrparys CO > 10 000 Hr/ma onucaHa ToILKO MPH
6osie3nu CTuiuia, neperpyske »xejesom u [PC |5, 8, 34—36].
[Tpu [DC runephepputunemus umeet 90%-10 UyBCTBUTEb-
HocTh M 96%-10 cnetmduunocts [37]. TToBblenue ypoBHst
CD, sCD25 n sCDI63 cuuraercsi paHHHM JIOCTOBEPHBIM
npusHakom HaunHatolierocst [PC [23—25]. OcoGeHHO BaxKHO
uamepenne CP B aMHaMHKe, MOCKOJIbKY pe3koe HapacTaHue
KOHIIEHTpPalMK (Kak rpaBuio, B | —2-# JieHb) npe/iiecTByeT
KJIMHUYECKOMY YXYJILIEHHIO COCTOSTHHUS TalenTa [25].

NIEYEHWE TEMO®ATOLUTAPHOI0 CUHAPOMA

[1pu BoIGOpE Tepanuu Heo6XOUMO yUUThIBAThL TeueHne [PC.
Ecau coctosinne nauuenta crabuibHOe, TO OT arpecCHBHON
TaKTHKK MOXKHO BO3JEPKATBCS, MPOJIOJIKAS TOUCK TPHUHHDI
[DC [5]. Ecn »ke cocTosiHUe TTallieHTa KPUTHYECKOE, TO OH
HYKIA€TCsl B He3aMeUIMTEeIbHOM HauyaJjle JiedeHHsl Kak Mpu
nepBUYHOM, Tak U BTopuuHoM [DC. Llesanb Tepanuun — Hau-
6osiee paHHee M SPPEKTHBHOE TOPMOXKEHHE H3OBITOUHOM
BOCMAJIMTENILHON peaKLM, KOTOPYIO MHOTA yAaeTCsl KyMu-
poBaThb IVIIOKOKOPTUKOMIAMH, HO yallle LMTOCTaTHYECKMMH
npenapatamd B pasanuHbix KomGuHaiwsax [10, 38—40].
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B.T. Mortanexko n ap.

[1pu HnacnencrBenHom (mepsuunom) ['®C xumuorepanus
JlaeT BpeMeHHBIH 3(p(eKT U eIUHCTBEHHBIM pailKaJbHbIM
METONIOM CUMTaeTCsl aJyloreHHasl TpaHCIIAHTAlHsl TeMo-
Mo3THYeCKUX CTBOJIOBBIX KjeToK (amnoTI'CK). Ecmu TOC
BTOPHUHBIH, TO TPH ero peancteHTHoM Teuenun annoTI'CK
0CTaeTcsi €IMHCTBEHHBIM BapMAHTOM Teparuu |5, 6, 8, 11].

B kauectBe 6asoBbix npenapatoB B Jeuenun [PC B
3aBHCHMOCTH OT MPHYHHBI MPUMEHSIIOT STOMO3H], TeKcame-
Ta30H M LHKJIocnoprH A. B HacTosiilee BpeMsi OCHOBHBIM B
JIeUeHWH TaKuX naiueHToB sijsercs nporokos HLH-1994,
VICXOJIHO TIpe/IHa3HAueHHBIH /15T TTeiaTpUIecKol MpaKTHKH,
Wi ero 6ojee mno3aHsas moaudukaums — HLH-2004.
Buenpenne nporokona HLH-1994 nozsosmiio cyniecrsento
YJIYULIHTD pe3yJ/IbTaThl JJeueHus neTel ¢ nepsruunbiM [PC: o
JIaHHBIM Pa3HbIX aBTOPOB, 06IIAst 3-JIETHsST BEKUBAEMOCTh
cocraBuia 50—70 %. ¥ B3pOC/BLIX MALUEHTOB Pe3yJLTaThl
JleueHnst HeckoJsibKo xyxke [12, 30, 38, 41]. B o6oux npo-
TOKOJIaX JiedeHHe HauMHaeTCsl ¢ MHAYKIIMOHHOTO Kypca Mmpo-
JIOJZKUTENIBHOCTBIO 8 HeMl., COCTOSIIIEr0 U3 leKcaMeTas3oHa u
9TOTO3HIA, C MOC/eYIONIeH MOIe prKUBATOIIEH Tepanuei mo
nokazanusim [30, 42, 43].

Bropuunbiit T®C GoJsiee rereporeHHblil Kak Mo Te-
YeHHIo, TaK U MO BapHaHTaM HCIIOJIb3yeMOH TeparyH, X0oTs
JI0Ka3aHo, UTO paHHee Ha3HaueHHe ITOTO3WAA (JayKe TMpH
BEpOSITHOM, HO He jiokazaHHoM [PC) — oauH U3 rIaBHBIX
(hakTOpPOB, BJMSIONUIMX HA MOKa3aTe i BLIKHBAEMOCTH Ta-
tpenToB [44]. [lpuHUMNUaIbHO BaXKHO HAUMHATH JedeHHe
3TOMO3KJIOM B MaKCHMaJIbHO paHHHE cpoK [5, 6, 8, 30, 45,
46]. I1porunos ayis nauuenton co BropuunbiM [PC kpaiine
HeOJ1arONPUSTHBIA, 0COOEHHO NMPHU HAJHYUK OPraHHON He-
JIOCTATOYHOCTH, LIMTOTIEHHH (B T. U. MOCTIHTOCTATHYECKOH ),
M03TOMY HeOOGXOAUMOCTb CPOYHOTO Havyasia JieyeH sl ITOTIO0-
3UJIOM Y TaKHUX GOJTLHBIX COMPSIZKEeHA C OTTACHOCTBIO TSKEJbIX
OCJIO’KHEHHH.

B KkauecTBe Tepamuu pesepBa MCMOJL3YIOTCS MJa3Ma-
(hepes, UMMYHOIVIOOYJIMH HOPMAsIbHBIA YeJIOBEUECKH st
BHYTPUBEHHOTO BBeJIeHHs, PUTYKCHMab, aHTHJIUMQOIIH-
TapHbIHA TJI0OYJIHH.

Purykcuma® TIpUMeHSIIOT B CJydasix, Korjaa HeoOXo-
JIUMO  3JIMMHHUPOBAThL OMyXOJIeBble HJH ayTOpeaKTHBHbIE
B-knerku. Onnoit u3 vacrbix npuund [PC sipasieTcss wH-
tbekumsi, BbI3BaHHasi BUpycom ImnuiteriHa—bapp (B3bB),
TMepCUCTHPYIOLIMM B B-KileTKax, mosTomy ynajeHne MH(H-
[IMPOBAHHBIX KJIETOK MOKET TMPHUBECTH K BBI3IOPOBJIEHHIO.
Opnnako nipu nepsuuHom [PC n3-3a reHeTHUECKHX Hapy-
1eHui Bo3MoxkHO Topaxkenne BIB-undexumnen T- n NK-
KJIETOK, UTO BeJIeT K Hea(h(heKTUBHOCTH pUTYKcHMatba |6, 15,
47—49]. Tlpumenenune putykcumaba 1esecoobpa3Ho, eciu
eCTh JI0Ka3aTesbCTBa, uTo BOD nopaxeHbl HCKIIOUHTENBHO
B-xneTku. JledyeHue mpoBoauTCs M0/ KOHTPOJIEM KOJTHUECTBA
konuit BupycHoit JIHK B kposu [8, 15, 47—51]. Hecmotpsi Ha
OTJeJIbHbIe MyOJMKALH, OGIIETNPUHSATLIX PEKOMeHIAUH 10
npuMeHeHnIo putykcumaba st euenust [ OC K HacTosiemMy
MOMEHTY He cyliecTByeT [50, 52, 53].

Buyrpusenubiit  ummyHorsio6ysnun  (BBUI)  apasiercs
MaJIOTOKCHYHBIM M JIOCTaTOYHO 3S(P(EKTHBHBIM CPEICTBOM
juist jiedennsi BropuuHoro [PC, kpome BIB- n onyxosb-
accoluupoBaHHOro. B ocTasibHBIX ciyyasix (KoJulareHo3bl,
VH(EKIMH) ero TIpUMeHeHHe OKa3bIBaJo MOJIOKHUTENbHOE
neiictere B 60—80 % ciyuaeB. MakcumasibHO paHee Ha3Ha-
YeHHe Tiperapara MoBbIIAeT ero 3¢ ¢eKTHBHOCTb, BMECTe C
TeM HeT eMHOTO TIOfIXofla K BeIGOpy 103. [IpencraBienHble
B JIUTEpAType NaHHble PA3HOPOIHBI H OCHOBAHBI Ha JIeUeHHH
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masioro yncsa nauyenton. Hame BBUID npumensercs B um-
MyHoOCyTpeccHBHOII 103e 1,6 r/kr/cyt B Teuenme 3 Heii [8].

Tepanus pe3ancTeHTHOro remogharoynTapHoro CHHAPoOMa

[1pornos naipenton ¢ [@C, ycTOHUUBBIM K 3TOMO3HUTY 1
IMKJIOCTIOPUHY A, ocTaeTcst HeGJaronpusiTHLIM. B HeKOTopbIX
MCCJIEIOBAHHUSIX OMUCAH TIOJIOKUTENbHBIN OMbIT TIPUMEHEHHS
nsiazmMaepesa, aHTUTUMOLMTApHOTO ToGyJuHa [5, 8, 11].
Onnaxo 3pdexT 06bIMHO BpeMeHHbIH. B peBMaTosiornyecko
MpaKTHKe OMHCAH TMOJIOKHUTEJNbHBIH pesysbTaT TpuMeHeHHs
nH(IMKcnMaba, sraHepiienta. CriJieHSKTOMHUST M BBICOKOAK-
THBHAsl aHTHPETPOBHUPYCHAsT Teparnusi MHOTAA TIOMOTAIOT MPH
cesisu [OC ¢ BUY-undekimeit. EcTb oTie1bHbIE COOOIIEHNS
0 TIOJIOXKUTEJILHOM IeHCTBHH (haynapabuHa, MeToTpeKcara,
Jakansymaba, untepdepona-a [8].

AnnoTI'CK B wHacrosiliee BpeMsi MpPHU3HAETCS eIHH-
CTBEHHBIM METOJIOM, MO3BOJISIIOIIMM H3JIeUHTh T1ePBHUHbIH
WM yCTOHUMBBIN K Tepanun Bropuunbiil [PC. YKenarenbHo
npoeenenre a0 TI'CK B daze pemuccnu, T. K. pexxum
KOHJIMIIHOHHPOBAHHS], INTOKHHOBBIE PeaKIH, CBS3aHHbIE C
MPHXKKUBJIEHHEM, CIOCOOHBI yeyryouth Teuenne [DC [5, 6,
10, 11, 30, 38, 54, 55].

BTOPUYHbIA TEMO®ATOLUNTAPHbIA CUHAPOM

TemodharoyntapHbiii CHHAPOM H PEBMATONOMYECKHE
3abonesanns

[Tatorenes I'®C na one ayrouMMyHHBIX 3a60J1€BaHUH
MMeeT psii ocob6eHHOCTel. B peBMaTosiornyeckon npakTrke
IUIsT JAHHOTO COCTOSIHHST YMOTPeGJIsIoT TEPMHH «CHHAPOM
MakpodarajbHOH aKTHBALMKM». DTOT CHHAPOM SIBJISIETCS
OJIHUM U3 CaMbIX OTACHBIX OCJIOXKHEHHI CHCTEMHON KpacHOM
BOJTYAHKH, GoseaHn CTHiia B3pOC/TbIX, PEBMATOHIHOTO
apTpuTa U IPYrux 3a6osieBaHUi COeMMHUTENBHON TKaHH. Y
NaHHOH KaTeropy TalUeHTOB MeHee BbIpaXKeHa TaHIHTO-
MeHnsi, HO OOBIMHO HaGJIofaeTcsi remartocrieHoMerasus,
THIIOKOATyJISILIHSI, JTUXOPaKa, edyeHouHast HeloCTaTOuHOCTb.
JleyeHne TyIIOKOKOPTHKOMIAMH, KaK MPaBHJIO0, 3(P(eKTHBHO,
XOTsSI B TSDKENBIX CJydasix MPUMEHSIOT IHTOCTaTHUECKHe
npenaparthbl, MOHOKJIOHaJbHbIe aHTHTesa, annoTICK. Tlo-
BhillieHHe ypoHst sCD25 u sCD163 — 3To paHHHil 1 J0-
CTOBEpHBII MapKep CHHApOMa MakpodaraibHOH aKTHBALMHU
[5, 31, 32, 56—58].

TemodgharoyntapHblii CHHEPOM H OHKOJIOrMY4ECKMe 3a601eBaHNA

[®C — oaHO U3 peIKUX 0CI0KHEHHUH 3/7J0KaUeCTBEHHBIX
HoBoo6pasoBanui. Onucanbl [PC Ha hoHe TepMHUHOTEHHBIX
onyxoJieil, HelipobGaactombl [59—61], X0oTs1 uaile oH BeTpe-
vaetcest npu B- u T-kaetounbix aumdomax [58, 62]. Ilpu
B-kierounbix iuMpomax TeueHne [PC MeHee arpeccHBHOE,
uyem nipu T-kjaeTouHblx [4, 34, 58, 63, 64| I[lauments ¢
HexXO/LKKUHCKUMHU iuMpomamu 1 [PC umetoT Gosiee Bbipa-
JKEHHYIO TeraTocryieHoMeraJnio (HHOT/A ellle 710 MOsIBJIeHH s
HOJIANTbHBIX TIOpaXKeHHH ), JTUXOPAIKy, HeOObSICHUMYIO LIHTO-
neHuto, KoarysonaTuio. KpynHbIX Hcc/eloBaHUH TeueHHsi
aumcom ripu [OC He npoBoaMIIOCh, XOTS aHAIN3 HeGOJILILINX
TPyNI NalMeHToB Mokasas, 4to npu Hannauu [P C mumdoma
NpUHUMaeT GoJlee arpecCHBHOE TeueHHe. B Takux KiIuHUYe-
CKHX CHTYyallMsIX, BO3MOKHO, OTpaBiaHa paHHsIs HHTeHCH(H -
Kallust XaMuoTeparnuu [4, 58, 65—68].

Ocrphie J1eiiko3bl TakKe MOTYT o0ca0KHATLCst [P C. [1pu
Jerikozax M4 u M5 no FAB-kiaccudukaiun Moryt HabJIio-
JIaThest Te Wik uHble pudnakud [PC [3].

KIIMHUYECKAS OHKOTEMATOJIOTHSE
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BTopuuHbIii remotharoyuTapHblii CHHAPOM

Teuenne ['DC, cBA3aHHOTO CO 3JI0KAYECTBEHHBIMH HO-
BOOOPA30BAHUSIMH, He BCErJa 3aBMCHT OT 3PPEKTHBHOCTH
Jedennsi onyxosu. B Tsakenbix caydasx [PC cam no cebe
TpeOyeT TeparnuH, rnapajjiesbHo ¢ JedeHHeM OCHOBHOTO 3a-
6osieBanus [34, 53, 58, 69].

TemogharoyntapHbiii CHHAPOM W HHEPEKYNOHHbIE 3a60/1€BaHNA

[DC mMoxkeT NposiBASATHCS Ha oHe GaKTepuaJsbHBIX,
TPUOKOBBIX, BHPYCHBIX M TMapasuTapHbIX (0COGEHHO BHC-
lepajbHOro JelManuo3a) undexkunn [14, 16, 17, 19,
70—72]. Peryasipubiii Koutposb C®, uurosornueckoe
MCCJIeIOBAaHHE KOCTHOTO MO3Ta MO3BOJISIOT 3arol03pUTh
[®C u moMHUMO 3THOTPONHOTO JIeueHHsl BOBpeMsl HauyaTh
MMMYHOCYTIPECCHBHYIO Tepariuio (ritokokopTrkouisl, BBUT,
mukaocrnopud A). Ilpu oTcyTcTBUM IHHAMHKH B TedyeHHe
| —2 nueit onpasaano HazHaueHue stono3uaa [8, 10, 17, 19,
27,40, 69, 73, 74].

TemogharoyntapHbiii cuHgpom u B3b-unghekyna

BOb-undekuus wnpoko pacnpocrpanena. [lo pasHbim
OlleHKaM, 4acToTa MH(HUIMPOBAHHOCTH HAaceseHHsl B Pa3HbIX
CTpaHax MOXKeT cocTaBsiTh 10 95 % [75]. Y HeKoTOpbIX Jitofiei,
BeposiTHeE BCETO B pe3ysbTaTe TeHeTHYeCKOro Jietekra, OT-
CYTCTBYET BO3MOXKHOCTb aJIeKBATHOTO MMMYHHOTO OTBETa, UTO
BeJIeT K TSDKEJIOMY TeUeHHIO OCTPOH MH(EKIMH MK K XPOHHU-
3auuu 3a6oseBanusi. Ocrpast vk XpoHndecKasi aktiBHast BOb-
(XAB2D) uHeKIpsi cunTaeTcst OIHON H3 CAMbIX YaCThIX IPHUHMH
Pa3BUTHSI IATOIOTMYECKOH MaKpodaraJbHOH aKTHBALHH.

XABODb-uHpekuus — 310 JuMbonpondepaTiBHOe
3abosieBaHNe KaK pe3ysbTaT MaToJIoTHIYecKOro MMMYHHOTO
oreeta Ha BID [30, 58, 76]. Takue nauueHTbl HY»KIa0TCs
B LIATOCTATHYECKOH Teparnuu JYIsi KyHpOBaHHUsI aTOJOTHYe -
cKoit peakumn [ 12, 30, 45, 77, 78]. Ilpu pecbpakrepHOM HIH
petymmBUpytolieM TedeHun XABDB-1uHdeKIHn HeoOX0MMMO
craButh Boripoc 06 amnoTI'CK [30, 49, 75]. Kak nokasbi-
BAIOT MHOTOJIETHHE HaOJtofieHusi, pesyibsratom XABIDB-
MH(MEKIMH CTAHOBHUTCS T€KOMIIEHCAllMsl U CMepTh MallfeHTa
OT TeYeHOYHOH WJH MOJHOPTraHHOH HeJI0CTaTOUYHOCTH,
KpOBOTeUeHHH, MH(EKIHH, a TakkKe BTOPHYHBLIX OTyXoJel
cucrembl KpoBu [ 13, 19, 30, 64, 79, 80]. ¥ naumenrtos ¢ [PC
u XABODb-uHbpeKnel BbisiBJeHbl 001IHe YepThl B MaTore-
He3e U TeUueHHH 3a00JIeBaHHsl, TOITOMY JiedeHHe TIPOBOJUTCS
1Mo aHaJoTHYHBIM MpuHLMnam [64, 78, 81, 82].

TemocharoynTapHblii CHHAPOM W TPAHCNNAHTALNS OPraHoB

Tpancnnaunrauus cama o ce6e, a TakxkKe BCsT COMYTCTBY-
[OIIas] TepPaTUst BLI3BIBAIOT TsXKeJbIH AUcHaTaHC B HMMYHHOH
cucreme penunuenta. [PC sBssieTcss ofHOH W3 peKHX
TIPUYMH YXY/IIEHUS] COCTOSTHUSI U CMePTH 60JIbHBIX. OmHcaHbl
cnydan pazutuss [DPC y pelunueHTOB TpaHCIIAHTATOB
nevenn [83—85], sierkux [14]. B pa6ore A. Karras u coaBr.
TMpejicTaBleHa OJHA M3 CaMbIX KPYMHBIX rpynm (17 maum-
enToB) ¢ [PC nocJsie TpaHCIIAHTAILMHE MOYKH. Y BCEX OOJIbHBIX
mnarnos ['PC ycraHoBseH MpHKU3HEHHO, TOKYyMEeHTHPOBaHa
CBsI3b C MH(EKIMeH, cpeiHee BpeMsi Pa3BUTHSI OT MOMeHTa
TpaHCIJIaHTAllMK cocTaBuio 52 musi. HecmoTpst Ha mpoBo-
JUMYI0 HMMYHOCYTPECCHBHYIO W TMPOTHBOMH(EKIMOHHYIO
Teparnuio, JeTaabHocTh coctasuia 47 % [33].

Temodharoyntaphsiii cungpom u TICK

TI'CK Takke moxer ocnoxusithess ['PC. B pabore
A. Fukunaga 1 coaBT. onucanbl 2 naipeHTa ¢ OHKOreMaro-
JIOTHUECKHUMH 3a00JIeBaHUSIMH, KOTOPLIM BLIMOJIHEHA TPaHC-
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MJIaHTAlMsT CTBOJIOBBIX KJIETOK MyMOBMHHOH KpoBH [86].
Y 0060uX MalMeHTOB B TOCTTPAHCIMJIAHTAIIMOHHBI TEPHOJ
TMOSIBUJIMCh TIPU3HAKH HEJOCTAaTOUYHOCTH TpaHCIUIaHTaTa H
BbIpa’KeHHbIe MOPOJOrnyecKre TPHU3HAKH TeMocharolu-
To3a B MueJsiorpamme. Teparust MasbIMH 103aMH 3TOTIO3H]A,
BHHKPHMCTHHA U MPEIHU30JI0HA TTI03BOJIHJIA B TeueHHe 7 THeN
Ky[HPOBaTh MaTOJNOTHIECKYI0 MaKpodaraibHylo aKTHBAIIHIO;
o6a nauueHTa octaBasuch Tnon Habmaopennem (1008 wu
232 nHs1 Ha MOMEHT MyOJIMKAIlMK COOTBETCTBEHHO ), TTI0Ka3a-
TeJI KpOBU cTabuiibHble [86].

B petpocrniekTuBHOM HceenoBanuu T. Asano v coaBT. mpH
aHaJn3e OCJOKHEHHH y JleTel, KOTOPBIM TpaHCIUIaHTaLHs
BBITIOJIHEHA 10 TOBOAY TI€PBUYHBIX HMMYHOIE(HIHUTHBIX
COCTOSTHMH, OHKOTeMaToJIOTHYeCcKHX 3aboJjieBaHuil, amnua-
cTuueckoit anemuu B niepuoj ¢ 1998 no 2008 r., BbisiBI€HO
37 caiyuaeB ¢ kputepusimu [PC (B T. u. ¢ 26-ro no 30-1i 1eHb
nocsie annoTI'CK). O61uias 3-neTHsisi BbRKHBaeMOCTh Oblyia
3HAYNTEJILHO BBILIE Y TMAlMeHTOB ¢ KymupoBaHHbIM [DPC
(56 %), uem ¢ HekynuposannbiM (14 %) [87].

B npocnekruBHoe ncenenobanve A. Abdelkefi n coasr.,
BBITIOJTHEHHOE C 1eJIbI0 TIPOaHaTM3NPOBATh STTHAEMHOJOTHIO
[®C y pelUNHeHTOB TeMOMO3THUECKUX CTBOJIOBBIX KJIETOK,
BritodeH 171 pemunuent (103 — ayroTTCK u 68 —
annoTI'CK). TpaHcruiaHTauyu BBIMOJHSJIMCH O TIOBOJLY
ocTporo suM(o6IacTHOTO JefiKo3a, ariacTHiecKoil aHeMuH,
MHOKEeCTBEHHOH MHesioMbl. Brisieieno 6 (8,8 %) cayuaen
[DCy pelnueHToB anJoreHHHbIX CTBOJIOBBIX KJAETOK M 1 —
y pelLlMnueHTa ayToJOTHYHBIX. Y BCeX MallieHTOB 0TMeYaJIuch
yCTOHYMBAs JIUXOpajKa, HapacTaiollas TMaHIHUTONEHHS,
runepheppuTHHEMus, harouuTHpylolme Makpodaru 3 %
1 Goslee B MUeJsiorpamMme. Y 4 MaileHTOB JOKyMeHTHpOBaHa
cBsi3b ¢ uHpekuueil (BAB, uuromeranosupyce). B kauecrse
HarnpassenHo# Ha [PC tepanuu U3 7 MalMeHTOB y 3 UCTIOJIb-
gopasicss BBUI' uy | — ruokokoptukoubl. Y 3 60JbHBIX
Jgeuenne He npoBoausock (IPC paspemmscs camocros-
TeJIbHO). DPPEKT JOCTUTHYT y 3 MalMeHTOB, U3 KOTOPbIX
seuenne [P C nosyuanu tosbko 2 [88].

COBCTBEHHbBIE KJINHWYECKWE HABJIHOAEHUA

Naynentsi

B paGore TmpoBeneH  peTPOCNEKTHBHBIN  aHaJM3
NaHHBIX 15 MalyeHToB, HAXOAMBIIUXCS MOJ HabJIoIeHHEM
B TOPOACKOM OHKOTeMaToJornieckoM 1eHTpe CaHKT-
[TerepGyprckoit ropoackol KiauHHYecKoH GosbHUILI Ne 31
WM KOHCYJILTHPOBAHHBIX CIElHaMHCTaMK LeHTpa B APYTHX
craunonapax B nepuoj ¢ 2009 o 2013 r. Ilpusnaku ['PC
TMOSIBUJIMCh Ha (poHe 3/10KaueCTBEHHBIX JUMQOTpoJndepa-
THBHbIX 3a60JIeBaHU# (11 = 5), XpOHHUECKOH aKTHBHONH BIB-
undekunn (n = 3), amnoTI'CK (n = 3), octporo Jefikosa
(n = 1), MHOXKeCTBeHHOH MHeJIOMBI (17 = 1), BHEOOJLHUUHOH
nHeBMoOHUH (1 = 1), riomepysonedpura (n = 1). bosbHbie
6blk B Bodpacte 16—64 rona (mequana 48 siet), 8 KeHIIMH
1 7 My>KUHH.

Tepanua I'®C nposogunack 8 mnaimeHram. Jleuenne
BKJIIOYAJI0 3Tono3u (n = 1), niokokopTukouapl (n = 1),
BBUI' (n = 2), xom6GuHaumu puTyKcuMadba M TJIIOKOKOP-
TUKOWJIOB (11 = 2), 3TONo3uaa U 1MKJIocnopuHa A (n = 1),
KoMOuHMpoBaHHyto xumuotepanuio HLH-2004 (n = 1).

Anarnos
[Tposinenusi IOC coorsercrBoBann kKputepusm HLH-
2004 [10], a rakxe monudukamun A.H. Filipovich [11].
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Tabnuua 3. CoOTBETCTBME KITMHMYECKMX U MTabopaToOpHbIX MPOSBIEHUIA remodarouuTapHoro cuHgpoma kputepuam HLH-2004

MauyueHt 3abonesanue MNpossnenus FeC

@ =] L = )
g © E sg £ S 2 §EE F = &
s = S &e& Eg § § ¢ggsg = $ g
= < ] s = = =z = 2 25 [ = =
3 g & £ g & § E88 s 5 =
§ E & 5% 8® 5 ¢ g3¢ § & =
B h s 8% & 5 § &5 &£ £ B
03pacr, 8 = 2 2 [ S S = =
No  Mon net OcHoBHoe = S cs'n = = = E =
1 M 25 JIB I N-Toc + + + + HO HO HO — — +
2 X 66 [BKITIVB JI-T®C + + + + — + — — +
8 X 53 ®J11VB N-foc + + + + + — — — + 5
4 X 19 [BKITIVB JI-T®oC + + + + HO — + — + +
® X 63 ®J11VB JI-T®C + — — + — HO + + — +
6 M 43 MAC, 5q-, aHpTKM NT-Toc + + + + + + + + + +
7 X 52 OMM, M4, aupTKM ~ MT-TOC  + — + + HO — — + + + +
8 M 28 B-OM/1, aHpTKM nT-roc  + — + + + — + + — +
9 M 16 XAB3b B3b-T®C + + + — — + + + + +
10 M 24 XAB3b B3b-T®C + + + + — + — — +
11 X 35 XAB3b B3B6-T®C + + + + + — + + + +
12 X 61 XMHBIH [H-ToC + — + + + + HO + — +
13 M 65 MM 111B M-TdC + — + + + + — + + +
14 X 64 oM, M4 N3-TeC + + + + + — + — — +
15 M 48 [HeBMOHMS N-roc + — — + — — + ¥ — —

B-OJ1JT — B-kneTo4Hblit 0CTPbI NUMA061aCcTHbINA Neitko3; aHpTKM — annoreHHast HepoACcTBEHHAs TPAHCMNAHTALMS KOCTHOrO Mo3ra; B3b-TdC —
remMocharoLmMTapHblii CUHAPOM, CBA3AHHBIN ¢ BUpycom AnwTeitHa—bapp; M'H-FOC — remodaroumTapHblii CUHAPOM, CBA3AHHBIV C OMepYNoHepUTOM;

N-F®C — remocharoumnTapHblii CUHAPOM, CBA3AHHBIA ¢ MHgeKuuen; J1-TOC — remodaroyuTapHblil CUHLPOM, CBA3AHHbIA ¢ UM OMON; J1Ib — numdoma
bepkutTa; J13-TOC — remodbarounTapHbIil CUHAPOM, CBA3AHHbIN ¢ Neinko3om; M-FdC — remodharounTapHblii CUHAPOM, CBAI3aHHbIA ¢ Muenomoit; MAC, 5g- —
MMWENoANCNIACTUYECKMIA CUHAPOM C Aeneunen AANHHOMo nneva Xpomocomsl 5; MM — mHoXecTBeHHas muenoma; OMJ1, M4 — ocTpbIil MUeNonaHbIA NEKo3,
BapuaHt M4 no FAB-knaccucbmkaumm; HO — HeT gaHHbix; MT-FOC — nocTTpaHCcnnaHTaLMOHHbIA reModaroLuTapHblit cuHgpom; OJ1 — donnnkynspHas nuMpoma,;
XAB3b — XpoHu4eckas akTuBHast MHAGEKLMS, Bbi3BaHHas BUpycom dnwTeitHa—bapp; XMHBIH — xpoHuyeckuii Mopdonornieckit HeBepunuLmpoBaHHbIii

rNoMepynoHedpuT.
* MopthothyHKLNOHAmNbHbIE U3MEHEHNS NeYeHr, Kak nposisnexHune FOC.

Tabnuua 4. MNposiBNeHve remoharoumMTapHoOro CMHApomMa Ha atane
yCTaHOBMEHUS AnarHosa

Npu3nak F'eC Yucno nauueHToB., n (%)
Jluxopagka 15 (100)
2-poCTKOBAA UNN NAHUMUTOMNEHNA 14 (93)
TunepdepputuHemus 14 (93)
Buoxummyeckune npusHakm nopaxxeHus neveHn 13 (86)
CnneHomeranus 9 (60)
Mmnokoarynsuus 9 (60)
[uneptpurnuuepnaemns 9 (60)
Mopdonornyeckas kapTiHa remodparoumrosa 8 11 (73)
acnupare KOCTHOr0 Mo3ra

lunoHarpuemns 7 (46)
funocnbpuHoreHemms 4 (26)

Jlnarnos xponuueckoit BIDb-uHbexuu ycraHobJeH Ha
OCHOBAHHH JITUTENBLHOH TenaToCryieHOMeraniu, JUX0PaJIKH,
JuMpaneHonaTHH, KapTHHBI TeNaTHTa, acTeHHH, CepOJIoTH-
yeckoro npodusst antutes Kk BAB, kapTuHbl KocTHOrO Mo3ra
[89]. Ounxoremartosiornueckue 3a6ojieBaHUsT YCTaHOBJIEHDI
corslacHo kputepusM kiaaccudpukaumun BO3 [4]. Cootser-
cTBHe Kputepusim quarioda [OC npuBeneHo B Tabu. 3.

Knunnko-na6oparopHas KapTuHa

[TaBHBIMH TIpH3HAKAMH, TIO3BOJIMBLINMH 3arof03PHTh
[DC, 6bun BblpaxkeHHasi runepdeppuTHHeMusi, HeoOb-
SICHUMasl IINTOTeHHUs, JIMX0opajiKa. BulparkeHHOCTb KIMHHKO-
nabGopatopHbix npusHakoB ['@C BapbHpoBama B IIMPOKUX
npesenax. Hacrora ux npeacrapsiena B Ta6a. 4.
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[Tosbienne CO 6bi10 3apeructpuposano y 13 (86 %)
nauuenTos, u3 Hux y 3 (20 %) — ot 500 no 3000 Hr/ M, y
5 (35 %) — ot 3000 a0 10 000 ur/ma, y 4 (28 %) — ot
10 000 110 30 000 ur/ma1, y 1 (7 %) — 6o0aee 30 000 Hr/ma.
Y | naupenra uccnenopanne CP B 1e610Te He MPOBOAUIIOCE.
Namepenne ¢pakinonHoro cocraBa udocdopm heppuTHHa
BbIMoJIHeHO y maueHToB Ne 2, 6 u 8. BroisiBsieHo peskoe
CHIKeHHe YPOBHSI TJIHKO3U/JIHPOBAHHOTO (hepPUTHHA.

Y BCeX BKJIIOUEHHBIX B aHaJU3 15 GOJIbHBIX yCTaHOBJEH
quarnod [®PC. [lo BuranbHbiM QyHKIMSAM cocTosiHve 11 u3
HUX GbIIO CTaGUIBHBIM, Y 4 — 1eKOMIEHCHPOBAHHBIM.

B rtaba. 5 mpuBeneHbl OCHOBHBIE pe3yJbTaThl Jadopa-
TOPHBIX UCC/IENI0BAHUH Y MALeHTOB ¢ nogo3peneM Ha [PC.
JlaGopaTopHble W KJIMHHYeCKHE TMapaMeTpbl TOABEDKEHbI
3HAYUTENLHBIM KOJleGaHUSIM.

Kax BuaHO W3 naHHbIX TabJ. 5, (aza HeKoMIeHcalllu
XapakTepu3ayeTcsi HapacTaHueM IeyeHOYHOH HeloCcTaTou-
HOCTH, TIAHIUTOMeHHeH, TOsIBJeHHeM pedpakTepHOH K
TpaHCQY3UsIM IPUTPOLIUTOB aHEMHH, PE3KHM YBeJHUeHHeM
KoHueHrpaiuu CO.

Oprannbie nopaxkenusi otmedenbl y 13 (87 %) na-
1penToB. [lopaskeHHe HepBHOH CHCTeMBl BbisIBJeHO y 12
(80 %) GoNbHBIX B BH/Ie HAPYLIEHHsT SMOLMOHABLHOF cephbl,
MOJIMHEHPOTIATHH, TSXKEJOH acTeHHWH, reHepasM30BaHHbIX
cys0por (Cyl0pozKHbIH cTaTyc pa3Buics y 2 60bHbIX). MPT
rosiosHoro mosra y 4 (26 %) nauuentos (Ne 2, 11, 13 u
14) — 6e3 0CcTPO BO3HUKIIUX MATOJOTHYECKHX H3MEHEHHH;
aHaJIu3 CMMHHOMO3TOBOH »KHUJIKOCTH BbiMosiHeH Y 3 (20 %)
naupentoB (Ne 2, 10 u 14), oTkioHeHn# 11MT03a, 061IETO
6eJiKa JIMKBOpa He BBISIBJIEHO.

KIIMHUYECKAS OHKOTEMATOJIOTHSE
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Ta6nuua 5. JlabopaTopHble AaHHbIe NALUEHTOB C NOSO3PEHNEM Ha reModaroLmUTapHbIi CUHOPOM

£ z_ E_ B z ] = = = = & . £
w 5= 25 3£ 85 (5 g E= £ £ 82z g &« E—E £

=" F%x X EX Ex = ¢° & § fg§ § §° 2% §°¢

B = £ 2 = é < = &% ¥ £ e
1 % 231 105 100 13 Wl Hl 19 78 286 168  HL 139 12970
2.1 72 2,10 0,12 0,60 189 0,93 HA 54 54 19,6 397 1,45 139 2335
22 26 102 006 040 7 100 68 66 8 540  HI 150 141 761"
3 69 4,47 0,21 3,79 29 0,95 9,38 22 27 48,8 281 4,90 124 11 376
4 62 549 054 440 95 08 88 11 27 336 162 HI 140 4810
5.1 89 39 08 270 15 WL Ml 22 15 178 8 195 132 3387
5.2 68 140 020 060 75 43  HL 11 M 250 113 235 141 58000
6 0 62 06 110 28 17 000 8 67 1170 53 715 121 11140°*"
7. 147 360 105 28 136 08 360 9% 61 112 174  HL 181 6640
7.2 47 2,46 0,50 1,64 45 1,74 HA 73 154 27,8 HA HA 140 78 440
8" 7 020 — — 3 16 4% 5 54 187 80 429 146 24510°**
9 134 2,70 0,72 1,94 257 1,60 1,20 52 70 14,4 161 1,35 131 HO
10.1 125 3,41 1,02 2,03 180 HA HA 87 79 12,0 HA HA 142 1056
10.2 94 10,10 1,01 8,90 114 HAO 1,78 119 573 63,8 HA 3,10 140 28 810
e 76 230 08 450 8 230 090 32 259 4560 263 161 128 1438
12 102 9,50 0,28 8,70 17 2,08 1,10 827 1450 223,0 HA HA 142 95160
131 84 33 08 220 72 102 35 102 6 201 287 310 125 12200
132 113 680 0068 610 9% 155 340 14 93 432  HI  HI 152 H[
14 66 05 040 — 272 091 477 48 735 303 13 325 140 1100
15 56 9,20 0,18 8,55 22,2 1,60 2,80 20 17 17,7 57,9 1,59 141 173
Hopwa  120-145 4-9 12-30 20-55 180-320 085115 16-46 0-50  0-40 020  80-120 06-186 135-145  10-250

MPUMEYAHWE. Ons naumentos Ne 2, 5, 7, 10 n 13 npuseeHbl JaHHble B (ha3e KOMMEHcaUun n AeKoMneHcauuy.
AnAT — anaHnHamuHoTpaHcepasa; ACAT — acnapTatamuHoTpaHcdepasa; MHO — mexayHapogHoe HopManu3oBaHHOe OTHoWeHne; HI — HeT faHHbix; LWd —

LLienoyHas ocgarasa.

* C y4eTom cpokoB Bo3HuKkHOBeHNS FDC (go 15 gHeit nocne annoTICK) npuyuHOil NaHUMTONEHUM MOXET CIYy)XWUTb NPUMEHEHNE LIUTOCTaTUYeCKNX Mpenaparos.
** BbISIBNIEHO TaKXXe YMEPEHHOE CHIKEeHNE (YHKLMOHANbHOA akTMBHOCTU NK-KneTok.
***YpOBeHb rMUKO3NNNPOBAHHOrO (heppuTiHa B HabmogeHun No 2 — 17 %, Ne 6 — 20 %, Ne 8 — 17 % (Hopma 50-80 %).

CnieHoMerasins (+5 ¢M u3-10j1 Kpasi peGepHOl JyTH)
oTMmeuaJsachk y 3 naiueHToB ¢ XABID u y nauuenta Ne 6 ¢
nocrrpaHcriantaiontbimM [PC.

[Topaxkenue Jierkux BbisiaeHo y 3 (20 %) GOMbHBIX,
YTO  TPOSIBJISUIOCH  JbIXaTesNbHOH — HEIOCTaTOYHOCTHIO.
Pentrenosiornueckast kaptuHa TpakrtoBajach Kak PICB
(naument Ne 13), BeHo3Hoe noJsiHOKpoBHe Jerkux (Ne 9),
VH(UIBTPALIMS MEXKYTOUHOH TKaHH, TOKCHKO-aJjjlepruye-
ckuit anbBeosut (Ne 7). YV naumenta Ne 9 ¢ XABIDB nocie
Havasia Jiedenusi o nporokony HLH-2004 npixatenbHas He-
JIOCTaTOYHOCTh pa3pellnyiach, peHTreHOMoTHIeCKast KapTHHA
B JIETKUX HOPMaJIH30Basach.

KiuHuyecky 3HaYMMON MNaToJIOTMH CO CTOPOHbI cep-
JIEYHO-COCYIMCTONH ¥ MOUEBBIIENUTENLHOH CHCTEM He BbI-
SIBJIEHO.

[ToTpe6HOCTE B 3aMeCTHTENBHOH Tepamnuu 3pUTPO-
IIMTHOH Maccod B (ase crabuamzanyn coxpansijiach y 12
(80 %) maumentos (kpome Ne 2, 10 u 12). [1pusnakos
remMoJiu3a M/ujiu KpoBOTEUeHHsl HH y OJHOTO M3 GOJIbHBIX
3auKCHpoBaHO He OblI0. MHOKECTBEHHbIE TepeUBaHUs
spuTpourTHOi Macchl (10 30 103 3a 60 mneit) y 9 (75 %)
13 12 mauneHTOB He MPUBOIUJHN K CyIIeCTBEHHOMY H CTa-
6usbHOMY Mipupocty remorsobuna. ¥ 3 nauuenton (Ne 2,
5 W 7) yCTOHYHBOCTL K TeMOTpaHC(y3UsiM pasBuIach Mpu
nporpeccupoBanuu [OC.

Temopparudeckuii cuuapom y 8 (53 %) GOJbHBIX TTPO-
SIBJISUICST KOXKHBIMH 9KXHMO3aMH, YMepPeHHBIMH HOCOBBLIMH,
TSKEJIBIMU JKEeJyI0UHO - KHILIEYHBIMH, JIETOUHBIMH KPOBOTE-
yenussmMu. ¥ 1 (Ne 9) u3 3 naumnenToB 6€3 TpoMGOIUTOTIEHUH
3a(hUKCHPOBAH reMOpparuuecKuil CHHAPOM.

www.medprint.ru

Tak, y naumenrta Ne 13 ¢ [®C, cBsizaHHBIM ¢ MHeJIOMOH,
MUIOLLA/b MOJKOXKHOTO KPOBOU3JIMSIHUSL 3aHHMaJla BCIO MO-
BEPXHOCTb CIHHbI, OOKOBbIE MOBEPXHOCTH M YAaCTb YKUBOTA.
[IpuunHO# ero cMepTH CTaslo MaCCHBHOE JIErOYHOE KPOBOTE-
yenue. ¥ nauperToB Ne 6 1 11 Takke oTMeYaJMCh STTH30/1bI
NPohy3HOTO KeJyI04HO-KHILEeYHOro KpoBoTeueHus. [lounck
MCTOYHUKOB KPOBOTEUEHHS KaK SHAOCKOMHUYECKH, TaK U TPH
ayTONCHH TPyOBbIX OPraHMYeCcKUX Ae(eKTOoB (sI3BEHHBIX, BOC-
NaJIMTeNbHBIX, OMyX0JIEBbIX ) HE BbISIBUJI.

[Tauent Ne 9 B cBsI3M ¢ reMopparuiyeckuM CHHAPOMOM
Ha QoHe TunoguOGpUHOreHeMUn mMoJydnsn 21 103y cBexe-
3aMOpPOXKEHHOH TMiadMbl 3a 4D jiHell 6Ge3 CyllleCTBEHHOTO
sthdekra (hubpuHOren coxpanssica Ha yposHe 1,2 r/m).
Hopwmasusatust ypoBHs pubpruHoreHa CooTBETCTBOBAA KJTH -
HHUECKOMY OTBETY Ha XMMHOTeparnuto no nosoay BAB-I'DC.

B ta6s1. 6 npeacTaBieHbl NPOsIBJEHUS FeMOpparuiyeckoro
CHHPOMA, MOpPaXKeHUsl HEPBHOH M JbIXaTeJbHOH CHCTEM,
TpaHcysHoHHast MOTPeGHOCTb MMALMEHTOB C MpPH3HAKAMU
[DC.

Jleyenune u ncxoppl

Ha6monenne Ne 1. ['DC, cBsizanublii ¢ Jaumdomoin
(JI-TDC; xumuopesucreHtHast Jumpoma bBepkurra), 1npo-
SIBUBLINICS JBYXPOCTKOBOH LIMTOTIeHHeH, MOpPHODYHKIHI-
OHAJIbHBIMH H3MeHEHHSIMH TeUeHH, CrelUpUIHBIME IS
['®C, HOCOBBIMM KpPOBOTEUEHUSIMH, THNepdeppuTHHEMUEH
(12 970 ur/mn) u auxopaakoil. TTauueHt moJydus oaHo-
KpaTtHo fekcameTason 40 mru putykeuma6 600 mr. Heemotpst
Ha Mpojlo/iXKeHe GBICTPOTO yBeJNYeHHs] pa3MepoB KOHIJIO-
Mepata JuM(aTHIeCKHX Y3J10B, 3apUKCHPOBAHBl HOPMAJIH-
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Ta6nuua 6. MNposiBNeHVA remopparnyeckoro CMHAPOMa, NOpPaKeHNs HEPBHOW 1 AblXaTenbHOW CUCTEM, TPaHCHY3NOHHasA NOTPebHOCTb
naumMeHToB C Npu3Hakamun remodaroyntTapHoro cmHgpoma

=)

Ne BupgFoC Femopparuyeckuii CHHEPOM

MopaxeHue nerkux

MopaxeHue HepBHOI
CUCTEMbI

Pe3UCTEHTHOCTb K TPaHcdy3nam
KOMMOHEHTOB KPOBH

JI-T®C YMepeHHble HOCOBbIE KPOBOTEYEHNs  HeT

Tsxenas acteHus Ectb

21 N-foc Het Het Monunenponatus, Taxenas B remoTpaHcdysusx He Hyxzaanaco
acTeHus
2.2 Het Het HacTuyHas noteps 3peHus, Ectb
CHXEeHNE Cryxa,
nonuHeponarus,
TSXeNas acTeHns
3 J1-fdC KOXHblIli reMopparnyeckui, Het Tskenas acTeHns, ann3oabl  EcTb
YMEpPEHHbIE HOCOBbIE CMYTaHHOCTN CO3HAHMS
KPOBOTEYEHMs
4 N-Toc Het Het Het EcTb
51  JI-ToC Het Het Anu3opbl BO36YXAEHNS Het
5.2 Het Het CynopoXHbIit CUHAPOM Ectb
6 NT-T®C  3nnzop KKK Het JHuedanonatua™, Taxenas  Ectb
acTeHus, anNu30Abl
CMYTaHHOCTW CO3HAHUA 1
rannloumHaumi
71 NOT-T®C  Her Het Tsxenas acTeHus Het
7.2 KKK KT-kapTuHa TOKCUKO- Tsxenas acTeHus Ectb
anepruyeckoro
anbBeonuta, [OH IV cteneHn
8 NT-rdC  Het Het lanntounHo3 Ectb
9 BIb-T®C 3kxumO3bI B MaxoBbIX, [1BYCTOPOHHUI rMAPOTOPAKC, MeHuHrnam EcTb (runodpmbpuHoreHemus 6e3 oTeeTa
AKCUNNIAPHBIX, FONEHOCTOMHBIX BEHO3HOE NONHOKPoBUE, [IH Ha MHOXXECTBEHHbIE TPaHCAY3nK
06nacTax IV cTenenu CBEXE3aMOPOXXEHHOW MN1ambl)
10.1  BIB-TOC Her Het Het B remoTpaHcdy3usx He Hyxaancs
10.2 Het Het CyBopoXXHbIA CUHAPOM B remoTpaHcy3usx He Hyxzancs
11 B3b-T®C HocoBoe KpoBOTEHEHME, KOXHbIN Het Tsxkenas acteHus, genpeccus Ectb
remopparuyeckuin cuHapom, XXKK
12 [H-T®C  Her Het Het B remoTpaHcy3usx He HyxJanacb
131 M-T®C  Her Het [enpeccus Het
13.2 BbIpaxeHHble 3KxMMO3bl, Anthy3Hoe [THEBMOHIS CMELLaHHOM0 BbipaxxeHHas aHuedbanonarus, Ectb
NIero4HOe KPOBOTEYEHNE 6akTepuanbHoro reHesa, PLCB fienpeccus
14 N3-T®C  Her Het CynopoXHbIiA CUHAPOM EcTb
15 N-roc HocoBoe KpoBOTEYEHME, KOXHbII Her Het EcTb

remopparn4eckuin CUHAPOM,
KPOBOXapKaHbe

MPUMEYAHWE. Ons naumentoB Ne 2, 5, 7, 10 n 13 npuBefeHbl faHHbIE B (Da3e KOMNEHCcALMM 1 AeKOMNEeHCaLun.

BIb-T®C — remocharoumuTapHblii CUHAPOM, CBA3AHHBIN ¢ BUpYycom dnwwTeitHa—bapp; MH-TOC — remocharoyntapHblil CUHAPOM, CBS3AHHbIN

¢ rnomepynoHedputom; [JH — abixatenbHas HefocTaTo4HOCTh; KKK — xenyao4Ho-kuweyHoe kposoTeyeHne; V-FdC — remocharoumtapHblii CUHAPOM,
CBA3AHHbINA C MHpekumei; KT — komnbloTepHas Tomorpacus; J1-FdC — remocharountapHblin CUHAPOM, CBA3aHHbIA ¢ nuMdomoit; J13-TOC — remodharoyntapHbIi
CUHAPOM, CBSI3aHHbIN ¢ neiiko3om; M-FdC — remodarouutapHblil CUHAPOM, CBA3aHHbIA ¢ Muenomoit; MT-TOC — nocTTpaHCnAaHTaLNOHHbBIA reModaroLUTapHblii

cuuapom; POCB — pecnupatopHblii AUCTPECC-CUHAPOM B3POCHbIX.

* QHLedhanonaTus (e30pUeHTaLs, SNU30/bl ransoLUMHaLKiA) BOSHUKNA HA (DOHE HAPACTaHWS NEYEeHOYHOM HELOCTATOHOCTH.

3alysl TeMIepartypbl TeJa, YJydlleHHe TeMaTOJOTHUeCKHX
nokasatesei (nefikountsl 2,31->6,05 X 10%/n1, aumbouuTh
1,056->1,43 x 10°/1, remorno6un 95102 r/n, Tpom60-
uuThl 1252 X 10°/n1), HopManusauys yposHst GUAHPyOHHA
KPOBH ITPH COXpaHEHHH LIUTOMUTHYECKOTO cHHApoMa. CMepTh
HACTyIMHJIa OT KPOBOTEUEHHUs H3-3a TPOPACTaHHs OMYXOJIbIO
KPYTHBIX COCYIOB IlIeH uepe3 2 HeJl. MocJe BBeIEeHHs Mpe-
maparoB.

Hao6mionenne Ne 2. JI-TDC (muddysnas B-xpynHo-
kaeroyHas Jsumpoma [ABKJI]) npossasics B nebiote B
BHJle aCTEHHYECKOTo CHHAPOMa, MOP(OpYHKIHOHATLHBIMHA
M3MeHeHHus1 eyenH, cneupuunbimu st [OC, runepdep-
PUTHHEMHH M PE3UCTEHTHOH K TpaHC(Y3UsSM IPUTPOLHUTOB
anemuell. Bbio mpoBemeHo 6 KypcoB XHMHOTeparvu B
pexknme R-CHOP21 ¢ jnoctikennem yacTHUHOTO OTBeTa,
TpaHc(y3HOHHOH He3aBUCUMOCTH, CHHKeHHeM ypoBHs CD.
[Tocsie oKOHUaHUST XUMHOTEPATIMH COXPAHSIICH yMepeHHast
MaHIUTONEHHUs], YMePEHHBIH LIUTOJIUTHIECKHH CHHIPOM, Ha-

178

pacraroniasi nepucepruyeckast MoJHHeHpoNaTHs, TsxKenas
actenns. OnnokpatHo BBoauacs BBUI 0,4 wmr/kr, 6e3
apdekra. Uepes 9 mec. rmocsie oKOHUAHHUST XUMHOTEpATHH
KOHCTAaTHPOBaHO MPOrpeccHpoBaHne JUMGPOMBI (H30JHPO-
BaHHOe MopakeHHe KOCTHOTO Mo3ra 6e3 yBeJHdeHHsT JIHM-
(baTHUECKNX Y3JIOB M MPU3HAKOB OMyXOJEBOTO MOpaKeHHUsI
[HHC) ¢ ogHOBpeMeHHBIM HapacTaHWeM HeBPOJOTHUECKOH
CUMIITOMATHKH (TTOJIMHEHPOTIATHH, CHHKEHHSI CJyxXa M
3peHust). Dddekra oT NPOBEJAEHHONH XUMHOTEPATIMH He OT-
MeueHo. CMepTh HACTYMHJIA OT He CBSI3aHHOH C OCHOBHBIM
3a6oJieBaHIeM MPHIHHBI.

Ha6aonenne Ne 3. JI-TDC (ucxonHo —  hosumky-
JisipHast iuMdoma, 1uTosiornueckud tun 1 —2 ¢ rpancdopma-
uueit B tin 3). [1poseneno 8 kypcos xumnorepanuu. JI-I'PC
MPOSIBJISJICS JIUXOPANKOH, TBYXPOCTKOBOH IUTOIEHHEH, MO-
paxkeHHeM TieyeHH, TUrepheppUTHHEMUEH, TsKeJI0N acTe-
HHUell, COTIPOBOKIABIIEICS HIKHUM Tlapanape3oM. Tepamnu
[®C ne npoBomuioch; TedeHne 60J1€3HU ObIO CTAGHILHBIM

KIIMHUYECKAS OHKOTEMATOJIOTHSE
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BeCb Mepuoj HabJIto/IeHUsl TalMeHTKH. CMepTh HacTynusa ot
NporpeccupoBaHisi OCHOBHOT0 3a00J1€BaHMUsl.

Ha6atonenne Ne 4. JI-IOC ([IBKJI). B pesyasrare
tepanuu no nporpamme R-CHOP 6bina nocrurnyra nosnasi
pemuccusi. B ¢Bs3M ¢ paHHUM peLMIMBOM MPOBOAMIIMCH MO-
BTOPHbI€ KypCbl HHTEHCUBHOH XUMHOTEPAINHUH C HECTOMKUM
orBetroM. Ha cone ouepennoro nporpeccuposanust JIBKJI
OTMeYeHbI IByXPOCTKOBAs! LIUTOTEHHST, THIIEp(hepPUTHHEMHS,
JIMXopajika, pethpakTepHasi K HeCTEePOHIHLIM MPOTHBOBOC-
MaJIMTeNbHbIM CPEACTBAM, aHTHOAKTepHaJbHOH, MPOTHBO-
rpuOKOBOH, XUMHOTepanuu (HECMOTPSl Ha 3HAYHTEJbHYIO
perpeccuio onyxoJin ). [Tocsie oqnokpartHoro BBenenust BBUT
(0,8 mr/xr) mocturayTa cToiikas anupekcus. Ko Bpemennu
CMEPTH OT MPOrPECCHPOBAHUST OCHOBHOIO 3a00J1eBaHMs
akTuBHOCTL [P C Oblna MUHUMAJILHOK.

Ha6atonenune Ne 5. JI-TOC (poanukyasipuas numpoma,
uTosorndeckuit tun 1—2). B Teuenne 4 ser nogyuusa
18 KypcoB HMMYHOXHMHOTEpAI1H, Ha (OHE KOTOPLIX OTMe-
YaJIUCh MEPHOJbI WIHTENbHBIX LUTOMEHUH U MUHMMAaJbLHOTO
uToaMTHUecKoro cuuapoma. [locie 4 kypco CHOP
Mo MoBOJy TpaHcdopmalln B KpynHoKjaeTounyto CD20-
HEraTHBHYIO HEXOLKKUHCKYIO JIMM(OMY AOCTUTHYTA MOJIHAs
pEMHUCCHSI, OIHAKO B PaHHUH MOCTLUHUTOCTATHYECKHH TepPHOJL
OTMeveHbl JIMXOpanKa, pedpakTepHasi K MPOTHBOUH(EK-
LIMOHHOH Teparuu, MaHUUTONeHHsl, ObICTPOe MOBbILIEHHE
KoHueHTpaiun CP (¢ 14 148 no 58 000 Hr/Ma 3a 3 JIHS).
B nanbHefitiem pasBuiics CylLOpOXKHbIH cTatyc. BBoauscs
BBUT B noze 0,4 mr/kr/cyr. CMepTh HacTymua Ha 5-i ieHb
OT TIOSIBJIEHH ST JIMXOPATKH Ha (DOHe OTeKa FOJIOBHOTO MO3Ta.

Haoaopnenne Ne 6. MuesonucrniacTHyeCKUd CHH-
apom ¢ del(5q—). Bwinosnena annoTI'CK. Ha 39-i
aetb nocse amnoTI'CK u BoccTaHoBsieHHsT TIOHOPCKOTO
KpoBeTBOpeHus nosiBusnck npusnaku ['OC: runepdeppu-
truaemus (11 140 ur/ma), nopaskeHne nedeHu, TMXopajKa,
TsKeJlasi acTeHusi. Tepanusi MaJsibIMU J103aMH 9TOMO3M/A
(50 mr/cyt) Hauata Ha 167-i1 JeHb MocJe yCTaHOBJICHHS
JarHosa nocrrpancmiaantannontoro ['@C. Habumonaancen
rernaTtocrnJ/jeHoMeraJsus, NaHUHWTONEHHS],  BblpaKeHHasi
neyeHoyHasi HeJ0CTaTOYHOCTb, YTO CYLLECTBEHHO orpa-
HHUUBAJIO TepaneBTHUYeCKHe BO3MOXKHOCTH. Yepes 3 aHs
JIeueHHs 0TMeYaJloCh HEKOTOPOEe yMeHbLIeHHE eYeHOUHOH
HEJ0CTATOYHOCTH, 3HUedasoNaTHH, OAHAKO M0OOUHbIE
apdexTbl dTONO3UAA (AMapest, ObicTpoe ycyrybJeHue
MaHIUTONIEHNH, pelUanB PeOpuIbHON HEHTPOTIEHHH) TT0-
CJIY?KHJIH OCHOBAHMEM K MpekpauleHuto Tepanuu. CMmepThb
HAaCTyNuJIa OT HapacTalollel MoJHOPraHHON HeaocTaToy-
HOCTH, TPOMO0MOOJIMH JIETOUHOH apTepUH.

Ha6atonenne Ne 7. Octpbiii Mueso6GaacTHBIH JIEHKO3
(M4 no FAB-knaccudukaumu). Boinosnena amnoTI'CK.
[Tocse annoTI'CK B ¢Bsi3u ¢ penumvBoM 0OCTpPOTO MHeJO-
WIHOTO JleliKo3a OblJIM BBEJEHbl JOHOPCKHE JIMM(OUUTBI C
JIOCTHKEHHEM BTOPOH pemuccun. OHaKo 3aTeM MOsIBUIUCH
NpHU3HaKK nocTrpaHcnnantaunonsoro 'PC: napacrarolas
O/IbILLIKA, JIMXOPaJKa, MOpaKeHHe [eYeHH, MOoJHOpraHHast
HEJIOCTAaTOYHOCTD, TsKesasi acteHus, anartus. C nopospe-
HHEM Ha TPOMOOTHYECKYI0O MHKPOAHTHONATHIO MaldeHTKa
noJiyuana puTyKcuMat B j03e 375 Mr/m?, 4 exkeHenesbHbIX
BBelleHust — 6e3 apekra. [pixaTe/ibHasi HEOCTaTOYHOCTb,
BEPOSTHO, OblJa CBfI3aHA C [OPayKEHHEM JIEMOYHOH TKaHH
Ha (poHe peaklMH <«TPaHCIJIaHTaT MPOTHB XO3sHHa». Jle-
TaJIbHOMY MCXOJy OT MOJIMOPTaHHOH HE0CTaTOYHOCTH Tpejl-
LLIECTBOBAJIO HApacTaHHe MaHLMTONEHHH, a TaKxKe ObICTPbIH
poct C® B teuenne 7 mreidi (¢ 8130 1o 78 440 ur/ma).

www.medprint.ru

Ha6monenne Ne 8. Octpoiit tumdobaacTHbIN J1EHKO3.
Boinonnena annoTI'CK. B paunuii mocrrpancnianraim-
OHHBI Tepuon TosiBUIHCL TpusHakn ['PC: gnxopajka,
ycTOHYMBast K  TPOTHBOMH(DEKIMOHHBIM  TIpernapatam
IIMPOKOTO CTeKTpa JeHCTBHS, TaTIOLMHO3, HapacTalolas
MoJIMOpraHHasi ~ HeJO0CTAaTOUYHOCTb, — THIepgeppUTHHEMHS
(24510 ur/mn1). CMepTh HACTyNHIA OT MOJHOPraHHON HeJ10-
crarouHocTd. [{narno3z ['®C ycraHoBjeH PeTPOCNEKTHBHO,
JieueHHe He MPOBOIUIIOCh.

Ha6monenne Ne 9. [lauuent B 13 JsieT nepenec uH-
(heKIIMOHHBIF MOHOHYKJIE03 B TsixKesol hopme. B Bo3pacre
15 siet npu noBTOpHOM oGpallleHud ¢ akThBalreid BIb-
MH(EKIHH Y 6OJBHOTO OTMeYaNHCh KPOBOTOUMBOCTD, JIMXO-
panka, yMepeHHast MaHIUTOMEHHs], BbIpa:KeHHas! OJIBIIIKA B
nokoe. YeraHosJieH n1uario3 XABIB-TOC. B teuenue 3 nHei
BBOJIMJIM TIPEJHU30JI0H 5 MTI/KI/CyT, B CBSA3U C OTCYTCTBHEM
s¢dekTa Ha 4-ii IeHb MTOC/Ie yCTaHOBJIEHHS IMarHo3a HaYaTo
Jgeuenne no npotokoay HLH-2004. Ha 3-ii nenb tepanun
HOpMaJI30BaJiach TeMrepaTypa Tesa, Ha 4-i leHb ucyessna
onpliika. Hopmannsauusi pasMepoB MeueHH W Cesle3eHKH
oTMeueHa Ha |34-ii nenb, paspelleHHe UTOJUTHIECKOTO
cunapoma — Ha 164-ii; ypoenb C®, onieHennblil Ha 213-#
NIeHb JIeueHHsl, 6T HopMaJsibHBIM. [IpoBeneH MmosHbIN Kype
JieueHHsI B COOTBETCTBUH C MPOTOKOJIOM. C yUeTOM XOpOIIIero
OTBeTa Ha Teparuio aJyIOreHHYI0 TPaHCIIaHTALMIO KOCTHOTO
M03ra He MPOBOJIHJIN.

Ha6aronenne Ne 10. Y GosibHoro B tevenune 10 Hem
710 1ocTaHoBKH auartoda XABOB-IPC ormeyanuch JiUM-
(hazeHonatys, CruleHOMeTrasHsl, JMXOPalKa, TMOCTYKUBIIHE
TIOBOJIOM JIJIs TOCTIUTAJIU3ALIMH B HH(EKIIHOHHBIH CTallHOHAp.
Mopdosornueckn B 6GuonTare sUMdaTHIECKOTO yaJa
MPU3HAKOB  3JI0KAYeCTBEHHOTO JIMM(OIPOJH(epaTHBHOTO
3abosieBaHusl He BbisiBaeHo. [IpoBomuiack aHTHOAKTEpH-
anbHas Tepanus. Ha 23-# neHb rocnutannsaiin pa3Buics
CYIOPOXKHBIH CTaTyc, OTeK Mo3ra ¢ HeOoOXOIMMOCTbIO B
MCKyCCTBEHHOH BEHTHJISILMH Jerkux. [lorpe6GHocTH B
remotpatcdysusx He Oblio. Yposenh CPH 28 810 ur/mi.
B Tevyenne 3 nHel MPOBOIMIIOCH JieUeHHe TMPeIHU30J0HOM
2,5 Mr/kr/cyT, B aibHefileM JeueHne JI0MOJHeHO TOMo-
aunoM (150 mr/cyt). Uepes 4 u noc/ie BBeleHUs 9TOMO3NAA
sachuKcHpoBano cHkene yposus CP 1o 15 560 ur/ma,
OJIHAKO TMAallMeHT yMep MPH HapacTalollX sIBJEHHSIX OTeKa
TOJIOBHOTO MO3Ta.

Hab6aopenue Ne 11. XABIB-TPC. Ormeuanuch
MaHIUTONEHUs, KPOBOTeUeHNs] (HOCOBBIE, pEKTaJbHbBIE),
yMepeHHble MPOSIBJEHHS LHUTOJUTHIECKOTO H XOJecTa-
THYeCKOTO CHHAPOMOB, 3HIledasonaTusi, auxopanka, CP
1434 ur/ma. Yacroe anoynorpebjende NalUeHTKH aJ-
KOT0JIEM He TI03BOJISNIO UCKIIOUHTb U TOKCHYECKHH reHes
OMMCAHHBIX H3MeHeHUH. XUMHOTeparnusi He TMPOBOAUNACE.
[Tocse oTKasza OT asKOTOJIsT COCTOSIHUE YJYUIIHIOCH, Of-
HaKo CTJIeHOMeTraJus, SMM30/IMUeCKNe MOBBIIIeHHST TeMITe -
paTtyphbl TeJia, yMepeHHas LIATOTIeHHs], CUMIITOMBI TefaThuTa
coxpansitorcs. YpoeHb CO 6e3 THHAMUKH.

Haoaropnenne Ne 12. [Taumnentka ¢ 1989 r. nabuio-
Janach no nowojy ruaomepysonedppura. B 1991 r. 6biia
MpoBefileHa TpaHCIJIAHTALMsl TPYMHOH TMOYKH B CBSI3H C
TSKEJION TIOYeyHOH HeloCTaTOUHOCThI0. B Teuenue 20 et
COCTOsTHHe GbIJI0 CTaOUIbHBIM, TOJyYasa KMMYHOCYTIpec-
CHBHYIO Tepanuio nukjocnopuHom A. B Hosiope 2011 1.
B TeueHHMe 2 JHEeH MOSIBUINCHL (heOpUIbHAs JIMXOpajKa,
[UTOJUTHUECKHH CHHIPOM, JBYXPOCTKOBAasi IUTOTIEHHS,
runokoaryasius, runepdepputunemus (95 160 ur/mi),
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KapJAMOTeHHbIH 1IOK M3-3a PACINPOCTPAHEHHOTO OCTPOroO
MH(apKTa MHOKapja, B pe3dysbTaTe KOTOPOro HacTynuJa
cMmepThb. [lnarHo3 nocrapjeH peTPOCNEKTHBHO, JedeHHue
[®C He npoBOAMIIOCD.

Ha6uonenne Ne 13. VY naumeHra ¢ MHOXKECTBEHHOMH
MHEJIOMOf OTMeUaJIuCh YCTOHYHBAs aHeMMUS1, JIMXOpaJlKa, re-
natut, runepdepputunemus (12 200 ur/ma), B CBA3H ¢ yeMm
ycTaHoBJeH auartHo3 ['PC, cB3aHHOMO ¢ MHOXKECTBEHHOH
Muesiomoii. Ha stane pexomnencauuu (rnpu crabuiau3aiuu
MHOKEeCTBEHHOH MHEJIOMbI) OTMeUasoch HapacTaHue reMop-
paruyeckoro cuuipoma. [ IppunHoil cMepTH cTaso MaccUBHOE
JleroyHoe KpoBoTeyeHHe Ge3 BbISIBJEHHOrO MCTOYHMKA. Te-
panust [PC He npoBoauack, T. K. IHarHo3 OblJ1 yCTAHOBJEH
PETPOCNEKTHBHO.

Hao6aionenne Ne 14. Y naipenTku ¢ 1MarHo3oM oCTporo
MHeJIOMOHOG,1acTHOTO Jieliko3a (M4 o FAB-knaccudmkarmu )
TOSIBUJINCh JIUXOPAJIKa, aHeMHs], CTIJIeHOMeraJusi, Turepdgep-
PUTHHEMMUS], TIOpaXKeHHe MevyeHH, MopdoJiornyeckast KapTuHa
reMoaroluTosa, B CBsI3M C 4eM ycTaHoBJeH juarHos [PC,
cBsizaHHoro ¢ JjiefikozoM. Teuenune TPC y naimeHTKH He olle-
HEHO U3-3a CMEPTH B pe3yJsibTaTe cercuca Ha tane HHIyKLHH
NepBOi peMUCCHH OCTPOTO JIeHKO3a.

Ha6atonenne Ne 15. Y naumenTta Ha goHe MHEBMOHHU
MOSIBUJIMCL FeMOpPParu4eckuii ¥ aHeMUYeCKUH CHHAPOMBI,
renarocrjieHoMerasus, TskeJas MaHLUMTONEHUs, YCTOM-
YuBasi K TPAHC(Y3USIM SPUTPOLUTOB aHeMHsl, JIMXOPALKa,
MopdoJioTHUeCcKas KapTHHa reModarolutoda B acrupare
KOCTHOIO MO3ra, B CBSI3H C 4eM YCTaHOBJIeH auarHod [PC,
CBSI3aHHOTO ¢ MH(eKLnei. [TapasenbHo ¢ aHTHOaKTepHaJb-
HBIMH TpernapatamMmu BBoMJCs ieKcameTa3oH no 40 mr B Te-
yeHue 4 nHeit. [Tocne nocTKeHUST KOHTPOJIS Hafl HHEKLHEH
CaMOo4yBCTBHE 0OJIbHOIO HOPMAJIM30BaJIOCh, CIIJIEHOMEra/usl
ucyessa. CoxpaHsioTest yMepeHHasi aHeMHsl JIETKOH CTereHH,
peLMIMBHPYIOLLHE HOCOBbIE KPOBOTEUEHHSI.

B ta6s1. 7 npuBesiensl cpoku nosiByenust npudnakoB [OC
oT 1e610Ta 0OCHOBHOTO 3a00J/1eBaHusl, BUL U 3PPEKTUBHOCTD
JIeYeHHs1, POJIOJIKUTEIBHOCTb »KU3HH T10CJIe YCTAaHOBJICHHS
JIHarHo3a, MpUYHHbI CMEPTH.

OBCYXAEHUE U 3AKNHOYEHUE

Y H3ydeHHBIX HaMH 15 B3pOC/bIX MallMeHTOB CaMBIMH Ya-
CTbIMH (POHOBBIMHU 3a0oJieBaHusiMM 1ipu BropuuHom [PC
ObIIN  3JI0KauecTBeHHble JHUMorposrdepaTHBHble 3a60-
Jeanust 1 XABIDB-uHdekiys, 4To cOOTBETCTBYET NaHHbBIM
qmtepatyphbl [30, 34, 58, 75].

[Tposinenusi TOC (3a uckimouenvem ypous CP) y
OTHCAHHBIX MAlEHTOB B I1€JJOM HeCNelU(pUIHBI, B CBS3U
¢ 4yeM jauarHoctuka BropuuyHoro [®PC cioxkHa u tpebyer
HACTOPOKEHHOCTH KIMHUIMCTa. Kak 1mokasaHo B HalIMX Ha-
OJrofieHusix, B cooTBeTcTBUU ¢ Kputepusivd A.H. Filipovich
quartod ['@C moxkHO GbLIO YyCTAHOBUTH y 12 malneHTOB,
a no kpurepusim HLH-2004 — rosbko y 4. Caenyer ot-
MEeTHTb, YTO MHOTHe JabopaTopHble OTKJIOHEHHS MOTYT
ObITh 06YCJIOBJIEHBl Pa3HBIMH TIPUUHHAMH, HAMpUMep IH-
TOCTAaTHUYECKUM M JPYTHMH TOKCHUECKHMH BO3IEHCTBHSIMH,
BOCMAJIMTE/ILHBIM H/HJTH OMyX0JIeBbIM TpolieccoM. Panusist
JIMarHOCTHKA CJIOXKHA, T. K. MPUHATBHIE B HACTOsIlIlee BpeMs
Kputepun xapaxrephbl aisi [®C noznueit craguu. Bee ato
JIMKTyeT He0OXOAMMOCTb Pa3paboTKH GoJiee UyBCTBUTEIbHbIX
¥ YHUBepCaJbHbIX TUarHOCTHIECKUX KPHTEPHER.

BoJbIINHCTBO aBTOPOB yKa3bIBaIoT, uTo ypoBeHb CD siB-
JisieTCsT BaXKHBIM H, B COUETAHHH C OCTaJIbLHBIMH, IOCTATOUHO
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cnetuuunbiM nipusHakoMm [@C, ocobeHHO TpU pe3KoM
CHWXKeHMH  (DpakKlMH TJIMKO3WJIMPOBAHHOTO  (heppUTHHA
[5, 6, 8, 9, 11]. ¥ 3 GoJbHBIX MPOBENEHO HCCIIEOBAHHE
(pakunonnoro cocraBa CP 1 NoATBep:KIEHO 3HAUUTENBHOE
npeoGJanaHie HETJMKO3UJIHPOBAHHON (hopMBI (heppHUTHHA,
NP1 3TOM CTeleHb NIMKO3UJIMPOBAHUS He 3aBUCHUT OT 00LLeH
koHlentpauun CP. B nammx Habsonenusx ypopeub CO y
pa3HbIX MaUHEeHTOB OblJl MOABEPKEH 3HAYMTENbHBIM KoJle-
OaHMsIM, YTO COOTBETCTBYET JIMTEpaTypHbIM JAaHHbIM [30,
34, 68]. Tak, B dase komneHncauun cpeanuil ypopeib CP
cocraBua 5228 + 4616 ur/mi, B (hase JleKoMIIeHCAIIMH —
38 099 + 32 736 ur/ma. 3aduKcHpoBaHHOe JBAXKIL (B
JIpyrux  caydasx onpenenenne CO npoBoausioch pexe)
cTpemuTesibHOe nosbiliieHne CO (= 3 pasd 3a 2—3 jiHs1) Kop-
pesiupoBasio ¢ GBICTPBIM (haTaTbHBIM yXy/IIlIeHHeM COCTOSTHHUS
nauMeHTa, 4YTo Mo3BoJsieT B JasbHEllleM paccMaTpHBaTh
JMHaMUKy ypoBHs CP Kak MoTeHUHaNbHO CKPHHHHTOBbIH,
MOHUTOPHHIOBBIH M NpPOrHOCTHYecKHi Mapkep. Ha puc. 3
¥ 4 nokasaHa JMHaMMKa HapacTaHusl KoHUeHTpauui CP y
naureHToB Ne 3 1 7.

CreneHb yBeJIMYeHHs] CeJIe3€HKH, OMMCaHHas NpH nep-
BuyHOM [®C, 1o surepaTypHbIM JAHHbBIM, 3HAUMTEJbHAS.
Kak npaBuJio, cesie3eHka BbICTynaJja H3-moj Kpasi peGepHoi
Jyrd W Oblla JoCTynHa npu nagdbnauuu. [Ipu BropHuHOM
[DC B Hamux HaOJIOAEHHUAX ceJle3eHKa Oblla yBeJHYeHa
He3HauuTesbHO, Y 5 (55 %) M3 9 nalmeHToB criieHoMera s
onpeessach Julb HHCTPYMEHTAJbLHO.

YeroituMBasi K TOBTOPHBIM TpaHcdysusaM aHeMmusi 6e3
MPU3HAKOB Te€MOJIH3a M aKTHUBHOIO HEKOHTPOJHPYEMOIrO
KPOBOTEeUEHHUsT SIBJISIETCSl, TMOMHMO THIepdeppUTHHEMHUH,
XapakTepHbIM Npu3HakoM BTopuuHoro 'PC, yro noareepxk-
JlaeTcsl B ONMUCAHHOH Hamu rpynne GosbHbIX. [lpn yeyry-
OJICHUH aHEeMHH Hapsiy ¢ APYrUMH MPHYHHAMH HEOOXOAMMO
YUHTBIBATb BO3MOXKHOCTD JlekomneHcauuu [PC.

[TopaxeHus HeJUM(pOMIHBIX OpraHoB — HePBHOH
cUCTeMbl UM Jlerkux — uactoe nposisjaenne [PC [90]. B
onucanHoil Hamu rpynne y 66 % naimenToB GblIH BHISIBIEHDI
T€ WK UHbIE TPU3HAKH MOPaXKeHUs1 HepBHOH cucTembl. Hau-
6oJiee THITHYHbIE — TsXKeJslast aCTEHHUS, He COOTBETCTBYIOLLAS
CTerNeHU aHeMHH (1 = D), U CyJOPOXKHBIH CHHIPOM (11 = 3).
Y Bcex NMalKMeHTOB HapacTaHWe HEBPOJIOTHYECKOH CHMIITO-
MaTHKH OTMeYaJioch OJHOBPEMEHHO C JAPYrHMH MPU3HAKAMH
catasbHol lekommnencannu [PC.

[Ipn nopakeHUH JIErOYHOH TKAaHM JI€TaJNbHOCTb, 10
JIAHHBIM JIMTepaTyphbl, gocturaet 88 % [5]. Pentrenonoru-
YecKH (pUKCHpyeMble H3MeHeHHs! B JIETKHX HeCrelH(UIHbI.
Xapakrepnoe s [®C Hajmuuve MJaeBpajJbHOTO BHINOTA
H/WIH albBeOJISIPHO-HHTEPCTHIMANLHON  MHGHILTPALHH
no tuny PICB [90] na6monanocs y 3 nauuenton. [eHes
TN QY3HOTO JIETOUHOT0 KPOBOTEUEHHsI Y OHOTO M3 HHMX He
BIOJIHE SICEH.

Bausinne TOC na teuenne B-KIeTOUHBIX HEXOIKKHHCKHX
JuMcom Tpebyet naydenusi. B paGore M. Miyahara u coaBr.
(rpynna u3 7 naupentos ¢ JIBKJT) BbickazaHo npenosioxkeHue,
yro padutue [DPC sBasieTcst (haKTOPOM MJIOXOTO MPOrHO3a
(y Bcex nampentoB ¢ JIBKJI ormeuanuich pe3ucTeHTHOCTb K
MPOBOJNMOI Teparuh H/WiM pasBHTHE PAaHHEro PelIuBa)
[65]. BoamozkHo, natwenTsl ¢ [PC, cBA3aHHBIM ¢ JIMMGBOMOH,
HY?KIIAK0TCS B paHHel MHTeHcuduKatnd Teparii HXJI.

CpoKH KJIMHHUYECKHUX TMPOSIBJEHHH M3OBITOYHON MaKpo-
(parasbHo# aktHBauud pu [PC BapbUPYIOT OT HECKOJIBKUX
Hesleslb 10 HecKoJsibkuX JieT. Teuenne I'PC, cBsizaHHOrO €O
3JI0KaUeCTBEHHBLIMH 3a00JIeBAHUSIMH CHCTEMbI KPOBH, MOKET

KIIMHUYECKAS OHKOTEMATOJIOTHSE
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BropuuHblii remotharoyutapHblii CHHAPOM

Tabnuua 7. TeyeHve 1 NeYeHne BTOPUYHOrO reModaroLumMTapHoro cCuHgpomMa

Cratyc 0CHOBHOIO nutenbHocTb MpononKuUTENbHOCTL
3aboneBanuns Ko BpEMEHN Neyenne neyenus ao XU3HK nocne
YCTaHOBJIEHUA JUarHo3a OCHOBHOIO BbISIBNEHUS YCTaHOBNEHMA
No Tun FdC roc 3aboneBanus T'®C, gHu Jleyenue MoC [MarHo3a, jHu MpuunHa cmepty
1 JI-TeC J1B, nporpeccupoBaxue, [TporpammHas 290 [lekcameTazoH 40 mMr+ 14 [porpeccupoBanue
nepsnyHas XNT putykcumad 375 mr/m? 0CHOBHOrO
XNMWNOPE3NCTEHTHOCTb 1 BBEJEHNE 3a60neBaHus
2 JI-feC [BKJ1 B pne6tote [porpammHas XT 1 BBWI 0,4 mr/kr 533 Acnunpauus pBoTHbIX Macc
O/IHOKpaTHO
3 JI-[®eC ®J1 uutonoruyeckoro Tuna  lMporpammuas XT 292 Het 43 [porpeccupoBanue
2, TpaHchopmauus 0CHOBHOTO
B TMN 3, NepBnNYHas 3a601€eBaHNA
XUMWNOPE3NCTEHTHOCTb
4 N-TOC  [BKIJI, BTopuyHas lporpammHas XT 647 Het 114 Mporpeccuposaqne
XUMUOPE3UCTEHTHOCTb OCHOBHOr0 3a60/1eBaHNSA
5 JI-f®C ®J1 yntonorn4eckoro lMporpammHas XT 1608 BBUT 0,4 mr/kr 712 [®C, MOH
TMNa 2, Nporpeccus n OfIHOKPaTHO
TpaHcopmaums B TMn 3
6 NT-r¢oC  MAC, 5q- aHpTKM 39° Manble 103bl 3TONO3NAA® 190 [®C, TANA
7 MT-T®C  OMJI, M4, BTopas nonHas  [porpammuas XT, 226° Putykcuma6 375 mr/m? 24 [®C, MOH
pemunceuns aHpTKM, an  112r 4 BBEAEHMS,
NpefHN300H 60 mr/cyT
8 MNT-T®C  B-0J1J1, BTOpas nonHas porpammHas XT, 16° Het <1 [®C, NOH
pemuceus aHpTKM
9 B3b-T®GC XAB3b HLH-2004 0 HLH-2004 2805+ (Ha14.07.14r.)  OcTaercs noj HabmoaeHNEM
10 B3B-T®C XAB3b Het 65 3Tonosng, umknocnopuH A4 36° [®C, 0Tek ronoBHOrO
mo3ra, NMOH
11 B3b-T®C XAB3b Het 90 Het 725+ (Ha 14.07.14r.) OcTaetcs nog
L3 HabnaeHnem
12 TH-T®C  XMHBIH TpaHcnnaHTaums 21 rog Het <1 [®C, OM
TPYNHOW MOYKM
21 rop Hasapg
13 M-ToC MM, xumunopesncteHTHoCTb  [MporpammHas XT 44 Het 74 [®C, nero4Hoe
K NepBOii MUHUN KpOBOTEYEHME
14 N3-TOC  OMJ1, M4, nepsblii ocTpbii  MporpammHas XT 0 Het 3 Katetep-accoummpoBaHHbIit
nepuog cencuc
15 U-rec lHeBMOHMA Amunexem/ 2 Mynbc-Tepanns fekca- 1265+ (Ha OcTaetcs nog
uunacTaTuH meTasoHom 40 mr/cyT 14.07.14 . HabneHnem

B-OJ1T — B-kneTo4Hblit 0CTPbIi nuM061acTHbINA Neitko3; aHpTKM — annoreHHas HepoACcTBEHHAs TPAHCMIAHTALMS KOCTHOMO Mo3ra; B3b-T®C —
remocaroumnTapHbIi CUHAPOM, CBA3AHHBIA ¢ BUpycom dnwuteitHa—bapp; MH-TOC — remodbaroynTapHblil CUHAPOM, CBA3AHHDIN C rOMEpPYIOHEPUTOM;

[NBKIT — audhcbysnas B-kpynHokneTtoyHas numdoma; N-FdC — remodharoumntapHblii CUHAPOM, CBA3AHHBIIA ¢ MHdekuneid; AT — nHdy3us foHOpCKnx
nnmdounTos; J1-FOC — remodharounTapHblii CUHAPOM, CBA3aHHbIA ¢ nMdomoit; JIb — numdoma bepkutTa; J13-TOC — remodarounTapHblii CUHAPOM,
CBA3aHHbII ¢ neitko3om; M-TOC — remoharounTapHbIi CUHAPOM, CBA3AHHbIN ¢ Muenomoit; MG, 50— — MWenoancnnacTu4ecknii CUHAPOM ¢ AeneLmnei ANMHHOro
nneya xpomocomsl 5; MM — mHoxecTBeHHas Muenoma; OIM — ocTpeiii uHchapkt muokapaa; OMJT, M4 — ocTpblit MuenouaHbIi neitko3, sapuant M4 no FAB-
knaccudpukaumm; MNOH — nonmopraHHas HegocTaTo4HOCTb; MT-TOC — NOCTTPaHCNNAHTALMOHHbIA reModaroumTapHblii cuHapom; TAJIA — Tpom6oambonus
nero4Hon aptepun; OJT — donnukynsapras numgoma; XABIb — xpoHuyeckas akTueHas MHMEKLNA, BbI3BaHHAA BUpPYCcOM niuteitHa—bapp;

XJT — xumunonyyesas Tepanus; XMHBIH — XpoHu4eckuit MOponorn4eckn HesepuchuLMpoBaHHbIN rmomMepynoHedput; XT — XxuMuotepanus.

2113 HUX 5 AHEN B CTaauy AeKOMNeHcauum.

° B ¢Bsi3K ¢ TeM, 410 FDC y AaHHbIX NauUeHToB noseuncs nocne aHpTKM, 0TCHET BpEMEHM Ha4aT CO AAHA TPAHCMAAHTALNN.

¢ Tepanusa Hayata Ha 167-1 AeHb nocne ycTaHoBneHns anardosa MNT-FOC.

" YkasaH cpok ot UL,

A Tepanus Ha4aTa Ha 25-1 ieHb Nocne YCTaHoBNeHus anariosa Bab-TOC.

¢ 13 HUX 2 JHA B CTaguUK AeKOMMeHcaunn.

*Y AHHOI NALMEHTKN BbIABNEHO CHUWXeHMEe akTUBHOCTU NK-KneToK. Jle4eHne He NpoBOAUTCA.

¢ Tepanuu He NonyyaeT, peLUanBIPYIOLLME HOCOBbIE KDOBOTEHEHNS.
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Puec. 3. [OuHamunka HapacTaHUsi KOHLUEHTPaLun CbIBOPOTOYHOIO
deppuTtnHa y naumeHTta Ne 3

Fig. 3. Serum ferritin concentration growth dynamics in patient #3
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Puc. 4. [OuHamuka HapacTaHusi KOHLEHTpauui CbIBOPOTOHHOrO
teppuTnHa y naumeHta Ne 7

Fig. 4. Serum ferritin concentration growth dynamics in patient #7
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He 3aBHCETb OT cTaTyca OCHOBHOro 3a060JieBaHUsl, MOITOMY
nauueHTsl ¢ [OC naxe npu TOCTHKEHHH OOBEKTUBHOTO OT-
BETa Ha Teparuio Hy:KAATCs B TLLATEJbHOM HaGJIIOICHUH B
fpoliecce U [10¢/1€ OKOHYaHUsl IPOTHBOOITYX0JI€BOTO JIeYEHHUS].

[TosnHee (B T. 4. peTPOCHEKTUBHOE ) YCTAHOBJICHHE JIMar-
Hoza ['PC B onucaHHON Hamu rpyrnre GOJIbLHBIX, HauboJee
BEPOSITHO, ObWIO BeAylleHd NPUUHHOH BBICOKOH JIeTaJbHOCTH,
T. K. CpeJIHee BpeMsl HauaJ1a JIeueHHsl OT 11051BJIEHHS IPH3HAKOB
[®DC cocraBuio 75 aHeil. [1pu pelieHun Borpoca o JieueHHH
BbIOOD MPEnaparos J0/KEH MPOBOANUTLCA C yUeTOM OCHOBHOH
npuunnbl, BbisaBuied [PC. YUpe3BblualiHO BayKHbIM Tpeji-
CTaBJISIETCS MAKCUMAJILHO paHHee (JIHH, a He HeJlesin! ) HauaJso
aJleKBaTHOH Tepariuu, Jaxe B TeX c/yyasx, korjaa auario3 [dC
MMeeT MPEIOJIOKUTENbHBIE XapakTep [58, 91].

KOH®JINKTbl NHTEPECOB

ABTOpr 3asBJISIOT 00 OTCYTCTBHUHU KOH(iI)JII/IKTOB HUHTEPECOB.

NCTOYHNKU ®UHAHCUPOBAHUA

HccenenoBatine He HMEJIO CIIOHCOPCKOH MOJIE PIKKH.
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