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PED®EPAT

AKTyanbHOCTb U Lenu. lfemodarountapHbiin CUHAPOM Npes-
CcTaBnseT coboM onacHbIN rMNepBoCnanmUTENbHbIN CUHAPOM,
NMPUYMHOM KOTOPOro Hambornee 4acto CNyXWT WHMekums.
OH sBnsieTca CNeAcTBMEM WM3ObLITOYHOM akTMBaLUWM KIEeTOK
CMCTEMbI ParoLUTUPYIOLLMX MOHOHYK/eapoB, 4TO MpOsBAs-
€TCA UWUTOMNEHUEN, CUCTEMHOW BOCMAanUTENbHON peakumen,
NOBPEeXAeHNEM MNeYeHW, cene3eHkn. B cBsAsn ¢ pegkocTbio
3a60neBaHuUs, CIIOXXHOCTbIO ANArHOCTMKM STOT CUHAPOM SB-
NAeTcs Manou3y4eHHbIM M 4YacTo OCTaeTCH Hepacrno3HaH-
HbIM. Llenb paboTbl — onucaTenbHbI aHanm3 co6CTBEHHbIX
HabNgeHU BTOPUYHOrO remModarounTapHoro cuHgpoma
(F®C) n npencraBneHve NMTepaTypHbIX OAHHbIX.

MeTopabl. AHannady NoABeprHyThbl KNMHUYECKNE 1 naéoparop-
Hble gaHHble 15 naumeHToB B Bo3pacte 16—64 roga (MegnaHa
48 neT) co BTopu4HbIM FDC, KOTOpble Habntoganuncs ¢ 2009 no
2013 r. BropunuHble FDC 6binn grarHOCTUPOBaHbI Y 60MbHbIX
3/10Ka4eCTBEHHbIMU  nTUMdponponuepaTUBHbIMU U UHADEK-
LMOHHbIMK 3a6oneBaHusamu. MNpusHakm TOC BbIBNEHbI NMpy
3/10Ka4eCTBEHHbIX NMMAONpPonMdepaTMBHbIX 3a60neBaHNNAX
(n = 5), XPOHMYECKON aKTMBHOW WMHMPEKLNN, BbISBAHHOW BU-
pycom OnwrtenHa—bapp (B3B) (n = 3), annoreHHon TpaHc-
nyaHTaumm CTBOJIOBbIX KIIETOK KPOBU (N = 3), OCTPOM JIENKO3€e
(n = 1), MHOXecTBEHHOW Mmenome (N = 1), NTHEBMOHMM (N = 1),
rnomepynoHedpute (n = 1). Tepanua MOC nposogmnack 8 na-
LumeHTam: aTonoang (n = 1), roKoKopTMKomab! (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.

© 2015 NpaKkV4eckas MegMImHa 169



B.I'. Moranenko u pp.

BEHHbIA UMMYHOINO6YNVH (N = 2), KOMBUHaUms putykcrmana
1 TMIOKOKOPTUKOMAOB (N = 2), 3TONno3naa un umknocnopuHa A
(n = 1), a TakkKe KOMBMHMPOBaHHAs XMMMOTEpPanusi Nno npo-
rpamme HLH-2004 (n = 1). MegnaHa HabntogeHus 3a 605bHbI-
MU cocTaBuna 42 Mec.

PesynbTaTbl. Y BKIIOYEHHbIX B PETPOCMNEKTMBHBLIN aHanu3
15 B3pocCnbIX NaLMEHTOB CaMbiMW YacTbiMM (POHOBbLIMK 3a-
6oneeaHusIMK Npu BTopnyiHoM M PC 6binn 3N10Ka4ECTBEHHbIE
numdonponudepaTnBHble 3aboneBaHnss U XPOHWYecKast
B3Bb-nHdekums. PaHHAS OmMarHoctuka crnoxda, T. K. npu-
HATbIE B HACTOSILLIEE BPEMSI KPUTEPUN BOSIE3HN XapaKTEpPHbI
ona FOC noapHen ctagun. Bee 310 guKTYeT HEOO6XOOUMOCTD
pa3paboTkm 6051ee HYyBCTBUTENMbHbIX U YHUBEPCAsbHbIX Ana-
FHOCTUYECKMX KPUTEPUEB.

3aknto4yeHne. B oHkoremaTonorn4eckon KruvHWKe BTO-
pudHbIn TOC aBnAeTca THXKENbIM OCNOXHEHUEM, TPeby-
oWnM nposefeHns anddepeHumansHon gUarHoCcTukn ¢
OPYruMn KpUTUYECKUMU COCTOAHUSAMU U UHTEHCUBHOW Te-
panuu. Mpu F'PC, cBA3aHHbIM C OHKOreMaTONOrM4YeCcKUMU
3a6oneBaHUsAMM, NauneHTbl HyXAalTcs B TUlaTeNlbHOM
HabniaeHU B nNpouecce M nocre OKOHYaHUs MpoTUBO-
OMyXONIeBOro NeYeHns.

KnroueBble cnosa: BTOPUYHbIA reModarounTapHbIn
cuHapoMm, numdoma, Bupyc dnwtenHa—bapp, atono-
31A, TPaHCNIaHTaumsa CTBOSIOBbIX KIIETOK KPOBW.

Monyyeno: 9 gekabps 2014 r.
Mpunsto B nevatn: 7 pespansd 2015 .

Ansa nepenncku: Beceonoa NeHHagbesuy Motanerko, CM6 MbY3
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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.
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BBEJIEHNE

[emodarountaphbiit cungpom (I'GC) — 370 onacHblil
TUIIEPBOCHAJNNUTE/bHbI CHHAPOM, 3aBepLIeHHE TsKeJJOH
HEKOHTPOJIUPYEMOH peakuuu, MpPU KOTOPOH BO3HMKAET
TUMEPUUTOKUHEMUsST CO 3HAUUTEJIbHbIM, HO Heshdek-
TUBHBIM HMMYHHBIM OTBETOM. DTO TOCJEACTBHE BPOXK-
JEHHOHU WU MPUOOPETEHHOH HECNOCOOHOCTH HMMYHHON
CHCTEMbI CIIPABUTBLCS C MYyCKOBBIM MEXaHU3MOM — 4allle
uH@eKUnoHHbiM areHToM. [PC — caenctBue u30bI-
TOUHOH AaKTMBAlIMK KJETOK CHCTEeMbl (harolUTHPYIOLIUX
MoHOoHykJeapoB (COM), uro nposiBAsieTcs LUTONECHUEH,
CUCTEMHOH BOCHAJUTEJNbHON peakuuer, MOBPeXKACHUEM
neuenu, cesedenku. Kierku, Bxoasuime B COM, obpa-
3YIOT €JIMHYI0 JIHHUIO JUdhepeHIUPOBKH, BKJIOYAIOLLYIO
KJIETKH -PE/IECTBEHHHUIIBI KOCTHOIO MO3Ta, a TakxKe MyJl
MOHOLUTOB U Makpodaro. COM B 1iesioM NpeJcTaBsieT
co6oil cBoeoOpas3Hblil GUOJNIOTHUECKUH (DUJILTP KPOBH U
JUMBbI, YAAJIAIOULIHE OMYX0JeBble U HHPULHPOBAHHbIE BU-
pycaMu KJEeTKH, MHKPOOPraHW3Mbl, TOKCHHBI, Pa3/JHuHbIE
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MeTaGONUTbl U LUUPKYJIUPYIOLIHE UMMYHHbIE KOMILJIEKCHI.
[ucTHOUMTBI (CHH.: Makpodaru) BbIMOJHAIOT W AHTHTEH-
npe3eHTUpylole HYHKIHH.

BriepBble THIHUHbBIE KIMHUUECKHE TIPOSIBAEHUS OOJI€3HU
C KapTHHOH reMocarouuTosa B KOCTHOM MO3re OblIH OMHU-
caubl B 1952 r. J.W. Farquhar u A.E. Claireaux. B 1999 r.
S.E. Stepp Oblin BrepBble H3yueHbl MyTallMH, BCTpeYalo-
uecst npu [OC[1, 2].

[®C BkOUEH B KJaCCH(DUKALMIO TMCTHOLIUTO30B —
pa3HopoHOl rpynnbl 3aboseBanuil. B 1987 r. Obia npej-
JIOXKEHa NepBas Kaaccuukalls rucTHOLMTO30B y eTell. B
1997 r. oHa Gblia MepecMOTpeHa W JOMOJHEHA THCTHOLIM-
TO3aMM PA3HOrO GUOJIOTMUECKOTO MOBEAEHHUS, UTO CIENAJ0
ee OoJiee yI10OHON /7151 IPUMEHEHHs], B T. U. H Y B3POCJIbIX
(taba. 1)[3].

B knaccudukauun BO3 (2008) B pasnen «Onyxosu u3
MakpoaroB M JICHAPUTHbBIX KJETOK» BKJIOYEHbI CAPKOMBI:
TUCTHOLMTAPHAS, W3 MHTEPAUTHTHPYIOLIMX KJAETOK, U3 (oJ-
JIMKYJIIPHBIX JICHIPUTHBIX KJIETOK, JIaH[€pPraHCOKJIeTOUHAst
[4]. Kpome Toro, K 3TOMy pasaelsly OTHOCATCA OMyXOJH W3

KAMHMYECKAS OHKOTEMATOAOTHA



Bropuunblii remotharouutapHbiii CUHAPOM

Ta6nuua 1. Knaccudmkaumsa rucTmoumto3os

TueTMOLMTO3bI Pa3HOro 6MONOrMYECcKOro NOBEAEHUS

CBSA3aHHbIE C AEHAPUTHBIMMU TUCTUOLUTAMM:
* [uctmounTos u3 Knetok JlaHrepranca
*  BropuyHas nponudbepauns JEHOPUTHBIX KNETOK
* {OBeHMbHAA KCaHTOrpaHynema (peHoTvn fepManbHbIX FUCTUOLNTOB)
e ConutapHble rMCTUOLUTOMBI C Pa3NNYHbBIM PEHOTUMOM JEHAPUTHBIX
KNeTok
CBs3aHHble C Makpoaramm:
¢ [emodpbaroumTapHbIi CUHAPOM (CEMENHbIA 1 COPaLNYeCcKUii)
*  BTOpMyHble remocharounTapHble CUHAPOMbI (CBA3AHHbIE
C UHEKLMOHHBIM NPOLIECCOM, OMYXObH UM JPYTUM XPOHUYECKIM
3a60NeBaHnem)
* bonesHb Pozan—[lopdmara
e ConutapHas ructuountoma
3noka4ecTBeHHbIE 6ONe3HU

CBSi3aHHbIE C MOHOLMTAMU:

e Jleiikosbl (M4, M5a n M5b no FAB-knaccudmkaumm, XpoHu4eckui
MUESIOMOHOLNTAPHbIN J1eNK03)

°  JKCTpamegynnsipHble MOHOLMTOUAHbIE ONYXONN UM CAPKOMbI

* [ucTMOLMUTAPHbIE ONYXONN/CAPKOMbI (JT0KaNM30BaHHbIE NN
JNCCEMUHMPOBAHHBIE U3 IEHAPUTHBIX FUCTOLUTOB)

* MakpodaranbHble 0nyxonu/capkombl (I0KaNN30BaHHbIE Un
[NCCEMUHMPOBAHHBIE)

(h1OpoOIACTHUECKUX PETHKYJISIPHBIX KJIETOK, U3 JI€HIPUTHbBIX
KJETOK HEOMPEJIENEHHOT0 THMA, a TakkKe JUCCEMHHUPO-
BaHHAas! I0BEHU/IbHAS KCAHTOrPaHyJaeMa.

Kannunueckue nposiienusi [OC Hecneunduunbl. Ha Ha-
yaJIbHbIX 3Tarax BO3MOXKHbI JIMXOPAJIKa, MOBbILLIEHHE B KDOBH
YPOBHS OCTPO(A30BbIX MAPKEPOB, B JaJIbHEHIIEM PUCOEIH -
HAeTCsl Hapacralollas JABYXPOCTKOBAsi WM MaHUUTOTIEHHUS.
Yacro HabsonaeTes renato- U CrijieHoMeraJsus®.

[DC u cucTeMHble BOCTa/MUTE bHbIE PEAKLHH JI0OOT0
JIPYroro reHeda CXoiHbl. B CBSI3W ¢ 3TUM MNpPOsIBJIEHUS
[®C Hepeako CJI0KHO OTJIMUMTH OT CENTHUECKOTO LI0Ka,
CUHIpOMA  JIUCCEMHHHPOBAHHOTO  BHYTPHUCOCYJAUCTOrO
CBEPTbIBAHUSA, APYrMX KPUTHUECKMX COCTOSIHHH, MPH KO-
TOPbIX, B CBOIO OUepe/lb, MOIYT B TOH WJIM UHOW CTENeHU
npucytctBoBaTh npusHaku [®C. [lpu oTcyTcTBUM anek-
BATHOW M CBOEBPEMEHHOH Tepanuu OoJibHble YMUPAIOT OT
HapacTaroule NoJMOPraHHoON HeJJOCTATOUHOCTH WJIH IPYTHX
NPUYKH, CBA3aHHbIX ¢ nposisieHueM [PC [5—7]. B cBszu
C PEKOCTbIO 3a00J1€BAHHUS, CJIOKHOCTBIO IMATHOCTHKH 3TOT
CUHJPOM SIBJISIETCS MaJIOW3yU€HHBIM M 4acTO OCTAeTCs He-
pacrno3HaHHbIM.

LLMTOTOKCUYECKMIA
ammdount

OTCYTCTBUE KNETOYHOrO
nm3nca

—3 IFN-y

nepcucTeHLms
MHOEKLMOHHOTO
areHTa

MHOULMPOBAHHAs
Knetka NOCTOSHHAA aKTUBaLMS

v 1 nponudepauus

OTCYTCTBME KJIETOYHOIO
nm3uca

—> IFN-y
TNF-a

NK-kneTka

SO

e

NOCTOSIHHASA aKTMBALWS,
ucceMmHaLms,
GM-CSF opraHHas uHdunbTpaums

NATOTEHE3 TEMO®ATOLIUTAPHOI0 CUHAPOMA

['DC moxkeT ObITb BPOXKIECHHBIM (IEPBUUHBIM ) U BTOPUUHBIM
(accouunpoBanubiM). [lepBuunbiii [PC uyauie npossas-
€TCsl B paHHEM JIeTCKOM BO3pacTe, XOTsl OMUCAHbl CJydau
GoJsiee To31HEro 1e6I0Ta y MOAPOCTKOB M JIazKe Y B3POCIIbIX
nauueHToB [5]. Y GOJIbIIMHCTBA MALUEHTOB C BPOXKIEHHBIM
[DC ynaercs BbISBUTb MyTalMH OTIPEIEJEHHBIX TEHOB (CM.
tab. 2). [Tpu ['OC B3pocsbiX, BEPOATHO, TOXKE CYLLIECTBYET
HeKOTopasi TeHeTHUeCKasi MpeapacnooKEeHHOCTb, XOTs Ma-
TOTHOMOHMUYHbIE MyTallMH BbisiBJsiOTCA pexke. Ha npakruke
JIOBOJIBHO CJIOXKHO OTJIMUMTb MO3HHI Je6I0T BPOKIEHHOTO
WM UCKIOYNTb BpoxKaeHHbIH [DC y nauueHToB, UMEIOLINX
nposouupyiole ¢axkropbl. [To Bceill BeposiTHOCTH, U B
MepBOM U, MO-BUAUMOMY, BO BTOPOM CJlyuyae IJIaBHOH TpH-
urHO# pasButus [DC Bce ke ABJAAIOTCH T€ WK MHbIE TeHe-
THUECKHEe MyTaluu. MI30bITOUHYI0 aKTHBHOCTD KileTok COM
MOXKET CIPOBOLMPOBATH JI060€ HapylleHHe HMMYHHOMH
CUCTEMbl, BbI3BaHHOE HHQEKIMEeH, BO3IEHCTBUEM JeKap-
CTBEHHBIX CPEICTB (LIUTOCTATHYECKHUX, MapEHTEPaAJbHOTO
MUTaHUs, UMMYHOCYIPECCHBHBIX W JIp.), TPaHCHJIAHTALUeH
OpraHoB U TKaHeii [8].

[IpuHUMMUAbHBIE MeXaHM3M PA3BUTHS BPOXKIAECHHOTO
1 accouuupoBaHoro [®C He pasinuaercss: HapyllaeTcs
(hyHKUHMOHANbHAS AKTHUBHOCTb T-KJE€TOK M €CTECTBEHHbIX
kunepos (NK). dto npusoaut K notepe croco6noctd T/
NK-k/1eToK anekBaTHO pearupoBaTh Ha MH(EKIIHIO, OMyX0Jb
WM IpyTHE TIPUUKHbL. B pedysibrate no mexanuamy o6patHoi
cBsizn NK- u T-ksieTkn HaurHaloT nposiudepupoBaTh U Bbljie-
JIITh GOJIbLIOE KOJMUECTBO MPOBOCTAMUTEbHBIX LINTOKHHOB,
KOTOpble  aKTHBUPYIOT ~ MOHOLIUTAPHO-MaKpodarajibHylo
cucTeMy. PasBuBaeTcs TsKesasi CUCTEMHAs BOCTIAIUTEbHAS
peakuyst, PUBOASALLAS K TIOJMOPTAHHOH HEOCTATOUHOCTH U
JetajbHOMy Hexofy. OO1asi cxema natoreHe3a Ha npumepe
['DC, cBsizanHOroO ¢ BUpycoMm dmuiteiina— bapp, nokazana
Ha puc. 1[9].

KPUTEPWUN OAUATHOCTUKHK

TEMO®ATOLWUTAPHOI0 CUHAPOMA

Juarnosd sropuunoro [PC ycTaHOBUTH CJI0KHO, MOCKOJBKY
€ro MPOsIBJICHUS YaCTO OTHOCAT K CHMIITOMAM BbI3BaBILIETO
ero 3aboJsieBaHusl. B Hacrosiiiee Bpemsi ¢ 3TOH LeJbIO UC-
NoJIb3YIOT KpUTepun BpoxkaeHHoro [PC, npeayiokeHHble

Puc. 1. lMatoreHe3 passutusa remodparoumutap-
HOrO cuMHApOMa Ha npuMepe HeapekBaTHOro

Makpodar B3aVMMOAEWCTBUS C WMHIEKLMOHHBIM areHToM
(unT. no [9])
GM-CSF — rpaHynouutapHo-mMakpoda-

ranbHbI  KONIOHMECTUMYNMPYIOLWLMIA  chaKTop;
IFN-y — nHTepdepoH-y; TNF-a — chakTop He-
Kpo3a onyxonew a.

©
©)

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.

* MophodyHKLIHOHANbHBIE U3MEHEHHUST MTeUeHH SIBJISIIOTCS] Pe3yJ/IbTaTOM THIEPIJIa3HH JIMM(GOLUTOB U MOHOHYKJIEAPOB M BCTPEUAIOTCS]
y nogasJstioliiero 60JbluHCTBa 60sbHbIX [DC. VX nposiBjeHust BAPbUPYIOT OT KJIMHHUECKH G€CCUMITOMHOIO TeUeHHs! ¢ H3MEHEeHHSIMH B
KPOBH JI0 Pa3BUTHsI [IeUEHOUHON 3HLIehalonaTHH, TSKeJI0H PHIIOKOAryJIsILMK, OTeUHO-aCLUTHYECKOTr0 CHHAPOMA.
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Tabnuua 2. Kputepmm ouarHoCTUKM remMoaroLmMTapHoro cuHapoma

Kputepuu HLH-2004 [10]

Mopudukaumsa AH. Filipovich [11]

06HapyxeHne MyTauuii reHos PRF1,
UNC13D, Munc18-2, STX11

unn

[MpucyTcTBue 5 13 9 NPU3HAKOB:

1. MepcucTupytowas nuxopaaka
Bbile 38,5 °C B TeyeHne 6onee
7 nHei

2. CnneHomeranus

3. Tenatomeranus

4. 2- unn 3-poCcTKOBAS LMTONEHMS,
. G
®  remorno6buH < 90 r/n
e Tpom6oumThl < 100 X 10%n
* HeiATpochunbl <1 x 10%n

5. TunepTtpurnuuepugemus
(= 3 mmonb/n, unn = 265 mr/
An) n/wnu runoubpruHoreHeMns
(<1,51/n)

6. Mopdhonornyeckas KapTuHa
remoparouuTo3a B KOCTHOM
MO03re, CeNne3eHKe um
NUMaTUYECKNX y3nax

7. Hn3koe nnn nonHoe oTcyTCTBIE
aktueHocTn NK-knetok

8. ®epputuH > 500 Hr/mn

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

unn

[MpucytcTBue 3 13 4 NPU3HaKOB:

1. JlumdpageHonatus

2. CnneHomeranus

3. Heposoruyeckne cumMnToMbl

4. Tenatomeranus

unn

Hanu4ne kak muHumym 1 n3 4
NPU3HAKOB:

1. Mopdhonornyeckas kapTuHa
remMoparoumTo3a B KOCTHOM
MO3re, NEeYeHN, CeneseHke nnm
nMMAaTUYECKNX y3nax

2. [1oBbILLEHME YPOBHSA heppuTnHa

3. MNoBbILLEHNE YPOBHS PacTBOPUMOr0
sCD25 B kpoBu

4. CHmkeHue pyHkunn NK-knetok

unn

[lpyrue nposiBneHns BO3MOXHOI0
[OC:

*  [UnepTpuUrnuLepuaemus
®  TUNOUOPUHOreHemMus
®  runoHarpuemus

9. MoBbILLIEHME YPOBHS PACTBOPUMOrO
sCD25 B kpoBu

MEXKJIYHAPOJAHON TPYMNMOH MO HW3y4eHHIO TUCTHOLMTO30B
(HLH-2004)[10]. OtnenbHble KPUTEPHU HATHO3A TI€PBUY-
Horo [®C manocnenudUUIHbI, MHOTHE U3 HUX HEMTPUMEHHUMbI
npu 1ojo3peHnu Ha BropuuHblil [DC y nauueHToB, MOJYy-
YalolKX, HaNPUMEP, XUMUOTEPATIHIO 110 TOBOJLy OHKOTeMaTo-
Jlorudyeckoro 3abosesannsi. B momudpukanun A H. Filipovich
JIMArHOCTHUECKHUE MPU3HAKH pas/ielieHbl Ha Oojiee U MeHee
3HAuMMble, UTO JEJAeT TaKyl0 CHCTEMY KPHUTEpHUEB, BO3-
MOXKHO, ©GoJjiee yno6HOH, 0COOGEHHO ecCJii paccMaTpUBATh
BTOpUuHble Bapuautbl [PC (tada. 2)[10, 11].

Knuunyeckne npossnenns

Teuenne BTOpuuHoro I'PC BapbupyeT OT Jerkoro, ¢
MHHHMAJIbHOH BbIPA>KEHHOCTBIO CUMIITOMOB 110 KpaiiHe Tsi-
JKEJIOr0, KOTJla BpeMsi Ha YCTaHOBJIEHHE JMAarHO3a U HavaJjo
JieueHHst OrpaHUuUBAETCS IHAMM.

JIuxopanka (mocTosiHHast UM MHTEPMUTTHPYIOLLAS ) TPEJI-
CTaBJISIeT COOOH OJIMH M3 TJIABHBIX KJAHHUUYECKHX CUMITOMOB
[DC. OHa Bcerya ycToilunBa K NpOTHBOMHMEKIUOHHOMY Jie-
ueHHIo. B To ke BpeMsi OIHUM U3 MPU3HAKOB, CBUIETENbCTBRY-
touux B nodib3y ['DC, ciyKUT HopManualys TemMrepaTypbl
TeJla B pedyJ/ibTaTe HMMYHOCYITPECCHBHOM Teparnuu [9, 6, 12].

[TopaxkeHHe TmeuyeHH BCTpedaeTcsi y MOAABJSIONIET0
60JIbIINHCTBA  OOJBHBIX, BapbUpyss OT OECCUMIOTOMHOTO
TeUeHHsl C U3MEHEHUSIMH B KPOBH JI0 PA3BUTHS MEUEHOYHOH
sHUEepANONATHH, TSKEJON THIOKOATYJAALMH, OTEYHO-aCLHU-
THUeCcKoro cuuipoMa. OnucaHo COHTAaHHOE BO3HHKHOBEHHE
BEHOOKKJII03HOHHOH 6oJie3uu [, 13—15]. CreneHb yBesu-
YeHHUsl CeJIe3€HKU BAPbUPYET OT BbIPAXKEHHOU 10 YMEPEHHOH,
KOIJIAa CIIJIEHOMEraJ/usl BbISBJASETCS JHILb MPH UHCTPYMEH-
Ta/IbHbIX HCCJIE0BAHHUSX.

YacTtoTa KoxKHBIX IPOsiBIeHHIT BapbupyeT oT 6 710 65 %.
[TopazkeHHe KOKH MOXKET MPOTEKATh B (hopMe reHepasn3o-
BAHHOH MaKyJIONanyJJae3HoH Cbllld, 3PUTPONEPMUH, OTEKA,
MaHHUKYJIMTA, KOPENnogoOHOH Chilu U yprypbl. HekoTopbie
NPOSIBJICHUS aHAJOMMUHbI TAKOBBIM NpH GoJieaHn KaBacaku.
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Pue. 2. Acnvpat KocTHOro mosra. daroumtmpyoLmin Mmakpodar
(cTpenkamu ykasaHbl haroumTMpoBaHHble KneTkn). Okpacka rema-
TOKCUSIMHOM 1 303MHOM, X 1000

Fig. 2. Bone marrow smear. Phagocyting macrophage (arrows point
to phagocytized cells). Hematoxylin and eosin stain, x 1000

[Ipu rUCTONOTMYECKOM HCCJEIOBAHUM KOXKH OOHApPYKH-
BaeTcs JUMQOrUCTHOLUTAPHAS MH(UILTPALIUS AEPMbl ¢
sIBJICHUAMU TeModarouurosa [5, 12].

[Topaxkenue Jsierkux npu [PC rtakke MOKET HMETb
Pa3/IMUHYIO CTeMeHb BbIPAXKEHHOCTH, BIJIOTb 10 Pa3BUTHS
TSKEJION  JIbIXaTeJIbHOW — HEJOCTAaTOUHOCTH, Tpebyioulieh
NPOBEJICHUS MCKYCCTBEHHOH BEHTHJSIUMU  Jierkux. [lpu
peHTreHorpauu OTMEUAEeTCsl KapTHHA aslbBEOJISIPHOTO U
MHTEPCTULHMAIBHOTO OTEKa JIErKUX [0 THIy PecrnupaTop-
Horo auctpecc-cunapoma Bapocabix (PICB). CmeptHocTb
NALMEHTOB NPH NOPAXKEHHH JIEFKUX cocTasaseT 10 88 %.
Hapacranue apixaTe/ibHON HEIOCTATOUHOCTH — TPEBOXKHbIH
NPU3HAK, CBUIETEJNLCTBYIOLIMH O HEAAEeKBATHOM KOHTPOJIE
Han [OC unu npucoenHenun cynepundekuuu 5, 14].

Y 30—35 % nauuMeHToB pa3BHBAIOTCS CHMIITOMBI MO-
paxenust LIHC: cynoporu, MEHHHTH3M, CHUXKEHHE YPOBHS CO-
3HAHUS, Mapaky YepernHo-MO3rOBbIX HEPBOB, ICHXOMOTOPHOE
BO306YXK/J€HHE, aTaKCHsl, THITOTOHHUSI, PaspaKUTeNbHOCTb. Y
MOJIOBHHBI OOJIbHBIX ¢ ICUXOHEBPOJIOTHUECKUMU CUMIITOMAMU
B JIMKBOPE BbISBJSETCH MJIEOLUUTO3, THIEPNPOTEHHAPXUS
(yBesinueHue cojiepxkanusi Gejika B JIMKBOpe), reModaroiiu-
tupytolme Kiaetku. [Tpu MPT oGHapy:KuBaioTest ouepueHHble
ouaru JIeMUeJIMHU3aLUKU. Y JIeTell ONUCAHbl KDOBOUB/HSHUS B
ceTyartKy, BOCHa/leHHe 3PUTEJBbHOr0 HEepBa M HH(UJIBTPALUS
cocyMcTol 0060JI0UKH Ty1asa. Berpeuaetes Takake nepudep-
uecKast HelpornaTusi U BbipaxkeHHasi 06111ast ¢1abocThb, HEMpo-
NOpLHOHANbHAS CTeNeHH aHeMuH D, 6, 12, 14, 16].

NABOPATOPHbIE NPOSABNEHUA

OO6Hapy:keHHe reMoarolUTHPYIOLMX KJIETOK B OHoMNTaTe
KOCTHOTO MO3ra CUMTAETCS OJIHHM M3 CaMbIX HEHAJEXKHbBIX
1 Majocnenpuunbix kpurepues [PC, 1. K. 310 — Pusno-
JIOTHUECKUI TpOLeCC, COMPOBOXKIAIOUIMA OCTpble BOC-
naJjuTe/bHble PeaKlyu, OMyXOJH CUCTEMbl KDOBH, F€MOJIHU3,
a Takke HabGJIIOAAIOUIMHACA TPH UMMYHOCYTIPECCHBHOH U
uTOCTaTHIECKOM Tepanuu. Ha puc. 2 npencrassen darouu-
TUPYIOLIMEI Makpodar.

HepeuieHHbIM ocTaeTcst BOMPOC O TOM, KaKoe KoJiuue-
CTBO reMo(aroluToB B KOCTHOM MO3Te CUMTATh JOCTATOUHBIM

KAMHMYECKAS OHKOTEMATOAOTHA



Bropuunblii remotharouutapHbiii CUHAPOM

ISl YCTAHOBJICHUS IMArHO3a, MO3TOMY camo 1o cebe oOHa-
pY2KEeHHe JIaHHbBIX KJETOK 6e3 JIPYrUX KPUTEpPUEB He MOXKET
CJIY?KUTb JIOCTOBEPHBbIM MoaTBepzkaeHueM Hamuuus [PC. B
TO Ke BpeMms auarHo3 [PC npaBomMoueH W MpU OTCYTCTBUH
MOP(OJIOTMUYECKUX — TPU3HAKOB  reMogaroiuurosa, eciu
MMeloTes ocTasibHble Kputepuu [3, 17—21]. loctoBepHOCTb
MOPOJIOTHUECKOTO  MCCEIOBAHUST  KOCTHOIO MO3ra  Co-
crasJsieT 0kos10 50 %. CToJIb HEBBICOKUI TOKA3aTe b, BO3-
MOKHO, OOBSICHSIETCS TEM, UTO H3MEHEHHUS B KOCTHOM MO3re
NOSBJAIOTCS MPH AAnuTeNbHOM TedeHun [DC. Mopdosoru-
yeckasi KapThHa reMogaroluTo3a UHoraa oOHApyKUBaeTCs
TOJIBKO MPH MOBTOPHOH OHUOMCHM KOCTHOIO MO3ra, MevYeHH,
JUM(ATHIECKUX Y3JI0B, HCCJEI0BAHWHM JIMKBOPA, a TaKXkKe
B TKaHU CeJIe3eHKH rocJje cruieHskromuu. [lpu sToMm, yuu-
ThIBasi YACTOE HAPyLLIEHHE CBEPTbIBAEMOCTH KpoBH Npu [DC,
MOBTOPHbIE MHBA3UBHbBIE MPOLLEYPbI COMPSKEHBI C BBICOKUM
PUCKOM reMOpparuyeCKux OCJ0KHEHUH.

Buoxumuueckue Npu3Haku NopaxKeHus nedyeHu — OJIUH
13 BaxkHe#ux cumntomoB ['DC, xoTst U MasiocnelnUIHbIA,
Bee nauuentsl ¢ [OC nmeloT npusHaku nopazkeHus neveHH,
BbIPaXKEHHbIE B TOH WJIM UHOH CTETEHH W MPOSIBJASIONIMECS
YMEPEHHBIM LIUTOJUTHUECKUM, XOJEeCTATUUECKUM CHHIPO-
MaMu, OeJKOBO-CHHTETHUECKOH HEOCTATOUHOCTbIO PA3HOH
cTerneHu BblpaxkeHHoCTH. [TopaxkeHue neyenn GoJiee 4acTo
XapaKTepU3yeTCsl MOJI0CTPbIM TeUEHUEM C THIIOKOArysLHel,
B T. 4. OeccumnromHol [5, 11]. I1pu rucrosornyeckom uc-
C/IEJIOBAHHUM  BBISIBJAETCS  MOpTajbHAasi TUCTHOLUTAPHAs
v sumdounTapHasi (uauie T-kjaeTouHasi) HHPUIBTPALUS,
HEepeIKo ¢ rpu3HakaMu akTtuBaluu kjietok COM neuenu:
yBeJinueHHble kaeTku Kyndepa, nHoraa ¢ ABJEHUAMH reMo-
tharouurosa [22].

[ToBblllIeHKE B CHIBOPOTKE (- LENH PACTBOPUMOTO pelier-
Topa uHTepaeiikuHa-2 (sCD25) — npusHak MOBbILIEHHOH
aktuBHocTH T-KieToK. YpoBenb sCD25 umeer uarnocruue-
ckoe 3Hauenue i [OC, ecan o npesbiaer 2400 ME/mi.
Meronunka onpenenenusi SCD25 no Hacrosiiero BpemeHu
He CTaHJapTHU30BaHa, Mo3TOMYy J10 Hayaja paboThl B KAXKIOH
JabopaTopuu  HEOOXOAUMO  ONPENEJUTh  COOCTBEHHbIE
HOpMbl. YTOOBI yHU(HUIMPOBATH TPAKTOBKY PE3YJbTATOB,
NPEJIOKEHO CUMTATh yBesnuenne sSCD25 nuarnoctuieckum
MpH MPEBbILIEHUH HOPMbI (COOTBETCTBYIOLIEH JJAHHOMY BO3-
pacty, B KOHKpeTHOU jlaGopaTopuu ), 6oJiee ueM B 2 pasa |2,
5,6, 10, I'1,23—25]. TeM He MeHee 3TOT MPU3HAK MPEJICTAB-
JIIETCS CIIOPHBIM, TOCKOJIbKY OMyOJUKOBAHHBIX TaHHBIX 00
otnnuusx conepxkanus SCD25 B CbIBOPOTKE y pa3HbIX BO3-
PACTHBIX TPYMI HAM He BCTPeTHI0Ch. [1o-Bumumomy, Kak no-
KazaHo B uceaenoBanuu Y. Gotoh u coaBt., ypoBenb sCD25 y
JleTell BbIllle, YeM Y B3POC/bIX, OJIHAKO HauWHasg ¢ 15 jer
BO3PACTHbIE PA3/UUUs yxKe OTCYTCTBYIOT [26]. BbiBom 06
OTCYTCTBHMH pa3iuuuii copepKanus sCD25 B cblBOpoTKe MO
MoJly U BO3pacTy y 282 310pOBbIX B3POCJIbIX JOHOPOB JIE/IAI0T
u S. Rothkrantz-Kos u coaBT., Ha 0OCHOBaHMH HCCJICIOBAHUS
CBIBOPOTKH MyTeM HMMYyHO(hepMEHTHOro aHanuaa [27].

PacrBopumasi ppaxuus CD163 (sCD163) — 310 Gen-
KOBasl 4acTb pelLlenTopa, KoTopast ydacTByeT B JUMHHALIUU
Je(DEeKTHBIX IPUTPOLUTOB (TreMOrJIOOUH-ranTorJ06HHOBOTO
KoMmriekea). ¥YpoBeHb sCD163 pesko mnoBbllllaeTcsi Tpu
YCUJIEHHOH aKTHBHOCTH MakpodaroB. OnpeaeasaTb KOHLEH-
tpauuio sCD163 »xesaTesbHO COBMECTHO C M3MEPEHHEM
ypoBHs hepputHa U SCD25, X0Ts1 B MOHUTOPHHTE GOJIbHBIX
sCD163 umeer MeHbliiee 3HaueHue [J].

B cBssu ¢ Tem, uto passutue [PC conpsikeHo ¢
(hyHKUMOHANBHON HeocTaTouHoCTbio NK-KieTok, /14 ycra-
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HOBJIEHHSI JMAarHo3a HeoOXOAMMO OMpPENEUTb CTerNeHb HX
akTuBHocTH. [TepBuuHbIil 1, Mopoii, BropuuHbli [OC 06bUHO
COMPOBOXKIAIOTCS CHHAKEHHEM (PYHKIIMOHATBHON aKTHBHOCTH
NK-knerok [23—25, 28].

Ha npakruke usmepenue sCD25, sCD163, dynkumo-
HaJbHOU aKTUBHOCTH NK-K/leTOK — 3TO TpylLOeMKHi U 10-
POrocToSALIME NPOLECe, MOITOMY XKeJIaTeJbHO HCITOb30BATh
6oJiee OCTYMHBIH MOKazaTesb. TakKHM MapKepoM siBJIsSIeTCs]
ypoBeHb cbiBopoTouHOro ¢epputuHa (CP). Beictpoe Ha-
pacranue koHueHtpauuu CD cuuTaerTcss OJHUM H3 CaMbIX
BaXKHbIX U J0CTOBEPHbIX NpusHakoB [PC, xors auarHocTu-
yeckasi LIEHHOCTb 3TOTO MapameTpa BCe XKe 0cTaeTcs Mpej-
METOM JIMCKYCCHH.

DepputHH Mpe/CTaBIeH B OPraHu3Me HeCKOJbKUMH H30-
thopmamu. OniHa U3 HUX — [VIHKO3UJHPOBAHHAS, OTHOCHTEJILHO
Oe/Hast »KeJje30M, YpOBeHb KOTOPOH MEJIEHHO MOBbILIAETCS
npu neperpyske xkese3oM. Jpyras uaopopma, HErJIMKO3UIIM-
pOBaHHas1, CoCOOHA MOBBILIATHCH B JECATKH W JIAXKE ThICAUU
pa3 3a CUMTaHHbIE Yachl U OTPaXKAET OCTPYIO PeaklHIo opra-
Hu3Ma. B HopMme (hpakius TIMKO3WIMPOBAHHOTO (heppUTHHA
cocrapasieT 50—80 %, npu [DOC s1a hpakuys He NpeBbilLaeT
20 % [29]. B cBsisu ¢ Tem, uto (hpaKUMOHHBI aHau3 dep-
PUTHHA PEIKO JOCTYMEH B OOBIMHOH MPAKTHKE, OMpPEeNe/sioT
o6uwmit CD, olleHuBasi CKOPOCTb U CTENeHb U3MEHEHHUs ero
KoHieHTpaluu. Pe3koe nosbitiienne CO moxkeT Hab/101aThCst
B 7e610Te OHKOJIOTUYECKUX 3a00JIeBaHUN, MPU OCTPbIX BOC-
NaJUTE/bHBIX Tpolieccax, ObITh CJAEICTBUEM XHMHOTEpaMuH,
MO3TOMY BOINPOC O TIOPOrOBOM OKazaTeJsie peppuTHHA 0CTa-
eTcsl OTKPbITbIM. KpuTepuu JAMarHOCTHKH, HCMOJb3yeMble B
npotokose HLH-2004, Bkiouator npesbittienne CPO >4 Hopm
(= 500 Hr/mJ1) KaK IMarHoCTHUECKH 3HaUMMoe. B To ke Bpemst
sHauenus 10 14 nopm (3000 Hr/ma), 0cOGEHHO y NALMEHTOB
B KPUTHUECKOM COCTOSIHMH, MMPU3HAIOTCS (DU3HOJOTHUCCKUMH,
CBHJETEBCTBYIOLIMMH 00 aIeKBATHOM HMMMYHHOM OTBETE.
B cBs3u ¢ 3TMM yKazaHHoe Kak Kpurtepui nepuuHoro [OC
nosbitenne CO > 500 HI/MA MOKET MCMOMBL30OBATLCS IS
JIMArHOCTUKU HACJIEJICTBEHHOTO (niepBuuHOro ) [OC, Ho st BbI-
SIBJIEHUSI BTOPMUHOTO, OUEBHIHO, HeMpUeMsieMo. B HekoTopbIx
LEHTPaX JUArHOCTMUECKU 3HAYMUMbBIM CUMTAETCS TOBBILICHHE
C® or 1000 o 10 000 Hr/mi, B COMHMTENBLHBIX CJYYasix
JIOTIOJTHUTEJLHO onpeiessiioT ypoBeHb SCD25 n sCD 163 [30—
33]. Kontenrparwss CO > 10 000 ur/ma onucana TobKo npu
6osie3nn Ctuina, neperpyske xeqezom v [PC [, 8, 34—36].
[Tpu TOC runepdpepputunemus umeet 90%-10 4yBCTBUTEIb-
HocTb M 96%-10 cneuuduanocts [37]. TloBbliienue ypoBHst
CP, sCD25 u sCDI63 cuntaercsi paHHUM JIOCTOBEPHbBIM
npusHakom HauunHatouterocs [PC [23—25]. OcoGeHHO BaXKHO
u3mepenre CO B aMHAMHKE, MOCKOJbKY Pe3Koe HapacTaHue
KOHLIEHTpALMK (KaK rnpaBusio, B | —2-i ieHb) npe/iiecTByeT
KJMHUUECKOMY YXYLLICHUIO COCTOSHUS NaluenTa [25].

NEYEHUE TEMO®ATOLUTAPHOI0 CUHAPOMA

[1pu BbIGOPE Tepanuu HeOOXOMMMO YUUThIBATH TeueHue [P C.
Ecau coctosinue nauueHta ctrabuibHOE, TO OT arpeCcCUBHOM
TAKTHKM MOKHO BO3EPKATHCS, POJIOJIKAS TIOUCK MTPUUHHBI
[DC [5]. Ecau ke cocTosiHUE NALMEHTa KPUTHYECKOE, TO OH
HY>KJIA€TCS B He3aMeYIMTENLHOM Hauaje JiedeHUs Kak Tpu
nepBUUHOM, Tak u BropudHoMm [PC. Lesab Tepannu — Hau-
6oJiee paHHee U 3(PPeKTUBHOE TOPMOMKEHHE H3OLITOUHON
BOCMAJIMTE/NLHON PeaKUH, KOTOPYIO MHOTJA YAAeTCs KyMu-
poBaTh TJIIOKOKOPTUKOMIAMH, HO Yallle LUTOCTATHUECKUMU
npenapatami B pasiuuHbix KomOuHauusax [10, 38—40].
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[Ipu nacsnencrBenHom (nepsuuHom) ['DC xumuorepanus
JIaeT BpeMeHHbIH 3(heKT U eIMHCTBEHHBIM paaHKaJbHbIM
METOJIOM CUMTAETCSl aJUIOT€HHAsi TPaHCIIAHTAlUs TeMo-
MO3THYECKUX CTBOJIOBBIX KjeToK (anioTI'CK). Ecin TOC
BTOPHUHbIH, TO MPH €ro pe3ucTeHTHOM TedeHuu aioTI'CK
OCTaeTCs e/IMHCTBEHHBIM BAPUAHTOM Teparuu D, 6, 8, 11].

B kauectBe 6azoBbix npenapatoB B JedeHun [PC B
3aBUCHMOCTH OT TIPUUMHbBI PUMEHSIOT 3TOMO3HUI, JeKcame-
Ta30H U LHKJIocnopud A. B Hacrosiiee BpeMsi OCHOBHLIM B
JICUEHUH TaKHUX MaluueHToB siBjsieTes npotokos HLH-1994,
MCXOJIHO MPEeHA3HAUEHHBIN IS eIUaTPUUECKOH MPAKTHKH,
Wi ero OoJjiee mno3uausst moaucukaius — HLH-2004.
Buenpenue nporokosa HLH-1994 nossosuiio cylecTBeHHO
YJAYULIUThb Pe3yJibTaThl JedeHus aeteil ¢ nepsuuHbiM [OC: no
JIAHHBIM Pa3HbIX aBTOPOB, 0611as 3-J1€THSAS BbIXKMBAEMOCTh
coctaBuia 50—70 %. Y B3poC/IbIX MALMEHTOB Pe3yJibTaThl
JiedeHust HeckoJsibko xyxke [12, 30, 38, 41]. B oGoux npo-
TOKOJIaX JiedeHHe HauuHaeTCs ¢ MHAYKIMOHHOTO Kypca npo-
JIOJKHTEJILHOCTBIO 8 HEJl., COCTOSILLETO U3 IeKCaMeTa3oHa u
3TONO3K/A, C MOCJEIyIOlLIeH NoJIePKUBAIOLIEH Tepanuen no
nokasanusm [ 30, 42, 43].

Bropuunblit [®C Gosiee rerteporeHHbll Kak Mo Te-
UEHMIO, TAK W M0 BapHaHTaM MCMOJb3yeMOi Teparnuu, XoTs
JI0KA3aHO, UTO paHHee HasHaueHHe 3Tono3uja (jaxe npu
BepOSITHOM, HO He jokazaHHoM [DC) — ojuH U3 TJ1aBHBIX
(haKTOpOB, BJMSAIOUINX HA MOKA3aTed BbXKMBAEMOCTH Ma-
uueHToB [44]. IlpuHUMNHANBHO BaXKHO HAUMHATH JIeUeHHE
9TOMO3UJOM B MAaKCHMaJIbHO paHHUi cpok [D, 6, 8, 30, 45,
46]. I1porHos ans nauueHToB co BropuuHbiM [DC kpaiine
HeOJIaronpUATHbIA, 0OCOOEHHO MPH HAJIWYUKW OPraHHOW He-
JIOCTATOUHOCTH, LIUTOMEHUH (B T. 4. MOCTLIUTOCTATHUECKOH ),
M03TOMY HeOGXOMMOCThL CPOUHOTO HaYaJIa JIeueHHs STOMNO-
3UJIOM Y TAKHUX GOJIbHBIX COMPS2KEHA C OMACHOCTBIO TAXKEJbIX
OCJIOKHCHHH.

B kauectBe Tepanuu pesepBa HCMOJb3YIOTCS MMJ1a3Ma-
hepe3, UMMYHOJIOOYJIMH HOPMaJIbHbIH 4eJIOBEUEeCKHH JIist
BHYTPUBEHHOTO BBEJICHUS, PUTYKCHMaOl, aHTHJIMMQOLH-
TapHbIA N106YJIHH.

Putykcumab npuMeHsIOT B CJydasix, Korma HeoOXo-
JUMO  3JIMMHHUPOBATH OMyXOJieBble WM ayTOPEaKTHBHbIE
B-knerku. Opnoit u3 vactbix npuuud [DC sBasiercss WH-
thexuusi, BbI3BaHHas Bupycom IniureiiHa—bapp (B3Db),
MEePCUCTHPYIOLIUM B B-KjeTkax, nostomy ynajseHue UHQHU-
LIUPOBAHHBIX KJETOK MOXKET TPUBECTH K BbI3IOPOBJICHHIO.
Opnako npu nepuyHoM ['DC u3-3a reHETHUECKUX Hapy-
LIeHHH BO3MOXKHO nopaxenue BIB-undexuuenn T- u NK-
KJIETOK, UTO BeJeT K Hea(h(heKTUBHOCTH puTyKcumata [6, 15,
47—49]. IlpumeHeHre putykcuMada 11e1ecoobpasHo, ecu
eCTb JI0Ka3aTeJibeTBa, uTo BADB nopakeHbl HCKIIOUUTENBHO
B-kuetku. JIeueHne npoBoaUTCs 0/ KOHTPOJIEM KOJHUECTBA
koruit BupycHoit JIHK B kpoBu [8, 15, 47—51]. HecmoTps Ha
OTJe/bHble MyOJHKALUK, OOUIEMPUHATBIX PEKOMEHIALUH 110
npUMeHeHHU10 puTykcuMata s jedenns [OC k HacTosiemy
MOMEeHTY He cyuiecTByeT [50, 52, 53].

BuyrtpuBenublit  ummynorsiooysnun  (BBUID) siBasiercs
MaJIOTOKCHUHBIM W JIOCTATOUYHO 3S(PPEKTUBHBIM CPEACTBOM
st iedenust BropuuHoro ['OC, kpome BIB- u onyxoib-
ACCOLIMMPOBAHHOTO. B ocTasbHBIX cilydasx (KoJIareHo3bl,
MH(EKIHKM) €ro MpUMEHEHHE OKAa3bIBAJIO TMOJOXKHUTEIbHOE
neficteue B 60—80 % ciiyuaes. MakcuMa/bHO paHee HasHa-
ueHUe rpernapara nopbiiaer ero 3(hHeKTHBHOCTb, BMECTe C
TeM HET eIMHOro noaxoja K Bbibopy n03. [IpencrapieHHble
B JIUTEpAType JIaHHble PA3HOPOJHBI U OCHOBAHbI HA JIEUCHHH

174

MmaJjioro yucsa nauuentos. Haue BBUI npumensiercst B um-
MyHocymnpeccuBHoii 1o3e 1,6 r/kr/cyt B Teuenue 3 aneii [8].

Tepanus pe3ncTeHTHOro remogharoynTapHoro cHHAPOMa

[Ipornos nauuentoB ¢ [PC, ycToNUUBLIM K 3TONO3UILY U
LUKJIOCTIOpUHY A, ocTaeTcst HeGIaronpusiTHbIM. B HEKOTOPbIX
MCCJIEIOBAHUSX OTIUCAH MOJOKHUTE/bHBIN OMbIT MPUMEHEHHUS
nsiasmadepesa, aHTUTUMOLUMTAPHOrO ryodyJuHa [9, 8, 11].
Onnako 3¢hdekT 06bIYHO BpeMeHHbIH. B peBMaTo/10rH4ecKoit
MpPaKTHKE OMUCAH TMOJIOXKUTEJbHbIH Pe3yJsbTaT NPUMEHEHHUS
uHpaMKcHMata, staHepuenta. CryleHIKTOMUS U BbICOKOAK-
TUBHAsi aHTUPETPOBUPYCHAS Tepanusi MHOTA TTIOMOTaloT NpH
cBsi3u [OC ¢ BUY-undekuueit. EcTb otiesibHble cO0O1IEHMS
0 TOJIOKHUTEJILHOM JIeHCTBUM (uiynapabuHa, MeToTpeKcaTa,
nakmudymaba, uurepdepona-c 8.

AnnoTI'CK B Hacrosiiiee Bpemst MPU3HACTCS €/IMH-
CTBEHHBIM METOJIOM, MO3BOJISIOIIMM H3JI€UUTh MEPBUUHbIH
WM YCTOHUMBBIN K Tepanuu BTopuuHblil [PC. YKenatesabHo
nposenenne amnoTI'CK B dase pemuccnu, T. K. pekum
KOHJIMIIHOHUPOBAHUS, LIUTOKMHOBBIE PEaKLMM, CBS3aHHbIE C
NPHKKUBJIECHHEM, CTIOCOOHBI ycyryouth Teuenune [PC [5, 6,

10, 11, 30, 38, 54, 55].

BTOPWUYHbIA TEMO®ATOLUTAPHBIA CUHAPOM

TemodharoyntapHbiii CHHAPOM W PEBMATONOMHYECKHE
3abonesanns

[Tatorene3 ['PC Ha (oHe ayTOMMMYHHbBIX 3a00J1€BaHUI
uMeeT psii ocobeHHocTel. B peBMaTosiornueckon npakTHke
JUIl JIAHHOTO COCTOSIHUS YNOTPeOJIAIoT TEPMHH «CHHIPOM
MakpocarajbHOH aKTUBALMH». IDTOT CHHAPOM SBJSIETCS
OJIHUM M3 CaMbIX OMACHbIX OCJOKHEHHI CUCTEMHON KPACHOH
BoJuaHKKM, OGoJieaHn Crujuia B3pOC/bIX, PEBMATOUIHOTO
apTpuTa M Jpyrux 3a0oJeBaHHi COCMHHUTENbHON TKaHU. Y
JIAHHON KaTeropuu MaldeHTOB MeHee BblpakeHa MaHLUTO-
MeHUst, HO OOBLIYHO HAOJIONAETCS TenaTOCIJICHOMErasus,
TUITOKOATYJISILIUSA, JIMXOPAJKa, MeYeHOUHAs HeIOCTATOYHOCTb.
JleueHue rIOKOKOPTHKOUAAMH, KaK TPaBUJIO0, 3(h(HEKTHBHO,
XOTSl B TSKEJbIX CJydasx MNPUMEHSIOT LUTOCTATHUECKHE
npenaparbl, MOHOKJIOHaJbHbIEe aHTuTesa, annoTICK. Ilo-
BoilieHHe ypoBHa sCD25 u sCD163 — 310 paHHuii u j10-
CTOBEPHbII Mapkep CUHApOMa MakpodarajbHOH aKTUBAlUK

5,31, 32, 56—58].

TemodharoyntapHbiii CHHAPOM M OHKOJIOrMYECKHE 3a60/1eBaHNA

[®C — 0oHO U3 PEIKUX OCJOMHKHEHHI 3/I0KAUECTBEHHBIX
HoBooOpasoBauuil. Onucanbl [OC Ha PoHe repMUHOTEHHbBIX
onyxoJieit, Helipobaactombl [59—61], XoTs uale oH BeTpe-
yaetcst npu B- n T-kaerounbix numdomax [58, 62]. [1pu
B-kietounbix iuMpomax TeueHne [OC meHee arpeccuBHoe,
uem npu T-knerounbix [4, 34, 58, 63, 64]. [lauuentsl ¢
HEXOLKKUHCKUMU JiuMpomamu U [OC umeror Gosee Bbipa-
JKEHHYIO PernaTociyieHOMEeranio (MHOTA elie 0 MOsiBJIeHHsT
HOJIA/IbHBIX TOPAXKEHHIT), JIUXOPAIKY, HEOOBSICHUMYIO LIUTO-
neHuio, KoaryJjonatuto. KpynHbIX ucC/leOBaHUH TeueHHs
aumdom npu [PC He MPOBOAUNOCH, XOTS aHAIH3 HEGOJIbLINX
rpynI NauyeHToB nokasaJ, uto npu Hajauuuu [PC numdoma
npuHUMaeT OoJjiee arpecCUBHOE TeueHue. B Takux KauHuue-
CKMX CHTYyallHsIX, BO3MOKHO, OTpaBaHa paHHsisi HHTeHCH(H -
Kauusi xumuoTepanuu [4, 58, 65—68].

OcTpble J1eiiKo3bl TaKKe MOTYT 0¢10KHATbes [DC. Tlpu
Jgeiikozax M4 u M5 no FAB-knaccudukaunu Moryt Ha6J10-
JaThes Te UK uHble npusHaku [OC [3].

KAMHMYECKAS OHKOTEMATOAOTHA



Bropuunblii remotharouutapHbiii CUHAPOM

Teuenne I'®C, cBSI3aHHOrO CO 3/JI0KAYECTBEHHBIMH HO-
BOOOPA30BAHUSIMU, He BCerja 3aBUCHUT OT 3((HEKTUBHOCTH
Jedenus onyxoqu. B Tsakesbix cayuasx [PC cam no cebe
TpebyeT Tepariiu, napasiesbHo ¢ JeUueHHeM OCHOBHOIO 3a-

6osieBanus |34, 53, 58, 69].

TemocharoyntapHblii CHHAPOM H HHGDEKLUOHHbIE 3a60/1€BAHNSA

[DC mMoxkeT nposiBAATbCA Ha (oHe OaKTepHasbHbIX,
rpUOKOBbBIX, BHPYCHbIX W MapasHTapHbIX (0COGEHHO BHC-
lepasbHoro JeilmManuosda) uudekunit [14, 16, 17, 19,
70—72]. Peryaspubiii KoHtposb C®, wuurosoruueckoe
MCC/IEIOBAHHE KOCTHOTO MO3Ta MMO03BOJIAIOT 3aM0A03PUTh
[®C 1 NoMHMO STHOTPOMHOrO JEUeHHS BOBPEMSl HauaTb
MMMYHOCYTIPECCUBHYIO Tepariuto (ryoKokopTiukouibl, BBUT,
uuksaocrnopud A). Ilpu oTCyTCTBUM JMHAMHKM B TedeHHE
1 —2 nueit onpasano HasHauenue stonosuaa 8, 10, 17, 19,
27, 40,69, 73, 74].

TemocharoymntapHblii cuHgpom u BIb-unghekyna

B3b-undekuus wmmpoko pacnpocrpanena. [lo pasHbim
OlIEHKaM, 4acToTa MH(MUUMUPOBAHHOCTH HACEJIEHHUS B Pa3HbIX
CTpaHax MOXKeT cocTaBsiTh 10 95 % [75]. ¥ HeKoTopbIX Jiozel,
BEpPOSITHEE BCErO B pe3yJ/ibTaTe IeHeTHUeCKOro aedekra, oT-
CYTCTBYET BO3MOXKHOCTb aJIeKBATHOTO MMMYHHOTO OTBETA, UTO
BEJIET K TSKEJIOMY TEUEHHMIO OCTPOH MH(EKIMH WK K XPOHU-
3auuu 3aboseBanus. OcTpas Win XpoHHUecKas aktuBHast BODb-
(XAB3D) nHeKiimsi cuMTAETCsT OHOM M3 CAMBIX YACThIX IPHUUH
Pa3BUTHSI IATOJOTHUECKON MaKpOoMarasibHOH aKTHBALIUH.

XABObB-undexuuss — 3710 JumbonponrdepaTuBHoe
3aboJieBaHHe KaK pe3yJ/bTaT MaToJorHUecKOro UMMYHHOTO
otBera Ha BID [30, 58, 76]. Takue nauueHTbl HYKIAIOTCS
B LIUTOCTATHYECKON Teparnuu 1Jisi KyMpPOBaHUS NaToJoruye-
ckoit peakuuu [ 12, 30, 45, 77, 78]. [1pu pecdpakrepHOM HJiH
peuyarBHpyoliem TeueHid XABIDB-uHdekinu HeoOXoaumMo
craButh Borpoc 06 amioTI'CK [30, 49, 75]. Kak nokasbi-
BAIOT MHOroJieTHHe HabJoaeHusi, pedysnsratom XABIDB-
MH(EKIHM CTAHOBUTCS JIEKOMIIEHCALUS U CMEPTb TaleHTa
OT [EYCHOYHOH WJIM MOJHOPraHHOH HEL0CTaTOYHOCTH,
KpPOBOTeUEHUH, MH(MEKLHUHA, a TakKe BTOPUUHBIX OMyXoJieh
cucrembl kposu [ 13, 19, 30, 64, 79, 80]. ¥ nauuenrtos ¢ [PC
1 XABIb-undexipme BbisiBAeHbl 06LIHE YEPTHI B MaTore-
He3e U TeUueHHU 3a60JIeBaHUs, TOITOMY JIeU€HHE TPOBOJUTCS
M0 aHaJIOTHYHBIM NMpuHLMam [64, 78, 81, 82].

TemoadharoyntapHbiii CHHAPOM M TPAHCINAHTALUNA OPraHoB

TpancnnanTtauus cama no cebe, a Tak¥Ke BCS COMYTCTBY-
1olast Teparnus BbI3bIBAIOT TSKebIH AucOataHC B UMMYHHOM
cucreme peuunuenta. [@C siBjsieTcst OIHOU M3 PEIKHUX
MPUUUH YXYULIEHUS COCTOSHUSA U CMePTH O0JbHbIX. OnucaHbl
caydan pasutusi [PC y peuunueHToB TPaHCMIAHTATOB
neuenu [83—85], serkux [ 14]. B pa6ore A. Karras u coaBt.
npeacTaBieHa OJHA M3 caMbIX KpymHbIX rpynn (17 nauu-
enroB) ¢ [DCnocsie TpaHCnIaHTALMM TTIOYKH. Y BeeX G0JbHbBIX
auarto3 ['PC ycraHOBJIEH MPUKU3HEHHO, IOKYMEHTHPOBAHA
CBSI3b ¢ HH(DEKLMEH, cpelHee BpeMsl PA3BUTHS OT MOMEHTA
TpaHCI/IAaHTAllMKM COCTaBU/I0 D2 nHsA. HecMmoTpsi Ha mpoBo-
JUMYI0O HMMYHOCYNPECCHBHYIO H MPOTHBOMH(EKIIHOHHYIO
Tepanuio, JeTaabHoCTL coctasuna 47 % [33].

TemodgharoyntapHbiii cuHgpom n TICK

TICK rtakke moxer ocioxusitbes [PC. B pabore
A. Fukunaga u coaBT. onucabl 2 naideHTa ¢ OHKOreMaro-
JIOTHIECKHMH 3a60JIeBAHHSIMH, KOTOPBIM BBIMOJHEHA TPaHC-
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MJIAHTALIMST CTBOJIOBBIX KJETOK MyMOBHHHONH KpoBH [86].
Y 0060UX MalUMeHTOB B MOCTTPAHCIVIAHTALIMOHHBIA MEPHOJ,
NOSIBUWIMCH TIPU3HAKM HEIOCTATOUHOCTH TpaHCIJIaHTaTa U
BbIpaxKeHHble MOpPQOJIOTHIeCcKUe TPU3HAKH reModaroiu-
TO3a B MUesiorpamme. Tepanusi MasibIMi 103aMH 3TOMO3UNA,
BUHKPUCTHHA U MPEHU30JI0HA TI03BOJIU/IA B TeUeHUe 7 JTHeH
KYTIHPOBATh NAaTOJOTHUECKYIO MAaKpodaraibHylo aKTHBALIUIO;
oba nauueHTa octaBajsiuch non Habgiogenuem (1008 wu
232 nust Ha MOMEHT nyGJIMKaLIMK COOTBETCTBEHHO ), 1T0Ka3a-
TeJIM KpOBU cTabuiibHble [86].

B perpocnektuHom ucesenoBatnun T. Asano u coasT. npu
AHAJIM3e OCJIOXKHEHUH y JIeTed, KOTOPbIM TPaHCMJIAHTALUS
BBIMOJIHEHA 110 TOBOJAY MEPBHYHBIX HMMYHONE(PUIHTHBIX
COCTOSIHMH, OHKOreMaTOJIOTHYeCKHUX 3aboJieBaHUH, arJa-
cTrueckol anemuu B niepuoj; ¢ 1998 no 2008 r., BhisiBJEHO
37 cayuaes ¢ kpurepusiMu [PC (B T. 4. ¢ 26-ro no 30-ii geHb
nocise aaioTI'CK). O6uwas 3-1eTHsst BbXKMBAEMOCTb Oblia
3HAUUTEJILHO BbIlIE Yy MAlUMEHTOB C KymupoBaHHbIM [DC
(56 %), uem ¢ HekynupoBanubiM (14 %)[87].

B npocnekrusHoe ucenenoanue A. Abdelkefi u coasr.,
BBIMOJIHEHHOE C 1IE/IbI0 POAHAJIM3UPOBATL SMUIEMHUOJIOTHIO
[DC y peuunueHTOB reMOMO3ITHIECKUX CTBOJIOBBIX KJETOK,
BrjatoueH 171 peuunuent (103 — aytoTI'CK u 68 —
anoTICK). TpaucmuiaHTalMu  BBIMOJMHAMMCL 110 TOBOJY
octporo JiuMcho6IaCcTHOTO JIeHK03a, arjiacTUUeCKOl aHeMUH,
MHOKECTBEHHOH MuesoMbl. Boisisaeno 6 (8,8 %) cayyaes
[DCy pelunueHToB aiJ0reHHHbIX CTBOJIOBBIX KIETOK M 1 —
Y PELUITUEHTa ayTONOTHUHBIX. ¥ BCEX MALMEHTOB OTMEYAJHUCh
YCTOHUMBASA JIMXOpAJKa, HapacTaiollas MaHIUTONeHHS,
runepdepputhiemusi, darouutupyiolme Makpodbaru 3 %
u 6osiee B MuesiorpamMme. Y 4 naineHToB JOKyMEHTHpOBaHa
cBsi3b ¢ uHpekuuen (BOB, uuromeranosupyc). B kauectse
HanpasJeHHoil Ha [P C Tepanuu U3 7 NauydeHToB y 3 UCMOJb-
3oBajicsi BBUI ny | — rokoKopTHKOUBL. ¥ 3 GOJIbHbBIX
Jedenre He nposoausioch ([PC paspewnscs camocrosi-
TeNbHO). DPMEKT NOCTUrHYT y 3 MalUEHTOB, U3 KOTOPbIX
sedenue [DC nosyuanu Toabko 2 [88].

CObCTBEHHbIE KNTMHWYECKWE HABJIHOAEHUA

Maynentsi

B pabGore nmnpoBeneH  peTpPOCHEKTUBHBIH  aHAJU3
JIaHHBIX 15 MalMeHTOB, HAXOAMBIIMXCS MOJ HaOJIONEHUEM
B TOPOJACKOM OHKOremaTtoJiornueckom 1ieHtpe CaHkr-
[TeTepOyprekoil ropocKoil KAHHHYECKOH GosbHHULbI No 31
WM KOHCYJIbTHPOBAHHBIX CMELMAJUCTAMU LEHTPA B JAPYrUX
crauuoHapax B nepuos ¢ 2009 no 2013 r. Ilpusnaku [OC
MOSIBUJINCL HA (pOHE 3JI0KAUECTBEHHBIX JUMQonpoaudepa-
TUBHbIX 3a60JIeBaHUi (1 = ), XpOHHUECKOH akTHBHOH BOb-
uHdpexuuu (n = 3), amnoTI'CK (n = 3), ocrporo nefikosa
(n = 1), MHOXKeCTBEHHOU MUeJIOMbI (17 = 1), BHeOOJILHUIHOM
nHeBMoHUH (11 = 1), riomepyJionedputa (n = 1). BosbHbie
Oblk B Bogpacte 16—64 roga (Menuana 48 siet), 8 KeHUIHMH
U 7 My>KUHH.

Tepanuss ['®C nposoausack 8 nauuentam. Jleuenue
BKJIIOYAJI0 3Tono3ui (n = 1), rmokokopTukouasl (n = 1),
BBUI (n = 2), koMOuHAMK PUTYKCUMaba U TJIIOKOKOP-
THKOWIOB (1 = 2), 3Tonosuaa u uukaocnopuna A (n = 1),
koMOGuHUpoBaHHylo xumuotepanuio HLH-2004 (n = 1).

Jnarvo3

[TposiBnieHusi [PC coorBeTcTBOBaNM Kputepusm HLH-
2004 [10], a rakxke momucukauuu A.H. Filipovich [11].
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Ta6nuua 3. CooTBETCTBUE KITMHNYECKMX 1 NabopaTOPHbIX NPOSIBNEHNI reModharoLmTapHoro cuHapoma kputepusm HLH-2004

Mayuent 3abonesanue MposBnenus reC
[-L] 1 [l [--}

e 3 = g g S =

= x % = = < 3 ]

g = s 32 =x g 8 =238 & 3 z

g € & 5 =z 2 & g5 £ & &1

= S S E— g2 S = =895 S & 2

g = g zg §8°*° s 2 22E = 3 =

S = = 'E‘ @ = = =3 s o 8 = £ =%

. S 8 2 o = 5] 8- = = = [

Bo3pacr, =1 s g 2 g E = E E

Ne Mon ner OcHoBHoE = = ~ = = F

1 M 25 JIB 1l JI-ToC + + + + HO HO HO — — +
2 X 66 [BKJ11VB JI-roc + + + + + — — +
3 X 53 ®J11VB JI-TdC + + + + + — — — + +
4 X 19 [OBKJTIVB JI-roc + + + + HO — + — + +
5 X 63 ®J11VB JI-foC + — — + — HO + + — +
6 M 43 MAC, 5g—, aHpTKM AT-roec + + + + + + + + + +
7 X 52 OMJ1, M4, anpTKM NT-rdc + — + + HO — + + + i
8 M 28 B-0J1/1, aHpTKM NT-Tec + — + + + — + + — +
9 M 16 XAB3B BIB-TOC  + + + — — + + + + +
10 M 24 XAB3b B3b-T®C + + + + + — + — — +
11 X 35 XAB3b B3B-T®C + + + + + — + + + i
12 X 61 XMHBIH [H-T®OC + — + + + + HO + — +
13 M 65 MM 111B M-TFoC + — + + + + — £ + +
14 X 64 oM, M4 N3-TeC + + + + + — + — — +
15 M 48 [HeBMOHMS N-roc + — — + — — + + — —

B-0J1J1 — B-KneTo4HbIi 0CTPbI MMM 061aCTHbIA Neikos; aHpTKM — annorexHHas HepoOACTBEHHAR TPAHCMNAHTALMA KOCTHOMO Mo3ra; BAb-TOC —
remodparoumnTapHblil CUHLPOM, CBA3AHHBIN ¢ BUpycoM AnwTedHa—bapp; MH-F®C — remodharoumnTapHbiii CUHAPOM, CBA3AHHBI C FOMePYI0HePUTOM;

N-FdC — remodparoumTapHblii CUHAPOM, CBA3AHHBINA ¢ MHdekumeit; J1-FdC — remodharoumnTapHblii CUHAPOM, CBA3aHHbIA ¢ AMMAOMON; JIb — nnmdoma
BepkutTta; N13-FOC — remodaroumtapHblit CUHAPOM, CBA3aHHbIN C neitko3om; M-F®C — remodaroumTapHbIil CUHAPOM, CBA3aHHbIN ¢ Muenomoi; MAC, 5q- —
MUeNoANCnnacTM4ecKuii CUHAPOM C feneunert JINHHOMO niaeva XpomMocomsl 5; MM — MHoXecTBeHHas Muenoma; OMJT, M4 — ocTpbIii MUeNnonaHbI Nerkos,
BapuaHT M4 no FAB-knaccudomkaumm; H — HeT ganHbix; MT-FOC — nocTTpaHcnnaHTaunoHHbIi remodarouutapHblid cuiapom; OJ1 — donnnkynspHas nauMdoma;
XAB3b — XxpoHu4ecKas akTMBHaA MH(EKLNS, BbI3BaHHAA Bupycom dnwwTeitHa—bapp; XMHBIH — XxpoHu4eckuii MOponornyeckn HeBepuguLnpoBaHHbIii

TMOMepYynoHedpuT.
* MopdhodyHKLNOHANbHbIE U3MEHEHNS NeyveHu, Kak npossnexne FOC.

Tabnuua 4. NposiBneHve remoaroumMTapHoOro CMHgpPoOMa Ha atane
yCTaHOBNEHUA AnarHo3a

Mpusnak roc Yucno nauueHToB, n (%)
Jlnxopagka 15 (100)
2-POCTKOBAS MW NAHLMTONEHNS 14 (93)
[unepdepputuHemMus 14 (93)
Broxummnyeckne npusHakn nopaxxeHus neveHn 13 (86)
CnneHomeranns 9 (60)
[mnokoarynsumus 9 (60)
[vnepTpurnnuepnaemus 9 (60)
Mopdonoruyeckas kapTuHa remogparoynTosa B 11 (73)
acnuparte KOCTHOr0 Mo3ra

TnnoHatpuemms 7 (46)
[nocmbpuHoreHemus 4 (26)

Juarno3 xponuueckod BIDb-undekuun ycraHoBseH Ha
OCHOBAHHUHU JUIUTEJbHOH renaTocijieHoOMeraiuu, JUXopaaKH,
JuMdaIeHONATHH, KAPTHHBI FeNaTuTa, aCTeHHH, CEePOJIOTH-
yeckoro npocuiis aHtures K BOB, kapTuHbI KOCTHOTO Mo3ra
[89]. Onkoremarosiornueckue 3a6GosieBaHHs YCTAHOBJIEHbI
corsiacHo kputepusMm knaccugpukauun BO3 [4]. CoorBert-
cTBUe KpuTepusim quarnosa ['OC npuseneHo B Taba. 3.

Knnuuko-nabopatopHas kapTuHa

[1aBHBIMH NPU3HAKAMH, MO3BOJMBLIMMH 3aMON03PUTD
[DC, Obu BblpaxkeHHas runepdeppuUTHHEMHs, HEOOb-
SCHUMAs LIMTOTMEHHUS, JIMXopaaKa. BelpaXKeHHOCTb KJIHHHKO-
snabopaTophbix npusHakoB [PC BapbupoBana B LIMPOKHX
npeaesax. Hacrora ux npeacranJseHa B Tabil. 4.
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[osbiwenne CP 610 3apeructpuposano y 13 (86 %)
nauuenTos, n3 HuX y 3 (20 %) — ot 500 1o 3000 ur/ma, y
5 (35 %) — ot 3000 g0 10 000 ur/mna, y 4 (28 %) — ot
10 000 10 30 000 ur/ma, y 1 (7 %) — 60s1ee 30 000 Hr/ma.
Y | nauuenra uccienoatne CO B 1e6i0Te He MPOBOAUIIOCD.
Mamepenue ¢pakinoHHoro cocraBa u3ohopm (eppuTrHHa
BbINOJIHEHO y natueHToB Ne 2, 6 u 8. BoisBieHo peskoe
CHIXKEHHE YPOBHS MVIMKO3WJIMPOBAHHOTO (DePPUTHHA.

Y Bcex BKJIOUEHHbIX B aHan3 15 GOJIbHBIX yCTaHOBJIEH
jquartod [DC. TTo BuranbubiM QyHKIUIM cocTosiHue 11 u3
HUX ObLI0 CTAOUJBHBIM, Y 4 — JIeKOMIEHCUPOBAHHBIM.

B rtabus. 5 npuBejieHbl OCHOBHbIE pe3yJbTaThl Jadopa-
TOPHBIX UCCJIEIOBAHUI Y TALIMEHTOB ¢ nojo3peHuem Ha [DC.
JlaGopaTopHble M KJIMHHYECKHE NapameTpbl MOABEPKEHbI
3HAUUTEJILHBIM KOJIEOAHUSIM.

Kak BujaHo u3 jpanubix Tabj. b, (aza jaekoMmIeHcaluu
XapaKTepU3yeTcsi HapacTaHWeM [EUEHOUHOH HeI0CTaTou-
HOCTH, TNaHUMUTONEHUEeH, TosiBAeHHeM pedpaKkTepHoi K
TpaHC(y3UsIM SPUTPOLIUTOB aHEMHH, PE3KUM YBeJHUEHHEM
KoHueHTpauuu CO.

Oprannble nopaxenust otMeuensl y 13 (87 %) na-
uuenTtoB. [lopaxeHue HEPBHOH CHCTEMbI BbIsiBJIEHO y 12
(80 %) GoMbHBIX B BUE HAPYLLEHHS SMOLMOHAJILHOF chepbl,
MOJIMHEHPONATHH, TSXKEJIOH aCTeHUH, TeHepaJM30BaHHbBIX
cy10por (CyI0pOKHbBII CTaTyC pa3Buics y 2 6oJbHbIX). MPT
rosioHoro mMosra y 4 (26 %) naumentos (Ne 2, 11, 13 u
14) — 6e3 0CTPO BO3HUKIIUX MATOJOMMUECKUX U3MEHEHHUH;
aHa/M3 CIHHHOMO3rOBO JKMAKOCTH BhbimosHeH y 3 (20 %)
nauuentoB (Ne 2, 10 u 14), oTkJoHeHHH 11MTO3a, OOIIETO
6eJiKa JIMKBOPA He BbISBJIECHO.

KAMHMYECKAS OHKOTEMATOAOTHA
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Ta6nuua 5. JlTabopaTopHble AaHHble NaLWeHTOB C NOLO3PEHNEM Ha remodarounTapHbiin CUHOPOM

g 2 2 2 g “:; = = £= = é =5 =

2 FX EX EX FX ] = 3 5B £ =% g

g = & 2 & 8 = < &= 5 & s
1 95 2,31 1,05 1,00 13 HO HO 190 78 28,6 168 HO 139 12 970
2.1 72 2,10 0,12 0,60 189 0,93 HO 54 54 19,6 397 1,45 139 2335
22 26 1,02 006 040 7 1,00 6,80 66 88 54,0 H 1,50 141 7612***
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 5,49 054 440 95 0,86 8,80 11 27 33,6 162 HA 140 4810
5.1 89 3,98 0,87 2,70 153 HO HO 22 15 17,8 86 1,95 132 3387
5.2 68 1,40 020 0,60 75 43 HO 11 11 25,0 113 2,35 141 58 000
6 40 6,20 0,60 1,10 28 1,7 0,00 81 67 117,0 593 7,15 121 11140***
71 147 360 1,05 280 136 0,89 3,60 98 61 11,2 174 HO 131 6640
7.2 47 2,46 0,50 1,64 45 1,74 HO 73 154 27,8 HO HO 140 78 440
8* " 0,20 — — 3 1,62 4,90 57 54 18,7 80 4,29 146 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 HO HO 87 79 12,0 HO HA 142 1056
10.2 94 10,10 1,01 8,90 114 HO 1,78 119 573 63,8 HO 3,10 140 28 810
11 76 230 089 450 84 2,30 0,90 32 259 456,0 263 1,61 128 1438
12 102 950 028 870 117 2,08 1,10 827 1450 223,0 HO HO 142 95160
13.1 84 330 085 220 72 1,02 3,50 102 63 20,1 237 3,10 125 12 200
13.2 113 6,80 0,068 6,10 96 1,55 3,40 14 93 43,2 HO HO 152 HO
14 66 0,50 0,40 — 27,2 0,91 477 48 73,5 30,3 136 3,25 140 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
Hopma 120-145 4-9 1,2-30 20-55 180-320 0,85-1,15 1,6-4,6 0-50 0-40 0-20  80-120 06-1,86 135-145 10-250

MPUMEYAHWE. [ins naumentoB Ne 2, 5, 7, 10 n 13 npueefeHbl AaHHbIe B (Da3e KOMMNEHCALMM 11 AeKOMMeHcaunn.
AnAT — anaHuHamnHoTpaHcdepasa; ACAT — acnapTatamuHoTpaHcdepasa; MHO — mexayHapoaHoe HopMani3oBaHHoe O0THOLWeHNe; H — HeT aaHHbIx; LD —

LenoyHas ocgarasa.

* C y4eTom cpokoB Bo3HNKHOBeHUS TOC (fo 15 gHeid nocne annoTICK) NpuYnHOA NAHUMTONEHNI MOXKET CAYXXNTb NPUMEHEHNE LATOCTATUYECKNX NPenaparos.
** BbIIBNEHO TaKXe YMEPEHHOE CHUKEeHNe (DYHKLIMOHaNbHOM akTMBHOCTM NK-KneTok.
***YpoBeHb rMKO3UNNPOBaHHOTO (heppuTiHa B HabmopeHnn Ne 2 — 17 %, No 6 — 20 %, Ne 8 — 17 % (Hopma 50-80 %).

CnieHoMeranus (+5 ¢M u3-1nof Kpas peGepHOi 1yrH)
oTMeuasiach y 3 naunentoB ¢ XABIb u y mauuenta Ne 6 ¢
nocrrpancriaHtaoHHbiv [OC.

[Topaxenue Jerkux BoisiBaeHO Y 3 (20 %) 6OJIbHBIX,
YTO  TIPOSIBJISJIOCH  JbIXaTeJbHOH  HEI0CTATOYHOCTBIO.
PenTreHoJsiornueckasi KaptuHa TpaktoBajach kak PICB
(naunent Ne 13), BeHO3HOEe TOJHOKpPOBHE Jierkux (Ne 9),
UH(UIBTPALIUS MEXKYTOUHOH TKaHH, TOKCHKO-aJljepruue-
ckuit anbBeosut (Ne 7). ¥ nauuenta Ne 9 ¢ XABIDB nocse
HauaJga jseuenus no nporokosy HLH-2004 npixatesnbHas He-
JIOCTATOUYHOCTb pa3pelinyiach, PEHTIeHOJI0rHIecKasi KApTHHA
B JIETKUX HOPMaJIM30Ba1ach.

K/MHMYeCcKM 3HAaYUMMON MaTOJIOTMH CO CTOPOHBI Cep-
JIEUHO-COCY/IUCTOH W MOUEBbBIICAUTEJBHON CHCTEM HE Bbl-
SBJICHO.

[ToTpe6HOCTL B 3aMECTHUTEJIbHOH Tepanuud IPUTPO-
UTHOH Maccoil B (ase crabuauzdalun coxpasiiach y 12
(80 %) naumenton (kpome Ne 2, 10 u 12). Ilpusnaxos
remMoJin3a /MM KpOBOTEUEHHsl HH y OJHOTO M3 GOJbHBIX
3apUKCHPOBAHO He Obl10. MHOXKECTBEHHbIE TepeHBaHUSA
5pUTpoLUTHON Macchl (10 30 103 3a 60 aueit) y 9 (75 %)
13 12 nauneHToB He MPUBOAMIHN K CYLIECTBEHHOMY H CTa-
OUJIBHOMY MPUPOCTY TeMoraoOuHa. ¥ 3 nauueHToB (Ne 2
D U 7) yCTOHUMBOCTb K IeMOTPaHC(Y3UsIM pa3Buiach Mpu
nporpeccupoBanun [OC.

Temopparuueckuit cungpom y 8 (53 %) GOMbHBIX PO~
SBJAICH KOXKHBIMM 9KXMMO3aMH, YMEPEHHbIMH HOCOBBIMH,
TSKEJIBIMH 2KEJTYIOUHO-KULICUHBIMU, JIEFOYHBIMH KPOBOTE-
yeHusiMd. Y 1 (Ne 9) u3 3 nauneHToB 6€3 TPOMOOLUTONEHHH
3apUKCUPOBAH reMOppParuieCKUil CUHAPOM.
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Tak, y nauuenrta Ne 13 ¢ [DC, cBsizaHHbIM C MUEJIOMOH,
MJIOLIA/lb MOIKOXKHOTO KPOBOU3JHSAHUS 3aHHMaJa BCIO MO-
BEPXHOCTb CIMHHbI, OOKOBbIE MOBEPXHOCTH U YACTb YKUBOTA.
[IpuuKHO# €ro CMepTH CTaI0 MACCHBHOE JIETOYHOE KPOBOTE-
yenue. ¥ naudeHToB Ne 6 u 11 Takyke oTMeUaIUCh MTU30/bI
npoy3HOTO MKeJyI0YHO-KHILIEYHOTO KpoBoTeueHust. [Tonck
MCTOUHUKOB KPOBOTEUEHUS KaK IHIAOCKOMUUECKH, TaK U TIPU
ayTOICHU IPyObIX OPraHUIeCKHUX J1e(eKTOB (A3BEHHBIX, BOC-
NaJMTE/bHBIX, OMyX0JIEBBIX ) HE BbISBUII.

[Tauuent Ne 9 B ¢BfI3U ¢ reMOpparuueckum CHHAPOMOM
Ha ¢oHe rurnodubpuHoreHeMun mnoJyunsa 21 103y cBexe-
3aMOPOXKEHHOW MyiadMbl 3a 45 jHell 6e3 CylIeCTBEHHOro
stdekra (hubpuHoren coxpansics Ha yposHe 1,2 r/nm).
Hopmasusauusi ypoBHsi huGprHOreHa COOTBETCTBOBAJIA KJIH -
HHUYECKOMY OTBETY Ha XMMHOTepanuio 1o nopoay BOB-I'DC.

B ta6s1. 6 npeacraBsieHbl NPOSBJACHUS FeMOPPAruiecKoro
CUHAPOMA, MOpaxKEHUS HEPBHOW M JbIXaTEJbHOW CHCTEM,
TpaHcdy3HoHHasi MOTPeGHOCTb MALMEHTOB C MPU3HAKAMU

[DC.

Jleyenne u ncxopgsi

Ha6mopnenne Ne 1. ['®C, cBsizanHblii ¢ JUMPOMON
(JI-TDC; xumnopesucteHtHass Jaumpoma bepkurra), npo-
SIBUBLIMICS JIByXPOCTKOBOU 1UTONEHUeH, MophodyHKIM-
OHAJIbHBIMH M3MEHEHUSIMU TICUEHH, CHELUPUUHBIMU IS
[DC, HOCOBLIMH KPOBOTEUCHUSIMH, THTepPeppUTHHEMHUEH
(12 970 ur/mn) u auxopaakoii. IlaupeHT Mosyuna oaHo-
KpaTtHo ieKcameTa3oH 40 mr u putykeumad 600 mr. Heemotpsi
Ha NPOJOJKEHHE ObICTPOro YBEJIHUEHUS] pa3MepOB KOHIJIO-
Mepata JUMpaTHIECKUX y3J10B, 3a(DUKCUPOBAHbLI HOPMaJIU-
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Ta6nuua 6. NposBNeHNs remopparn4eckoro CUHAPOMa, NOPaXeHNss HEPBHOM U OblXaTeNbHON CUCTEM, TPaHCKY3MOHHasA NOTPEOHOCTb
NauMeHToB C MpU3HakaMn remodaroynMTapHoOro CMHgpoma

MopaxeHue HepBHOI

Pe3ucTEHTHOCTD K TPaHCHy3uam

Ne BupgFdC Femopparuyeckuii CHHAPOM Mopaxenue nerkux CUCTEMBI KOMIMOHEHTOB KPOBU
1 JI-T®C YMepeHHble HOCOBbIE KPOBOTEYeHNsT  HeT TsxKenas acteHns Ectb
21 JI-T®C Het Het MonuHeliponatus, Txenas B remoTpaHcdysnsx He Hyxaanach
acTeHns
2.2 Het Het YacTnyHas noteps 3peHuns, Ectb
CHXEHME CIyXa,
nonnHenponartua,
TAXKenas acTeHus
S JI-T®C KOXHbI remopparn4eckum, Het Tspkenas actenus, anu3ogbl  EcTb
YMEpEHHbIE HOCOBbIE CMYTaHHOCTW CO3HAHUS
KpOBOTE4EHMS
4 J-ToC Het Het Het Ectb
51  JI-TdC Het Het Ann3opgbl BO3OYXAEHUS Het
52 Het Het CynopoXHblid CUHAPOM Ectb
6 MT-T®C  3nusop XXKK Het JHuebanonatua*, Tkenaa  EcTb
aCTeHnd, ann3obl
CMYTaHHOCTN CO3HAHMSA U
rannoumHaunia
71 NT-T®C  Her Het Tsxenas acteHus Het
7.2 KKK KT-kapTuHa TOKCHKO- Tsxenas acteHus Ectb
annepruyeckoro
anbeeonuta, AH IV ctenexn
8* NT-F®C  Her Het FannounHo3 Ectb
9 B3B-T®C  3KkxMMO3bl B NaX0BbIX, [1BYCTOPOHHWIA r’MAPOTOPAKC, MeHuHrn3m EcTb (rnocgoubpnHoreHemuns 6e3 oTeeTa
AKCUNIISPHBIX, FONIEHOCTOMHBIX BEHO3HOE MOIHOKpoBye, IH Ha MHOXECTBEHHbIE TpaHCy3un
obnacrsax IV cTeneHm CBEXE3aMOPOXXEHHON Nasmbl)
10.1 B3B-T®C Her Het Het B remoTpaHcdyausx He Hyxaancs
10.2 Het Het CynopoXHblid CUHAPOM B remoTpaHcdy3usx He Hyxpancs
11 BIb-T®C HocoBoe KpOBOTEYEHME, KOXHbIIA Het Tskenas acteHus, genpeccust Ectb
remopparuyeckuii cuHgpom, KKK
12 [H-T®C  Het Het Het B remoTpaHcdy3usx He Hyxzanach
131 M-TOC Het Het [enpeccus Het
13.2 BbIpaxeHHble 3kxMMo3bl, Anddy3Hoe  [THEBMOHMS CMELLIAHHOIO BbipaxeHHas aHuedanonatus, Ectb
IEr04HOE KPOBOTEYEHNE 6akTepuanbHoro reHesa, PIOCB Jenpeccus
14 N3-TOC  Her Het CynopoXHbIiA CHAPOM Ectb
15 N-roc HocoBoe KpoBOTEYEHME, KOXHBbIIA Het Het Ectb

reMopparnieckuii CUHAPOM,
KpOBOXapKaHbe

MPUMEYAHWE. ns naumentos Ne 2, 5, 7, 10 n 13 npuBefeHbl faHHbIe B (ha3e KOMMEHcaUU U AeKOMNeHcaLum.

B3b-T®C — remocharounTapHbIil CUHAPOM, CBA3aHHbIN ¢ BUPYcOM dnwwTeiiHa—bapp; MH-T®C — remodaroynTapHblil CUHAPOM, CBA3AHHbIN

¢ rnomepynoHebputom; [1H — abixatenbHas HefocTaTo4HOCTh; KKK — xenynoyHo-kuiweyHoe kposoTedeHne; N-FdC — remoaroyntapHbIil CUHAPOM,
CBAA3aHHbIN ¢ uHekumen; KT — komnbloTepHas Tomorpadus; J1-FdC — remodaroumTapHblii CUHAPOM, CBA3aHHbIA ¢ numdomoii; J13-TOC — remocharoyntapHbiit
CWHAPOM, CBA3aHHbINA ¢ Neitko3om; M-FPC — remodaroumTapHblii CUHAPOM, CBA3aHHbIA ¢ Mnenomoin; MT-TOC — nocTTpaHenIaHTaUMOHHbIA reModaroUmnTapHblii

cunapom; POCB — pecnupatopHblil AUCTPECC-CUHAPOM B3POCTbIX.

* QHUedhanonaTus (1e30pUeHTaLNAs, ANM30 bl ranoLMHALMIA) BOSHWKNA HA (hOHE HAapacTaHNs Ne4YeHOYHON HeJ0CTAaTOYHOCTH.

3allysi TeMIepaTypbl TeJa, YJydlleHHe PeMaTOJOrHYeCKUX
nokasareseii (sefikouutsl 2,31>6,05 X 109/, mumdouuts
1,05-1,43 x 109/, remorno6un 95102 r/a, Tpom6o-
1uThl 1252 X 109/11), HopMau3aius ypoBHs GUAHPYOHHA
KPOBH MPH COXPAHEHUHU LIUTOJIUTHYECKOTO ciuHapoma. CMepTh
HACTYNWJIa OT KPOBOTEUEHUs] U3-3a MPOPACTAHHST OIMYXOJIbIO
KPYIHbLIX COCYIOB L€ Yepe3 2 Hell. Mocje BBeIeHHs Mpe-
naparos.

Ha6monenue Ne 2. JI-TOC (muddysnas B-kpynHo-
kaerouHas jumdoma [[IABKJI]) npossasica B nebiorte B
BHJIe aCTEHHYECKOrO CHUHAPOMA, MOPGHODYHKIMOHATILHBIMU
U3MeHeHUs nedyenu, cneuuduunbimu i [OC, runepdep-
PUTHHEMHM M PE3UCTEHTHOH K TPaHC(Y3HIM IPUTPOLUTOB
aHemuell. Dbiio mposeneHo 6 KypcoB XHMHOTeparvd B
pexkume R-CHOP21 ¢ noctukeHnem yacTH4HOrO OTBeETa,
TPaHC(Y3HOHHON HE3aBUCUMOCTH, CHUKeHHeM ypoBHS CD.
[Toc/ie oKOHUAHHUST XHMHOTEPAITMH COXPAHSIIUCH YMePEHHAast
MAHIUTONEHUsT, yMEPEHHDBIH LIUTOJIUTHUECKUH CHHAPOM, Ha-
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pacratoliasi nepudepuyeckas NoJHHeRponaTs, TsxKeaas
acrenusi. OpHokpatHo BBoauscs BBUID 0,4 Mr/xr, 6e3
spekra. Heped 9 mec. nocse OKOHYAHUST XUMUOTEpANnu
KOHCTATUPOBAHO MPOrPecCHpoBaHUe JUMPOMbI (MU30JHPO-
BaHHOE MOPaKeHHEe KOCTHOrO MO3ra 6e3 yBeJHUCHUS JINM-
(baTHUECKHUX Y3JI0B U MPU3HAKOB OMYyXOJIEBOIO MOPaXKEHU$
LHC) ¢ onHOBpeMeHHbIM HapacTaHUEM HEBPOJIOTHUYECKOH
CUMNTOMATHKH (MOJIMHEHPONATHH, CHUWXKEHHS CJyXa U
3peHus). dddekra OT NPOBEACHHON XUMHOTEPANIMH HE OT-
MedyeHo. CMepTh HACTYMHJIA OT HE CBA3aHHOH C OCHOBHBIM
3a00JIeBAHUEM [TPHUYHHDI.

Ha6aopenne Ne 3. JI-IDC (ucxomHo —  osuimky-
JisipHast iuM@oMa, LUToJIorHuecKuil tun 1 —2 ¢ tpancdopma-
uuedt B tin 3). [poseneHo 8 kypcos xumuorepanuu. JI-IPC
NPOSIBJSJICS JIMXOPAIAKOH, TBYXPOCTKOBOH LMTONEHHEH, M0~
paXkeHueM reueHu, rurneppeppuTUHHEMUEN, TSKEI0H acTe-
HHeH, COoMpoBOXKIaBILIeHCs HHKHUM napanape3oM. Tepannu
[®C He npoBoausoch; TeueHure 6oJie3HH ObIJIO CTAGUIbHBIM
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Bropuunblii remotharouutapHbiii CUHAPOM

Bech nepuojl HabJo/IeHUs NauueHTKH. CMepTh HACTyNuAa OT
NPOrpeccUpoBaHUs OCHOBHOTO 3a00J1eBaHUS.

Ha6aionenne Ne 4. JI-TDC ([ABKJI). B pesynbrate
tepanuu no nporpamme R-CHOP 6bli1a nocturnyra nostas
pemuccusi. B ¢BA3M ¢ paHHUM PeLMIMBOM MPOBOJAMJIUCH MO-
BTOPHbIE KypCbl MHTEHCHUBHOH XUMHOTEPANUH C HECTOHKHUM
otBetoM. Ha done ouepennoro nporpeccupoBanust JIBKJI
OTMEUEHbI IBYXPOCTKOBAS LIUTONEHUS, THNeppeppPUTHHEMHUS,
JIMXOPaJiKa, pedpaKkTepHas K HECTEpPOMAHBIM MPOTHBOBOC-
NaJMTeNbHBIM CPEICTBAM, aHTHOAKTEPHAJbHOMH, MPOTHBO-
rpuOKOBOK, XUMHOTEpAnuu (HECMOTPS Ha 3HAUYHUTEJIbHYIO
perpeccuio omnyxoJu). [Tocne ogHokpaTtHoro BBenenust BBUI
(0,8 mr/kr) nocturuyra croiikasi anupekcusi. Ko Bpemenu
CMEPTH OT MPOrpecCUPOBaHUsl OCHOBHOrO 3abo0JjieBaHUs
akTBHOCTL [@C GbljIa MUHUMAJILHOM.

Hao6atopenune Ne 5. JI-TOC (posuukyaspHas sumdoma,
uutosiorndeckuil Tun 1 —2). B Teuenue 4 jer mosyunna
18 KypcoB HMMyHOXHMHOTEpAMNUH, Ha POHE KOTOPBIX OTME-
YaJIUCh MEPUOJb! AJIUTENbHBIX LUTONEHUH U MUHUMAJbHOTO
uutosutHieckoro cunapoma. Ilocie 4 kypcos CHOP
o MoBoJy TpaHcopMmalUd B KpynHokJaeTounyto CD20-
HEraTHBHYIO HEXOPKKUHCKYIO JIMM(OMY JOCTUTHYTA MOJHAS
pemuccHsi, OJJHaKO B PAHHHUU MOCTUMTOCTATHYECKUHA MEPHOJL
OTMeUeHbl JIMXopajKa, pedpakTepHasi K MPOTUBOMH(EK-
LIMOHHOH Teparnuu, MaHUUTONeHUs, ObICTPOE MOBbILIEHHE
kouuentpauuu CO (¢ 14 148 1o 58 000 ur/ma 3a 3 aus).
B nanbHeliiem pasBuiicst CylopoxKHbIH cTaTyc. BBoauicst
BBUT B n03e 0,4 mr/kr/cyr. CMepThb HacTynuIa Ha 5-ii IeHb
OT MOSIBJIEHUS JIMXOPAJIKH Ha (POHE OTeKa TOJOBHOTO MO3Ta.

Hao6aonenue Ne 6. MuesogucrniacTHUeCKUA CUH-
apom ¢ del(5q—). Bowinoanena annoTI'CK. Ha 39-i
Jenb nocye amioTITCK v BoccTaHOBJIEHUS] JIOHOPCKOTO
KPOBETBOpeHHUs nosiBUNChL npusHaku [OC: runepdeppu-
turemus (11 140 ur/mn), nopaskenue nedyenu, JMXopajka,
TsKesas acrenHus. Tepanus MaJsbiMU J103aMH 3TONO3MIA
(50 mr/cyt) nauata Ha 167-ii 1eHb nocje yCTaHOBJEHHS
JMario3a nocrrpatcmaantanuontoro ['OC. Habumonanucen
rernartocrjeHoMeraus, MaHIUTONEHUs,  BbIpaKeHHasi
MeyeHouHasi HeJ0CTaTOUHOCTh, UTO CYLIECTBEHHO orpa-
HUUUBAJIO TepaneBTHUECKHE BO3MOXKHOCTH. Uepe3d 3 aHs
JIeUeHUsI 0TMEUa0Ch HEKOTOPOE YMEHbLIEHHE MEeUeHOUHOH
HEJ0CTaTOUHOCTH, 3HUEedANONaTHH, OJHAKO MNOOOUHbIE
shdekTbl  3TONO3UAA (Juapesi, ObicTpoe ycyryOJeHue
NaHIUTONEHUH, PeUUIUB PeOPUIbHON HEUTPOTIEHUH ) T10-
CJIY»KHJIH OCHOBaHMEM K MpeKpalieHuio Tepanuu. CmepTthb
HACTYMNMUJA OT HApacTalouled MOJHOPraHHON HEJ0CTATOU-
HOCTH, TPOMGO3IMOOJUY JIETOUHOH apTEpHH.

Ha6monenne Ne 7. Octpbiit MUes06JaCTHBIH JIEHKO3
(M4 no FAB-knaccuduxauuu). Boinosnena amioTICK.
[Tocsie annoTI'CK B cBsi3n ¢ pelyIMBOM OCTPOr0 MHEJIO-
WIHOTO JIefiKo3a OblIM BBEJIEHbI IOHOPCKHE JIUM(OLUTBI ¢
JIOCTHXKEHUEM BTOPOH pemuccud. OJHAKO 3aTeM MOSBUIIMCh
NpU3HAKK MocTTpaHcmiantaiuuonHoro ['OC: Hapacraioas
ONbIILIKA, JIMXOPAJKa, MOpaXKeHUe TeUeHH, MOJUOPraHHas
HEJIOCTATOUHOCTb, TsKesasi acteHus, anatus. C rmojospe-
HHEM Ha TPOMOOTHYECKYIO MMKDOAHTHOMATHIO TAalUEHTKa
noJyuasna putyKeumao B o3e 375 Mr/m?, 4 exeHese bHbIX
BBejleHUsT — 6e3 apdexra. JIbixaTesibHast HEIOCTATOYHOCTD,
BEpOATHO, Oblja CBA3aHA C MOPAKEHUEM JIEFOUHON TKaHH
Ha (DoHEe peakUMH <«TPaHCIJIAHTAT MPOTHB XO3siMHa». Jle-
TaJIbHOMY MCXOJly OT TIOJIMOPTAHHOH HEJI0CTATOUHOCTH MPeji-
IECTBOBAJIO HApACTAHHE MAHIUTONEHUH, a TaKxKe ObICTPbIH
poct C® B reuenne 7 aueii (¢ 8130 1o 78 440 nr/ma).
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Ha6atonenne Ne 8. Octpblil iuMboOIaCTHBIH J1€iKO3.
Boinosnnena amnoTI'CK. B panHuii nocTrpaHcriaHtauy-
OHHBII Tepuoj mnosiBUUCh mnpusHaku [DC: muxopajka,
yCTOHUMBAs K  MPOTHBOMH(EKIMOHHBIM  MpenapaTtam
LIMPOKOTO CMEKTpa JAEHCTBUS, TalIOLMHO3, HapacTalollas
MOJIMOPraHHAsi  HEIOCTATOUHOCTb,  UNEepPPEPPUTHHEMHUS
(24510 nr/mi). CMepTh HACTYNHAA OT MOJMOPrAHHOH HeJI0-
cratouHocTd. Jlnarno3z ['®C ycraHOBJIEH PETPOCTIEKTHBHO,
JiedeHue He MPOBOJIUIOCh.

Ha6monenne Ne 9. [Mauuent B 13 siet nepenec uH-
(heKLMOHHBII MOHOHYKJIC03 B TsKeJ0H dopme. B Bodpacre
15 sier mpu noBTOpHOM OOpalleHHH ¢ akTuBauuei BIbB-
MH(pEKIUKU Y 6OJBHOTO OTMEUYaIUCh KPOBOTOUMBOCTD, JIMXO-
pajika, yMepeHHas MaHUMTONEHUs, BbIpayKeHHAs OJbIIIKA B
nokoe. YeranossieH guarto3d XABIB-TDC. B reuenue 3 quen
BBOJIMJIH TIPEHU30/I0H 5 MI/KI/CyT, B CBA3H C OTCYTCTBHEM
shdexra Ha 4-ii JIeHb NOC/Ie YCTAHOBJIEHHsI IMarH03a HauaTo
Jedenue no nporokosy HLH-2004. Ha 3-it neHb tepanuu
HOpMaJiM30Baslach TeMreparypa TeJja, Ha 4-il ieHb ucuesna
onbllliKa. Hopmanuzauusi pasMepoB MeUeHH W CeJe3€HKH
oTMeueHa Ha 134-i1 jeHb, paspelleHHe LUTOJUTHUECKOTO
cunapomMa — Ha 164-ii; ypoBenb C®, otieHeHHbIl Ha 213-i1
JieHb JiedeHus, Obl HOpMasibHbIM. [IpoBesieH MoJiHbIH Kype
JiedeHUst B COOTBETCTBHU € MPOTOKOJIOM. C yueToM XOpollero
OTBETa Ha Teparuio aJlJIoreHHYI0 TPAHCIIAHTALIUIO KOCTHOTO
MO3ra He MPOBOJUIIH.

Hao6mopnenne Ne 10. Y GosibHoro B Teuenue 10 nep.
0 MOCTaHOBKU auarHoda XABIDB-I'®C ormeuanuch JuM-
thaneHonaTus, CrJEHOMEraus, JMXOPajKa, MOCHYKUBIIME
MOBOJIOM U1 FOCMUTANU3ALMKY B HH(DEKLMOHHBIH CTallMOHAP.
Mopdosioruuecku B Guonrtate JUM(aTHIECKOro  yaJja
MPU3HAKOB  3JI0KAUECTBEHHOro JiuM(onposindepaTuBHOro
3aboJsieBaHust He BbisiBJAeHO. [IpoBoaunack anTHOGaKTEpH-
ajibHasi Tepanus. Ha 23-it neHb rocnuranusaidy pasBuJcst
CYIIOPOXKHBIH CTaTyC, OTEK MO3ra ¢ HeOOXOAUMOCTbIO B
MCKYCCTBEHHOH BeHTWIsAUMM Jerkux. [lotpeGHocTH B
remoTpanceysusx He Gbl1o. Yposeb C® 28 810 nr/ma.
B Teuenne 3 nHell MpoOBOAMJIOCH JeUEHHE MPEIAHH30JOHOM
2,5 mMr/Kr/cyt, B fanbHeiilieM JeueHue JI0MOJHEHO 3TOMO-
sunom (150 mr/cyt). Yepes 4 u nocie BBeAeHHs 3TONO3H/A
sacukcHposano cHmkenne yposus C® 1o 15 560 nr/mi,
OJIHAKO MALMEHT yMep MPH HApacTaloMX SBJEHUAX OTEKa
rOJIOBHOTO MO3Ta.

Ha6mogenne Ne 11. XABIB-TO®C. Ormeuasnuch
NaHLUUTONEHUS, KPOBOTEUEHHUs] (HOCOBble, DPEKTaJbHbIC),
yMepeHHble MPOSIBJCHUS LHUTOJUTHUECKOTO H XOJecTa-
THUECKOTO CHHJIPOMOB, 3Hiledasonarus, guxopajaka, CO
1434 ur/ma. Yactoe anoynorpebienne NMauHeHTKH aJ-
KOT0JIEM HE MO3BOJIAIO UCKIIOUHTh U TOKCHUECKHH reHes
OMUCAHHBIX U3MEHEHHUH. XUMHOTEpanus He TPOBOIUIIACD.
[Tocsie oTKaza OT asKOroJis COCTOSIHUE YJy4lIMJIOCh, OJl-
HaKO CIJIEHOMETaJlus, SMU30/IMUeCKHe TIOBbILIEHUS TeMIe-
paTypbl TeJia, yMepeHHast UMTOMEHHUs, CHMIITOMbI TeMaThTa
coxpansiorcst. Yposenb CP 6e3 IMHaAMUKH.

Hao6aopenue Ne 12. ITauuenrka ¢ 1989 r. na6Jio-
Jajnach no nosoay raomepynonedpura. B 1991 r. Gbuia
NpoBeJieHa TpaHCMJIAHTALUS TPYMHOH MOYKM B CBSA3H C
TSXKEJON [TOYeUHOH HeJ0CTaTOUHOCThIO. B Teuenue 20 et
cocTostHue OblI0 CTaOGUIbHBIM, NOJydYasa UMMyHOCYTpec-
CHBHYyI0 Tepanuio uukjaocnopunom A. B nosibpe 2011 r.
B TeueHWe 2 JHel MNosiBUIMCH (DeOpu/ibHAs JUXOpaJKa,
LIUTOJUTHUECKUI CUHIPOM, JBYXPOCTKOBasi LMTOIMEHHUS,
runokoaryasius, runepgepputunemus (95 160 ur/ma),
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KapJMOreHHbIH [IOK M3-3a PAclpOCTPAHEHHOIO OCTPOTO
uH(apKTa MUOKapia, B pe3yJsbTaTe KOTOPOTO HACTyMuJa
cMmepTh. JlMarHo3 mocTaBjieH PEeTPOCHEKTHBHO, JieueHue
[®C He NpoBOAUIOCS.

Hao6mopenne Ne 13. ¥V nauuenra ¢ MHOXKECTBEHHOH
MUEJIOMOH OTMeUaJIiCh YCTOUUHBAsT aHeMMUS], JIMXOpaJIKa, re-
narut, runepdeppurunemus (12 200 ur/ma), B cBsi3u ¢ yeMm
ycraHoBjieH auario3 ['DC, CBI3aHHOrO ¢ MHOXKECTBEHHOM
muesiomoi. Ha srane nekomnencauuu (rnpu craGuiusaiiuu
MHOYKECTBEHHON MHEJIOMbI ) OTMEUAJIOCh HapacTaHue reMop-
paruueckoro cunjapoma. [I[puunHoil cMepTH CTajIo MACCUBHOE
JIerouHoe KpoBoTeueHue 6e3 BbISIBJIEHHOrO UCTOUHMKA. Te-
panus [OC He npoBoaMach, T. K. IMarHo3 Obl YCTAHOBJIEH
PETPOCIEKTHUBHO.

Ha6atonenue Ne 14, Y naiyeHTKH ¢ JIMarHo30M 0CTPOro
MHeJIOMOHOG,1acTHOTO JieiiKko3a (M4 o FAB-knaccudukarym )
MOSIBUIMCh JIMXOPAJIKa, aHeMHUs, CIleHOMeraJjiusi, runepgep-
PUTHHEMHST, TIOpaXKeHHe nedeHu, Mopdosiornueckas KapTuHa
remoarolUTo3a, B CBsI3U ¢ ueM ycTtaHoBjieH auarto3 [DC,
cBsizaHHOrO C Jieliko3oM. Teuenue [OC y naiueHTky He olle-
HEHO M3-3a CMEPTH B pe3yJibTaTe cerncuca Ha 3rare UHIyKIuK
NEePBOH PEMHUCCUH OCTPOTO JICHKO3a.

Ha6monenune Ne 15. VY nauuenra Ha ¢oHe MHEBMOHUU
MOSIBUJINCh TeMOPpPArHUeCKUd ¥ aHEeMUUECKHH CHHJPOMbI,
renaTocrjieHoMerasjusi, TspKeJasi MaHLIUTONEHUs], YCTOMH-
uuBasi K TpaHcy3usiM SPUTPOLIUTOB aHEMHSI, JIUXOPajKa,
MopdoJioruueckast KapTuHa remocdaroiurosa B acnupare
KOCTHOTO MO3ra, B CBSI3M C UeM ycTaHoBjieH auariod [PC,
CBsI3aHHOTO ¢ HHPeKLrei. [TapaienbHo ¢ aHTHOaKTepHab-
HBIMH TpernapaTamMmi BBOAMJICS JiekcameTadoH 1o 40 mr B Te-
uenue 4 auet. [Tocse nocTxKeHUst KOHTPOJISE Hajl MHeKIMel
camouyBCTBHE GOJILHOIO HOPMAJIM30BAJIOCh, CIIJIEHOMEraust
ucuessia. CoxpaHsiioTcst yMepeHHast aHeMUsl JIETKOH CTerneHH,
PELUMBUPYIOLIE HOCOBbIE KPOBOTEUEHHUSI.

B ta6.1. 7 npuBeaeHbl CPOKH MosiBAeHUs npu3HakoB [DC
oT 1e610Ta OCHOBHOTO 3a60JieBaHusl, BUJL U 3PPEKTUBHOCTD
JICUEHHUST, TIPOJOJIKUTEJIbHOCTh XKU3HU TOC/Ie YCTAHOBJICHHUS
JIMArHO3a, MPUUMHBI CMEPTH.

OBCYXAEHWE N 3AKNHOYEHUE

Y u3yueHHbIX Hamu 1D B3pOC/bIX MAlLMEHTOB CAMBIMH ua-
CTBIMH (DOHOBBIMH 3a00JieBaHUSIMH TIpU BTOpHYHOM [DC
OblIM  3JI0KAYeCTBEHHbIE JUMQONposudepaTiBHbie 3a60-
gepanusi 1 XABDDB-undexiusi, 4To COOTBETCTBYET JAHHBIM
amurepatypsl [30, 34, 58, 75].

[IposiBiienusi ['PC (3a ucknoueHuem ypoHs CP) y
OMUCAHHBIX MALMEHTOB B LIEJIOM HecrelU(UIHbl, B CBSI3U
¢ ueM auarHoctuka ropuuHoro ['®C cioxkHa u Tpebyert
HACTOPOXKEHHOCTH KAMHULMCTA. Kak mokasaHo B HalIKMX Ha-
6uiofieHusix, B cootBerctBuu ¢ Kpurepusimu A.H. Filipovich
aunario3 ['dC MoxKHO OblIO YCTAHOBUTH y 12 mauueHToB,
a no kpurepusam HLH-2004 — tosbko y 4. Crenyer ot-
METUTb, YTO MHOTHE JabopaTOPHble OTKJIOHEHHS MOTYT
ObITb OGYCJIOBJIEHBI PA3HBIMH PUUMHAMH, HANpUMeEp LHU-
TOCTATHYECKUM U JPYTUMH TOKCHYECKHMH BO3IEHCTBHSIMH,
BOCMA/IMTE/LHBIM H/H/H OMyXoJeBbIM NpoleccoM. Panusis
JIMArHOCTHKA CJIOXKHA, T. K. PUHATbIE B HACTOsILEE BPEMs
KpuTepun xapakrephbl aisi [PC nosnHein cragun. Bee sto
JUKTyeT HeOOXOMMOCTDb Pa3paboTKu GoJiee UyBCTBUTEIbHbIX
1 YHUBEPCAJIbHBIX IHATHOCTHUECKUX KPUTEPHEB.

BoJIbLIMHCTBO aBTOPOB yKa3bIBaloT, u4To ypoBeHb CO siB-
JISIETCsT BaXKHBIM U, B COUYETAHUU C OCTAJIbHBIMH, JOCTATOUHO
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crnietuduuHbiM npusHakoM [DC, 0coGeHHO MpH pPe3KOM
CHMKEeHUM  (paklMK  TJIMKO3WJIMPOBAHHOTO  (heppUTHHA
[5, 6, 8, 9, 11]. ¥ 3 GoJbHBIX NPOBEIEHO HCC/EIOBAHUE
tpakuronHoro cocraBa CO u MOATBEPKACHO 3HAUUTEJBHOE
npeobJialaHie HerJIMKO3UJIUPOBAaHHON (opMbl heppuTHHA,
MPU STOM CTeNEeHb NIMKO3UJIMPOBAHUS HE 3aBUCHT OT 001IeH
koHueHTpauun CP. B Haimx HabumoneHusx ypopeHb CO y
Pa3HbIX MALMUEHTOB OblI MOABEPKEH 3HAUMTEJLHBIM KOJle-
OGaHUsAM, UTO COOTBETCTBYET JIMTEPATYypHbIM JHaHHbIM [30,
34, 68]. Tak, B (haze kommneHcauuu cpenHuil ypopeb CP
cocraBua 5228 + 4616 ur/ma, B haze jekoMreHcauuu —
38 099 + 32 736 nur/ma. 3aduKkcupoBaHHOE ABAXKIb (B
apyrux cjaydasx onpeneneHie CO npoBoaMIOCH pexe)
crpemutesibHoe nosbiiieHne CP (= 3 pas 3a 2—3 nHs) Kop-
peJIpoBasio ¢ ObICTPBLIM (PaTabHBIM YXY/LLIEHUEM COCTOSHUS
natMeHTa, 4To TO03BOJSET B JlasbHEleM paccMaTpuBaTh
JuHaMuKy ypoBHs C® Kak MOTEHLHANbHO CKPUHHHTOBBIH,
MOHUTOPHHIOBBIH M MPOrHOCTHUYECKUH Mapkep. Ha puc. 3
u 4 1nokasaHa juMHaMKKa HapacTanusi KoHueHtpauuii CP y
nauueHTos Ne 3 u 7.

CreneHb yBeJMUEHHS CeJIe3eHKH, ONUCAHHAS NPH Mep-
BuuHoM [DC, 1o suTepaTypHbIM JNaHHBIM, 3HAUUTENbHAS.
Kak npaBuJio, cesie3enka BblcTynaJja u3-moj Kpas pe6GepHon
Jyrd ¥ Obl1a J0CTyrHa Tpu najbnauud. [Ipu BTOpHUHOM
[®C B nHamux HabJofeHUSIX ceJie3eHKa Oblla yBeJnueHa
He3HauyuTebHO, Y 5 (55 %) M3 9 naumeHToB CrieHOMeraus
onpeefaach JUlib HHCTPYMEHTALHO.

YcTolunBasi K MOBTOPHBbIM TpaHchysusaM aHeMmusi 6e3
MPU3HAKOB T'e€MOJIH3a W aKTUBHOTO HEKOHTPOJUPYEMOTO
KPOBOTEUEHHS SABJSETCS, TOMHMO TUNEepepPUTHHEMHH,
XapakTepHbIM Npu3HakoM BTopuuHoro [PC, uto noarBep:k-
JlaeTcs B OMUCAHHOH Hamu rpymnne GoJibHbIX. [lpu yeyry-
OJICHUM aHEMHH Hapsily ¢ JIPYTMMU MPUUMHAMHM HEOOXOIAUMO
YUUTBIBATb BO3MOKHOCTD Jiekomnencalyn [OC.

[TopaxkeHus HeJUMQOUAHBIX OPraHoB — HEPBHOH
CUCTEMbI M JIeTKHX — uactoe mposisieHue [OC [90]. B
onucaHHOi Hamu rpyrine y 66 % nauuentoB OblIM BbISB/IEHbI
TE WK MHblE PU3HAKH MOPaXKEHHUsI HEPBHOI cucTembl. Hau-
6oJiee TUTIHUHBIE — TsXKeJ1ast aCTEHUS, He COOTBETCTBYIOLIAS
CTENeHU aHeMHUHU (1 = 5), U CyAOPOKHbBIH CHHAPOM (11 = 3).
Y BceX NMalMeHTOB HapacTaHHe HEBPOJOTHYECKOH CHMITO-
MaTHKH OTMEYa/J0Ch OJJHOBPEMEHHO C JPYrHMH MPU3HAKAMU
tharasibHol ekoMnencaiyu [OC.

[Ipy mnopaKeHUH JIErOUHOH TKAHU JIETAJbHOCTDb, 110
JAHHBIM JIUTepaTypbl, goctrraet 88 % [5]. Pentrenonoru-
yeckd (UKCHpyeMble U3MEHEHHSs B JIETKUX HecrelU(pUUHBL.
XapakrepHoe st [PC Hasuuue MeBpasbHOrO BbINOTA
W/MIM  anbBEOSIPHO-MHTEPCTHLMANLHO — HH(UILTPALIMHI
no tuny PICB [90] nabmopnanoch y 3 nauueHToB. [eHe3
JU(PPY3HOro JIErOYHOr0 KPOBOTEUEHHS Y OJIHOTO M3 HHUX HE
BIOJIHE 5ICEH.

Buausinne T'OC Ha Teuenne B-KieTOUHBIX HEXOLKKHHCKHUX
aumcpom Tpebyer uzyuenust. B pabore M. Miyahara u coasT.
(rpynna us 7 nauuentos ¢ JIBKJT) Bbickazano npernosioxeHue,
uto pagsutie [PC dBasgeTcs: (HakTOPOM IMJIOXOrO MPOTHO3a
(y Bcex mauuenToB ¢ JIBKJI oTmeuannch pe3ucTeHTHOCTb K
MPOBOMMMOI Tepanuu W/WaM pasBuTHE PaHHEro peLyIuBa)
[65]. BoamozkHo, natenTsl ¢ [PC, cBA3aHHBIM ¢ JUMPOMOH,
HY?KJIAI0TCS B paHHEH UHTeHCUDUKauuu Tepanid HXJT.

CpoKH KJIHHUYECKHUX MPOSIBAEHHH U3OLITOYHON Makpo-
tharanbHo# aktuBauud npu [OC BapbUPYIOT OT HECKOJIBKHX
Hezle b J0 HecKoJbkux JieT. Teuenune ['DC, cBszaHHOrO €O
3J10KaU€CTBEHHBIMHU 3a60JIeBAHUSIMH CUCTEMbI KPOBH, MOXKET

KAMHMYECKAS OHKOTEMATOAOTHA



Bropuunblii remotharouutapHbiii CUHAPOM

Tabnuua 7. Te4yeHve 1 nevYeHne BTOPUYHOIO remocparoumTapHoro cuHapoma

CraTyc 0CHOBHOrO [inutensHocTb NpopomxuTensHocTb
3a60neBaHus KO BPEMEHH Jleyenue neyeHus 1o XU3HU nocne
YCTaHOBNIEHUA fUarHo3a OCHOBHOI0 BbIIBNEHNS YCTaHOBNEHUSA
Ne Tun FoC roc 3abonesanns T'®C, Am Jleyenne NPC QMarHo3a, i MpuynHa cmeptu
1 JI-ToC J1B, nporpeccuposanue, [porpammHas 290 [ekcameTasoH 40 mMr+ 14 [porpeccupoBanue
nepBuYHas XNT putykeumao 375 mr/m? OCHOBHOMO
XUMUOPE3UCTEHTHOCTb 1 BBEJEHNE 3a60/eBaHns
2 JI-ToC [BKJ1 B gebiote lMporpammHas XT 1 BBUT 0,4 mr/kr 533 Acnmpauns pBOTHbIX Macc
O[IHOKPATHO
3 JI-fec OJT umtonoruyeckoro Tuna  fMporpammuas XT 292 Her 43 lMporpeccuposanne
2, TpaHcchopmaums OCHOBHOIO
B TUN 3, NepBUYHast 3a60eBaHns
XUMUOPE3UCTEHTHOCTb
4 JI-Iec [BKJ1, BTOpnyHas [porpamMmHas XT 647 Het 114 lporpeccupoBaHne
XNMWNOPE3NCTEHTHOCTb OCHOBHOTO 3a6011€BaHMA
5 JI-I®C ®JT umTonornyeckoro lporpammHas XT 1608 BB 0,4 mr/kr 712 [®C, NMOH
TMna 2, nporpeccus n O[IHOKPATHO
TpaHcdopmaums B Tun 3
6 MT-eC  MAC, 59— aHpTKM 39° Mansble 403bl 3TON03KAA® 190 [®C, TAJTA
7 NT-T®C  OMJI, M4, BTopas nonHast  [porpammHas XT, 226° Putykcuma6 375 mr/m? 24 [®C, NOH
pemuccus aHpTKM, WOn  112° 4 BBeJeHNS,
npesHW30i0H 60 mr/cyT
8 NT-ToC  B-0J1, BTopas nonHas Mporpammuas XT, 16° Het <1 [oC, NOH
pemuncens aHpTKM
9 B3b-T®GC XAB3b HLH-2004 0 HLH-2004 2805+ (Ha 14.07.14r.)  OcTaercs nog HabnoAeHNEM
10 B3B-T®C XAB3b Het 65 atono3na, UMKnocnopuH A* - 36¢ [®C, 0TeK rofoBHOTO
moara, NMoH
11 B3B-T®C XAB3b Het 90 Het 725+ (Ha 14.07.14r.) Ocraetcs noa
x HabnaeHnem
12 TH-T®C  XMHBIH TpaHcnnanTaums 21 rop Her <1 roc, OUm
TPYNHOIA NOYKM
21 rop Hasap
13 M-T®C MM, xumnopeancteHTHoCTb [porpammHas XT 44 Het 74 [®C, neroyHoe
K NepBo MHUK KpOBOTEYeHMe
14 N3-T®C  OMJ1, M4, nepsbiit ocTpblit  MporpammHas XT 0 Het 3 KateTep-accoummpoBarHblii
nepuoa cerncuc
15 WN-ToC HeBMOHMS Nmunenem/ 2 Mynbc-Tepanus fekca- 1265+ (Ha OcTaetcs nog
LunacrartuH MeTa30HoM 40 mr/cyT 14.07.14r.)? HabneHnem

B-OJ1/T — B-KneTo4Hblit 0CTPbIA NUMDO6MACTHLIA Neitko3; aHpTKM — annoreHHas HepOLCTBEHHAA TPAHCMNAHTALMUA KOCTHOrO Mo3ra; BAb-TOC —
remocdparounTapHblii CUHAPOM, CBAA3aHHbII ¢ BUPYycoM AnwTeiHa—bapp; MH-F®C — remodharounTapHblii CUHAPOM, CBA3aHHbIIA C FOMEPYI0HePUTOM;

NBKIT — auchdpysHas B-kpynHoknetoyHas numdoma; N-FeC — remoaroyntapHblil CUHAPOM, CBA3AHHbIN C MHAeKUneid; OJT — nHdy3ns LOHOPCKNX
numcpoumtos; J1-FOC — remodharoumTapHbiii CUHAPOM, CBA3AHHBIV ¢ nuMdomoit; JI6 — numdoma bepkutta; J13-TOC — remoaroyntapHblil CUHLPOM,
CBA3aHHbIA ¢ neiiko3om; M-T®C — remocbarounTapHblil CUHAPOM, CBA3AHHbIN ¢ Muenomoit; MIC, 5q— — MuenoamcnnacTuyecknii CUHAPOM C AeNeumneil AIMHHOro
nneya Xxpomocombl 5; MM — mHoxecTBeHHas muenoma; OIM — ocTpblit HgapKT Muokapaa; OMJ1, M4 — ocTpblit MUenouAHbIA Neinkos, BapuaHt M4 no FAB-
knaccudpukaunn; NMNOH — nonuopraHHas HeaocTaTo4HOCTh; MT-FTOC — NOCTTPAHCNNAHTALMOHHbIN reModharoumnTapHblii cuHLpom; TAJIA — Tpom603m60nus
neroyHoi aptepun; OJ1 — donnnkynapHas numdoma; XABIb — xpoHuyeckas akTuBHas UHAEKLMS, BbI3BaHHAs BUPYCOM AniiTeiHa—bapp;

XNT — xummnonyyesas tepanus; XMHBIH — XpoHuyeckuint Moponornyeckn HeBepuguUMPOBaHHbIA rnomepynoHedpuT; XT — XumunoTtepanus.

213 HUX 5 Hel B cTaguu JeKommneHcauni.

% B cBs3n ¢ Tem, 410 FPC y AaHHbIX NauneHToB nossuaca nocne aHpTKM, 0TcHeT BpeMEHM Ha4aT co JHA TPaHCNaHTaLum.

® Tepanus Hayata Ha 167-1 AeHb nocne yctaHosneHus guarHosa MT-FOC.

" Vka3aH cpok ot U[J1.

A Tepanus HayaTa Ha 25-i ieHb NOCNe YCTaHOBNeHNs anarHo3a B3b-TdC.

® 113 HUX 2 BHA B CTAAMM [eKOMMeHcaLnn.

*Y AHHOW NAUNEHTKN BbISBIEHO CHIKEHME akTUBHOCTI NK-KneToK. JleyeHne He npoBoanTCS.

¢ Tepanuu He Nomy4aeT, PeLMANBUPYIOLLME HOCOBbIE KDOBOTEYEHNS.
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Puc. 3. [OuHamuka HapacTaHus KOHLEHTpauui CbIBOPOTOYHOrO
epputnHa y naumeHTa Ne 3

Fig. 3. Serum ferritin concentration growth dynamics in patient #3

www.medprint.ru

Puc. 4. [QuHamunka HapacTaHus KOHLEHTpauui CbIBOPOTOYHOIO
heppuTrHa y nauymeHta Ne 7

Fig. 4. Serum ferritin concentration growth dynamics in patient #7
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He 3aBMCETb OT CTaTyca OCHOBHOrO 3a60JieBaHUsl, TIOITOMY
nauuentsl ¢ [PC naxke npu 10CTHKEHHH 0G'BEKTUBHOTO OT-
BeTa Ha Teparuio HyXKAalTCs B TIATEJAbHOM HAOJIOACHUH B
npouecce U 1ocJjie OKOHYaHUst MPOTHBOOITYXOJIEBOTO JIEYEHHUSI.

[Tosnpee (B T. 4. peTPOCHEKTHBHOE ) YCTAHOBJIEHHE JIMar-
Hoza I'®C B onucanHoil Hamu rpynne GoJbHBIX, HanboJsee
BEPOSITHO, ObLIO BeIylleld MPUIUHON BBICOKOH JIeTAJbHOCTH,
T. K. Cpej/iHee BpeMsi Hauasia JieueHUst OT M0sIB/JIEeHUs IPU3HAKOB
[DC cocraBuiio 75 aneit. [1pu pellieHun Borpoca o JiedeHHH
BLIGOP MPenaparToB A0JKEH POBOJAUTBLCS C YYETOM OCHOBHOM
npuunHbl, Bbi3aBlled ['PC. HUpesBblyallHO BaKHBIM Mpej-
CTaBJISIETCS MAKCHMANILHO paHHee (JIHY, a He HeJlen!) Hauao
aJIeKBaTHOH Tepariu, 1azke B TeX cIydasx, Korna auardo3 [OC
UMeeT MPeNoJIoKUTENIbHbIN XapakTep [58, 91].

KOH®JNUKTbl UHTEPECOB

ABTOpBI 3a5IBJISIIOT 06 OTCYTCTBUU KOH(JIMKTOB HHTEPECOB.

NCTOYHUKU ®UHAHCUPOBAHUSA

HccnenoBanue He UMesio CﬂOHCOpCKOﬁ MOJICP2KKH.

BKJIALL ABTOPOB

Konuenuusa v quzain: B.I" TToranenxko.

Coop u o6paborka manubix: B.I. TToranenko, H.A. Tlo-
tuxonoBa, A.B. Knumosuu, C.B. Jlanuu, B.M. Kpasuoga,
9.U. IMoposbLesa.

[MpenocraBneHue matepuatoB ucciaenopanus: B.I. Ilo-
rarenko, H.A. TTotuxonosa, C.B. Jlanun.

Ananu3 w wuHTepnperauus aanubix: B.[. Tloranenko,
H.A. TTotuxonosa, A.B. Kinumosuu.

IMoaroroBka pykonucu: B.I. [lotanenko, B.B. baiikos,
M.A. Jlucykos, A.B. Kaumosuu, M.B. DBenoryposa,
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