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PE®EPAT

AkTyanbHocTb. BTOpun4yHbIN remodarountapHbli CUHOPOM
(BreoC) — peakums n3bbITOYHOrO CUCTEMHOIO BOCMNANEHNS
BCNeACTBME WMHMEKLMOHHOIO, OMyxXO/1IeBOrO WM ayTOUM-
MYHHOIO npouecca. B oTcytctBME WMMMYHOCYNPEeCCUBHOM
(MopgynupytoLeit) Tepanun 60/bLUMHCTBO MaLMEHTOB YMU-
patoT OT NONIMOPraHHON HeJOCTaTOYHOCTH.

Uenb. OnucaHue opraHHbIX MNOpPaXeHWn, XapaKTepHbIX
ana 6onbHbIX ¢ BIOC.

Martepuanbl u metofabl. B petpocnektnBHoe wuccnegosa-
HWe BK/IOYEHbl MauWeHTbl, MosyYaBLUME NTeveHne B nepuog
c ntoHa 2009 r. no utoHb 2019 r. [119 NOCTaHOBKN AMarHosa
BIroC ncnonssoBanuck kputepum HLH-2004 1 H-Score. AHa-
M3y MOABEPrHyTbl YacToTa U XapaKTep MOpaXKeHUs Nerkux,
LIHC, neudeHn, Koxu, cepaedHo-coCcyamcTon cuctembl. Bce
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ABSTRACT

Background. Secondary hemophagocytic syndrome (SHPS)
is a reaction of systemic hyperinflammation triggered by in-
fectious, tumor, or autoimmune processes. With no immu-
nosuppressive (modulating) therapy most patients die from
multiple organ failure.

Aim. To describe organ lesions characteristic of SHPS pa-
tients.

Materials & Methods. The retrospective study included pa-
tients treated from June 2009 to June 2019. SHPS was di-
agnosed using HLH-2004 criteria and H-Score. The analysis
focused on the incidence and character of lesions in lungs,
central nervous system, liver, skin, and cardiovascular sys-
tem. All patients with persistent fever received anti-infective
treatment with broad-spectrum antibiotics in line with local

© 2021 NPaKT4YeCKas MEAULIMHA o1



92 B.I'. MoraneHko u ap.

nauneHTbl C YCTONYMBOW NIUXOPAAKON Nosyvany npoTUBOUH-
HEKLMOHHYIO Tepanuio aHTMOMOTMKaAMKM LUMPOKOIro CrnekTpa
B COOTBETCTBMM C NOAXOAaMU, NMPUHATBIMU B KIIMHUKE. Bonb-
Hble C KonnareHosamu 1 onyxoneBbIMU 3a60/1€BaHNAMU, NPU-
Beawmnmn K BOIC, nonyyann CtaHOapTHYO MMMYyHOCyMnpec-
CYBHYIO 1 MPOTMBOOMYXO/IEBYIO TEPANmMio COOTBETCTBEHHO.
Pesynbrartbl. [lpoaHanusvpoBaHbl AaHHble 91 naumeHTa
(41 my>xumHa 1 50 xeHwwuH), megnaHa Bo3pacta — 58 net
(awanazoH 2-90 ner). MpuumnHamu pazsutusa BIOC Obinu
3/10KQYEeCTBEHHbIE OMyXONN CUCTEMbI KpoBu (n = 52; 57 %),
nHekumm (n =11; 12 %), aytoummyHHble 3aboneBaHus (n = 5;
6 %), TpaHCNNaHTaLMs anIoreHHbIX FeEMOMO3TUYECKMX CTBO-
noBbIx KNeTok (n =13; 14 %). ¥ 10 (11 %) naumeHTOB Npu4mHa
He ycTaHoBMeHa. MIMMyHocynpeccuBHasa Tepanusa nposeae-
Ha 71 (78 %) naumneHTy. ObOLLias BbDKMBAEMOCTb COCTaBMNa
27%, megnaHa — 15 gHen npn meamaHe nepuoaa HabntoaeHns
3a BbbkuBwnmn 540 gHen (ananasoH ot 7 gHeln go 10 ner).
KnnHM4ecku 3HaumMmble opraHHble HapyLIEeHUS UMEesi MecTo
y 76 (83 %) naumneHToB. Yalle Bcero npu BIr®C otmevanucb
NMOSIMCEPO3UT, PAaCCTPONCTBa AblXaHWUS, NeYeHOYHble Hapy-
LEHNs, HEeBPOJIOrMyeckaa CUMMNTOMaTMKa OT hoKanbHOro
pecvumta [0 CyoOpOXHOro cratyca. Pexe pa3BuBanvcb
nopaxeHne KOXu (0T MaKy/ie3HoW Cbinn Ao 6ynn ¢ anuaep-
MOJIM30M), HapPYLUEHUS CO CTOPOHblI CepaeYHO-COCYaANCTOWM
CUCTEMbBI B BUAE apUTMUU U/MNW apTepUaribHOW MMNOTEH3UN.
MNpoBeneHne achhekTmHoM Tepanun BIrOC conpoBoxaa-
N0Cb pa3peLleHneM opraHHbIX MOpPaXxeHui.

3aknto4veHue. B O®C moxeT ObITb NPUUNHON AblXaTe/IbHOM’
HEeAOCTaTOYHOCTH, MOSIUCEePO3nTa, Pas3/IMYHbIX HEBPOIO-
rMYeCcKUX HapyLIeHWA, LMTONEHUN Y 60/IbHbIX C HEOOBSAC-
HUMbIMU NIMXOPAAKOM, LUUTOUTUYECKUM W/MNK XonecTa-
TUYECKMM CUHAPOMOM. [lpenmylLlecTBEHHOE MopaxeHue
opraHa, a TakXe KnHu4eckne n nabopatopHble NposB/e-
H1A BIrOC moryT oTanyaTbCa y pasHbIX MaLMeHToB.

KntoueBble cnoBa: remodharoumtapHblii CUHAPOM,
deppuUTMH, BOCNaneHue, <UUTOKUHOBLIA LUTOPM>,
3TON03MA, MHheKUnsa Bupycom dnwrtelriHa—bapp.

MonyuyeHo: 2 aBrycta 2020 r.
MpuHaTo B neyatb: 29 Hos6psa 2020 1.
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hospital practice. Patients with collagenosis and tumors,
which caused SHPS, received standard immunosuppressive
and antitumor therapy, respectively.

Results. The analysis covered the data of 91 patients (41 man
and 50 women), median age was 58 years (range 2-90
years). SHPS was caused by hematological malignancies
(n=52; 57 %), infections (n = 11; 12 %), autoimmune diseases
(n =5; 6 %), and allogeneic hematopoietic stem cell trans-
plantation (n = 13; 14 %). In 10 (11 %) patients no cause was
identified. Immunosuppressive therapy was administered to
71(78 %) patients. Overall survival was 27 % (median 15 days)
with median follow-up for alive of 540 days (range from
7 days to 10 years). Clinically significant organ lesions were
identified in 76 (83 %) patients. Most commonly SHPS was
reported together with polyserositis, respiratory and hepatic
disorders, and neurological symptoms from focal deficit to
seizure status. Less often skin lesions (from macular rash to
epidermolysis bullosa) and such cardiovascular disorders as
arrhythmia and/or arterial hypotension were observed. The
effective SHPS therapy resulted in restoration of organ func-
tions.

Conclusion. SHPS can cause respiratory disorders, polyse-
rositis, different neurological disorders, cytopenia in patients
with unexplained fever and cytolytic and/or cholestatic syn-
drome. Primary organ lesions as well as clinical and labora-
tory manifestations of SHPS may vary in different patients.

Keywords: hemophagocytic syndrome, ferritin, in-
flammation, cytokine storm, etoposide, Epstein-Barr
virus infection.
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BBEJEHME

FemodaronuTapHbiil TUMGOTrUCTHUOLUTO3, WU TeModa-
ronuTapHbli cuHApoM ([PC), — 3To TsKesbI BoCHaIU-
TeJbHBIM NpoLecc, B MaToreHe3e KOTOPOIro KJIOYEBYIO
pOJIb UrpaeT aKTHUBaLUs MaKpodaros, LUTOTOKCUYECKUX
JUMGOLUTOB U ecTeCTBeHHbIX KuiepoB (NK-kyeTok),
pa3BUTHE JIABUHOOGPA3HOM THIEPLUUTOKHHEMUHM, WU
TaK Ha3blBAeMOI'0 LIUTOKWHOBOTO IUTOPMA C TSXKeJbIMU
BTOPUYHBIMH TKaHEBBIMU NOBPEXJeHUsAMH [1].

Bnepeie I'®C 6b1 onucan J.W. Farquhar wu
A.E. Claireaux B 1952 1. [2]. B cOOTBETCTBUU C aKTyaJbHOU
kJaccuprkanuein MexJyHapoJHOr0 TMCTHOLUTAPHOIO
o61iecTBa nepBUYHbIM U BTOpU4yHbIH ['PC (B['DPC) oTHO-
csaTcs K H-rpynne ructuonutosos [3].

[IpoBonupoBaTh pa3Butue ['GC MoryT uHbeKIU-
OHHBbI€, ONyX0JIeBble, ayTOUMMYHHbIe 3a60/1eBaHUA U UX
couyetaHus. Knunuvyecku I'OC nposiBisieTcsi, Kak Ipa-
BUJIO, YIOPHOM JIMXOPa/iIKOH, yBeJMUeHUEeM IIeYeHU U ce-
JIe3eHKH, pa3BUTHEM IOJMOPTraHHOM HeJ0CTaTOYHOCTH,
LUTOMEHUU U BTOPUYHBIX UHeKIUH [4-6].



http://bloodjournal.ru/

[lepBuunbli '®C oTHOCHUTCA K ayTOCOMHO-pelec-
CUBHBIM, TeHETHYeCKH 00YyCJOBJEHHBIM 3a60/1eBaHUAM,
00BIYHO pa3BUBAaEeTCS y JeTel MepBbIX JET XU3HU [7].
BI'®C MoxeT BO3HUKHYTh BJII060M Bo3pacTe. AJITOPUTMbI
JleyeHUs1 NepBUYHOro U BTOopuyHoro I'PC, HecMoTpA
Ha obliue yepThl NMaToreHesa, pasinyarmTcsa. Hanbosee
3¢ deKTHUBHOMN MporpamMMoi NaTOreHeTUYECKON Tepanuu
nepBudHoro 'OC y netelt apasetcsa nporokos HLH-1994.
B npoTokos1 BXOAAT 3TONO3U/, LUKJIOCIOPUH A U JieKca-
MeTa30H, Tepanus NPOBOAUTCA B TedeHHe HEeCKOJbKHX
MecsueB [8]. [Ipu BI'®C onucaHo paspelieHne KIUHUYE-
CKUX MNpOsIBJIEeHUH 0e3 MCNO0JIb30BaHUs HallpaBJIeHHOMN
VMMYHOCYIIPECCUM NPHU YCHENIHOM JIeYeHUM NPUYHHBI
[9, 10]. B cnyvasx, korja OoHAa OCTAaeTCs HEBBbIICHEHHOMU
WY JedeHue HeaGPeKTHUBHO, [ KyIUPOBaHUS MaKpo-
darasbHON TUNEepaKTUBALUU I0Ka3aHO IpPUMeHeHHe
MMMYHOCYTIIPEeCCUBHbIX cpeacTB [11, 12].

Tepanus BI'®C y B3poc/ibix 60JIbHBIX HE pa3paboTaHa,
M03TOMY, KaK NpaBUJ/IO, 32 OCHOBY OepeTcsl NPOTOKOJI,
NpUMeHsieMbIl B NeJjMaTpuyecKoi npakTuke. [lo3y 3To-
N03U/Ja IPU 3TOM peKoMeHAyeTcs CHkaThb [11]. OnucaHa
Takxe 3QPeKTUBHOCTb BbICOKUX 103 UMMYHOIJIOOYJIMHOB
npu BIoC [11, 13].

Hau6osnee yacto BI'®C BcTpewyaeTcss mpu 3Ji0Kade-
CTBEHHBIX ONYX0J5X, UHQEKLMOHHBIX Npolieccax (BUpPYC
dnuteina—bapp [B3B], seitiiumanuos u fp.) U peBMa-
TUYeCKHUX 3abosieBaHUAX (6ose3Hb CTuiia u fp.). [lpu-
613uTenbHO ¥ 20 % 60s1bHBIX TpUuurHa BI'OC ocTaeTcs
HeBblsicHeHHOU [14, 15]. O6uwas yactota BI'®C cpeau
BCex manueHToB c juMdomamu gocturaet 0,9 % [16].
Y GOJIbHBIX C HEXO/KKMHCKMMU JUMPOMaMM YacToTa
BoIsiBJieHUs: BI'®C pgoxoput fo 2,8 % [17], v 60bHBIX
C OCTPbIMU MHEJIOWJHBIMHU JIeMKO3aMH, IOJy4YarlLUx
WHAYKLHUOHHYIO Tepanuto, — 70 9 % [18].

CrieKTp opraHHbIX nopaxkeHu# npu BI'OC mupokui.
HanboJiee yacTo B IMTepaType ONUChIBAIOTCA HapyLIeHUs
CO CTOPOHBI ITeYeHy, JieroyHout Tkauu u LIHC [4, 6, 12, 19,
20]. OrcytcTBHe cneupUIecKUX NPOsIBJAEHUHN OPTaHHbIX
MOpa)KeHUH YacTo NPUBOAUT K 3all03/1a/101 JUarHOCTHUKe
Y HeCBOEBPEMEHHOMY HauaJly Tepaluu.

XapaKTepHUCTUKAa KJMHUYECKUX M J1abopaTOPHBIX
NpOsIBJIEHUHM MOpPa)KeHUs1 OPraHOB U CUCTEM, THUIIMYHBIX
[t nanyeHToB ¢ BTOC, cTana nesibio HacTosie paboThI.

MATEPWAJIbI U METO/1bl

[IpoBefieH peTPOCHEKTUBHbIM aHaau3 JaHHbIXx 91 ma-
LIUeHTa, y KoToporo B nepuoz ¢ utoHsa 2009 r. no uoHb
2019 r. Ha OCHOBAaHUU JIUXOPAZKU 0e3 BBISIBJIEHHOTO
oyara UHQEKIUU U YCTOMUMBOM K NPOTHUBOUHPEKIU-
OHHBIM MEpONPUATHUAM, CTOMKHUX LUTONEeHUH, mopa-
JKeHHUs JlerouHol TkaHu u/uan LJHC 6bL1 3anofo3peH u
noaTBepxk/eH fuardHo3 BI'®C. [l mocTaHOBKU JUarHosa
npumeHsauch kputepuu HLH-2004 (ta6a. 1) u H-Score
(tabus. 2) [12, 21]. Ans noxncyeta H-Score ucnosnb3oBaics
kanbkyasaTop (http://saintantoine.aphp.fr/Score/).

[Ipu ucnosnb3zoBanuu kputepueB HLH-2004 B HacTo-
Alled paboTe He UcclefoBasach akTUBHOCTb NK-kJeTok
neprudepuyeckoil KpOBU U KOHILIEHTPaLUsl paCTBOPHUMOM
MoJsiekysnbl CD25 B cbhIBOpOTKe (BBHUAY TeXHHUYECKOU
HeJIOCTYITHOCTH BBINIOJIHEHUS TECTOB B N1epUO/, BeJleHUs
BKJIIOUEHHBIX B HCC/Ie/J0BaHUe NallueHTOB).
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Ta6nuua 1. Kputepun gnarHoctnku nepsuyHoro FdC (HLH-2004)
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BbisiBNeHne MyTauuii reHoB, accoummpoBaHHbix ¢ FOC, u/mnm 5

13 8 NpM3HaKoB:

Jvxopagka.

. CnneHomeranms.

Bu- unu naHumToneHus:

remorno6ut < 90 r/n (<100 r/n y feteil B BO3pacTe <4 Hep.);

TpoMGouuTbI < 100 x 10%/n;

HerTpohunbl <1x 10%n.

[vnepTtpuranuepuaemus (= 3 MMonb/n, unu = 265 mr/an) u/nam

runocubpuHoreHemus (< 1,5 r/n).

. Mopdonornueckast KapTuHa remocharounTosa B Gnontatax
KOCTHOrO MO3ra, CeNe3eHku unu numdaTnyeckux y3nos. Het npu-
3HAKOB 3/10Ka4€CTBEHHOI ONyXO/N.

6. Huskas unm otcytcTBytoLas akTMBHOCTb NK-kneTok.

7. KoHueHTpauus epputuHa cbiBopoTku = 500 Hr/ma.

8. MoBblLLEHNE KOHLEHTPALMM PacTBOPUMOIE MONEKY/IbI

CD25 > 2400 ep./mn B CbIBOPOTKE.

>~ 00 0 wWN—

ol

[®C — remodaroumnTapHbli CUHLPOM.

Ta6nuua 2. Kputepum guarHocTtmkun stopmyHoro FdC (H-Score)

Mapamertp Bannbi

/13BecTHas nMMyHocynpeccus™

Hert 0

Ectb 18
Temnepartypa Tena, °C

<384 0

38,4-39,4 33

>39,4 49
OpraHomeranus

Het 0

['enato- nan cnneHomeranms 23

['enato- n cnneHomeranus 38
KonnyectBo yrHeTeHHbIX POCTKOB KPOBETBOPEHNS™

1 0

2 24

3 34
KoHueHTpaLmsa thepputuHa CbiBOPOTKM, HI/MA

<2000 0

2000-6000 35

>6000 50
KoHLeHTpauus TpuranLepuaoB CbiBOPOTKU, MMOSb/N

<15 0

1,5-4 44

>4 64
KoHueHTpaums thubpuHoreHa nnasmsl, r/n

>25 0

<25 30
KoHLeHTpaums acnaptataMMHoOTpaHchepasbl

CbIBOPOTKM, ME/n

<30 0

>30 19
[emocharoumnTo3 B acnmpare KOCTHOro Mo3ra

Hert 0

Ectb 35

[®C — remocharoumnTapHblii CUHAPOM.

* BUY-nHhekumnsa nnv anutenbHas IUMMyHOCYnpeccuBHas Tepanus (1. e.
NPUMEHeHNe FIIKOKOPTUKOCTEPOUAOB, LMKIOCNOPHHA A, a3aTnonpuHa).
** CemMorno6uH < 92 r/n, u/man nekoumtsl < 5 x 10%/n, u/unun TpoMGOLNUTLI
<10 x 10%n.



94 B.I'. MoraneHko u ap.

B aHa/sM3 BKJ/IIOYEHBI Ce/yloliyue XapaKTepUCTHUKHU:
10JI, BO3pacCT MallMeHTOB, 3a60/ieBaHMs, MOCTYKUBLIHE
HauboJsiee BeposATHON mpuuuHOW pasButusg BIDC, me-
pHOJ OT NMOSBJIEHUs aJob 0 BepudUKaLMK JUarHosa.
B TeueHue cyTok oT guarHoctuku BI'OC ([-1-/J+1) npo-
aHaJIM3UPOBAHbl CJeAyolye MOKasaTeJHd CbIBOPOTKHU:
aKTUBHOCTb aJlaHMHaMUHoTpaHcdepaswl (AJIT), acmap-
TaTaMuHOoTpaHchepaswl (ACT) u wesnoyHod docdaTasbl
(II®), xoHUeHTpauuss OWJIUPYOWHA, TPUIVIUIEPUOB,
NpOKa/JbLUTOHUHA, C-peakTHBHOTO Oesika, 00Liero u
[JINKO3UJIMPOBAaHHOTO $eppuUTHHA, IUTOKUHOB, @ TaKXe
KOHIleHTpauus ¢ubprHOoreHa Mja3Mbl.

Jl/1s1 ©3MepeHUs CbIBOPOTOYHOM KOHLeHTpaL UM pac-
TBOpUMOMN MoJieky/abl CD25 ucnosib3oBaivch peaKTHUBBI
komnanuu Bender Medsystems (ABcTpusi), pacTBOpUMOH
Mosiekysnbl CD163 — USCN Life Science (Benbrus),
KOHI[eHTpAalU UHTEePJEeUKUHOB-6, -8, -10 1 untepdepo-
Ha-y — «llutokun» (Poccus), untepiaelikuHa-18 — «Bek-
Top-Bect» (Poccus).

W3yyeHbl Takxe pe3y/bTaTbl PEHTIeHOJIOTMYeCKHUX
Y YJbTPa3BYKOBBbIX HCCAeJOBAaHUN OPraHoB TIpyJHOMN
KJIETKH, OPIOIIHON M0JI0CTH, MaJIoro Tasa, BbIIOJIHEHHbBIX
B TeueHue 7 JHel o ycraHoBeHUs B['®C. PentreHnoso-
ru4ecKye UCCJeloBaHusl BKJIOYaIM KaK MPOEKLHOHHYIO,
TaKk W KOMIIBIOTEPDHYI0 peHTreHorpapuio TpyAHOU
KJIETKH, OPIOLIHON MOJIOCTH.

[ yHuGUIIMPOBAHHOM OLEHKH pa3MepoB IpPOBO-
JIMJIM pacyeThl MJIOIIAAU MIPOOJIBHOTO Cpe3a cesie3eHKU
Y KOCOT'0 BePTUKAJIbHOT'O pa3Mepa MpaBoy A0/11 NedeH!
[22]. B cBsI3u ¢ pas/iIMYHbBIMU BO3PACTHBIMU HOPMaMHU B
aHa/Iu3 BKJIIOYAJIHCh TOJBKO pe3y/bTaThl 00CIe0BaHUsA
60JIbHBIX cTaplie 18 seT.

/151 GUOXMMHUYECKOTO Y KJIMHHUYECKOr'0 aHaJIu30B
KPOBH HCIOJIb30BaJHUCh METOAUKH M peareHThl, IpUMe-
HsieMble B 00111el KJIUHUYecKol npakTuke [23]. [Ipu aHa-
Jli3e TOKa3aTesed KJIMHUYECKOTO aHajlh3a KpOBHU
VICKJ/II0YeHbI 60JIbHbIEe BHE PEMUCCUH ONYX0Jel CUCTEeMbI
KpPOBHM, a TakXe IMO0JIyyaBIlIHe LUTOCTAaTUYECKYI0 Te-
panuo. [Ipy pacueTe MeiMaHbl KOJIMYECTBA JI€HKOLIUTOB
Y HeUTpoUJIOB He YUYUTHIBAIUChH JaHHble MallMeHTa C
6oJie3Hbl0 CTuJL1a. [IpOLEHT IMKO3UJIMpPOBaHHOTO dep-
pPUTHHA CBIBOPOTKHU YCTaHaBJMBAJM MeTOJ|OM, IpejJio-
»>keHHbIM M. Worwood u coaBT. [24] u ajanTUpOBaHHbIM
B.I. [loTaneHko u coaBT. [25].

3a npoapoManbHbii nepuos BI'PC npuHAT mpome-
J)KYTOK OT MOSIBJIEHUS LUTOJIM3a WM X0JlecTas3a, HeoO'b-
SICHUMBIX JAPYTMMHU NPUYMHAMHU, [0 AebloTa JUX0PaJKH,
pedpakTepHOH K NPOTHBOUHGEKLMOHHBIM Meponpusi-
TUSIM, /WM OpraHHbIX HapylleHUH. [lopakeHUe JIeTKuX,
IHC, koXM ycTaHaBJMBaJOCh B CJydae MOSBJIEHUA
HeOO'bSICHUMBIX OJIbIIIKH, HEBPOJOTHYECKUX Xajao6 u
CbIIM COOTBETCTBEHHO. [lopakeHUe cepAedyHO-COCYAU-
CTOM CUCTEMbl KOHCTAaTUPOBAJIOCh B CJydyae BBISIBJIEHUs
apuTMHUH{, apTepuaJbHOM TUIOTEH3UM, KOTOpble He
MOTJIY ObITh 00'bSICHEHBI ;PYTUMH IPUUYHHAMHU.

Bce nanueHTBI € JIMXOPaZKOW MOJydasd NPOTHUBO-
MHQEKIMOHHYI0 Tepalnuio, BKJIIOYABIIYy0 aHTUOUOTHUKHU
IIMPOKOTO CIEeKTpa, NPOTUBOIPUOKOBbIE U MPOTUBOBU-
pycCHbIe Cpe/iCTBa, 0 NpaBUJIaM, IPUHATHIM B JleueOGHOM
yupexxJeHur. Xupypruieckasi caHalusl BbINOJIHSIACh 110
HeoOXoUMOCTU. Bce GoJsibHbIE C reMaTOJOTHYECKUMU
3/I0KQYeCTBEHHBIMU  ONYXOJSMU  TOJydaJu JeKap-
CTBEHHOE IIPOTHBOOIIYX0JIeBO€e JleueHHe B COOTBETCTBUHU

KTMHNYECKAA OHKOTEMATO/TON 4

C POCCUMCKHMM U 3apyOeXHbIMU KJIWHUYECKHUMH peKo-
MeHJauusaMu [26-29].

AxTuBHYy10 BOB-nHbeK1MI0 ycTaHABIMBAINA HA OCHO-
BaHUU BbISIBJIEHUS aHTUTeJ] K paHHEMy U KallCUJHOMY
a"HTureHaM BIbB, HeoOBbACHUMOUN CTOMKOUN JHUXOpPaZKH,
acTeHU4ecKoro u 1uMeonpoindepaTuBHOr0 CHHAPOMOB
B COOTBETCTBUU C KpuTepusmu M. Okano u coasT. [30].
Y1 nanueHTa AMarHo3 JONOJHUTEJNbHO IMOATBEPXKJEeH
BbIsIBJIeHHEM BCTpoeHHbIX TpaHckpuntoB BIB (EBER)

B GUONTaTe CeJle3eHKH, Y APYyroro — OoGHapyXeHUeM
paHHUX U JIATEHTHBIX aHTUTeHOB B3B B GuonTaTe neueHu
[30].

[Ipr>KM3HEHHBbIM THCTOJOTUYECKMH aHaJlW3 O6uon-
TaTOB Ie4YeHU BbINOJHeH y 4 maunueHToB: ¢ B3b-un-
deknueit (n = 2), nocje TpaHCIJIAHTALUU AJ/LJIOTE€HHBIX
reMoIno3TUYeCKUX CTBOJIOBBIX Ky1eToK (annoTI'CK) (n=1)
U c JeimmManuosoMm (n =1).

Y 20 (22 %) nauueHTtoB guarHo3 BI'®C nocrasiieH
peTpoCHeKTHUBHO, B CBA3M C YeM TapreTHasl Tepanus He
MIPOBO/AUJIACD.

Y71 (78 %) nauueHTa NpoBeJieHa UMMYHOCYIIpec-
CUBHasl Tepalnus, HanpaBJeHHas Ha KynupoBaHue BI'PC,
B COOTBETCTBHUMU C TEKYIIUMU pekoMeHAanusamu [11, 31].
JdodexT Tepanuu BI'PC oueHuBascs MO KIAUHUYECKOU
(mocTHXXeHUe anMpeKCuH, yJydlleHrue 06Lero caMo4yB-
CTBUS) W JabopaTOopHOU (cHMkKeHHe aKTUBHOcTU AJIT,
ACT, xoHneHTpanuu deppuTUHA, GUIUPYOHUHA B ChIBO-
pOTKe, pa3pellleHUs TMNOPUOPUHOTEHEMUH) JAUHAMUKE
nposiBiieHuit BI'OC. Bbi6op sieue6HON TaKTHUKHU OCYIECT-
BJISIJICS] B COOTBETCTBUM C POCCUMCKUMU U 3apy6exKHbIMU
KJUHUYeCKUMU pekoMeHfanusamu [11, 12, 31]. Josa
IpenapaToB ONpe/iesjach U KOppeKTUPOBaIach B 3aBU-
CUMOCTH OT BO3pacTa, 06l1ecoMaTHYeCKoro cTaTyca, Ha-
JINYUSA CONYTCTBYIOIIUX 3a60/€eBaHUN U TePeHOCUMOCTH
JleyeHusl. [Ipu pacyeTe MeJMaHbl AJUTETbHOCTH TePANIUU
M3 aHa/M3a UCKJIOYeHbl NMaljMeHThl, MOJy4YUBIIMe INpO-
rPpaMMHYI0 Tepalulo 110 NOBO/Y reMaToJIOrM4ecKoi omy-
xosd wiad auddysHoro 3abosieBaHUS COeJUHUTENbHON
TKaHU (KoJLJIareHosa).

JdodexT pacueHUBascs KaK CTOMKUM NpU coxpa-
HEHUH TOJIOKUTEJbHON KJIMHUYECKON U J1abopaTOpHOH
JUHaMUKA B TedyeHMe 1 Mec. KpurtepueMm penususa
BI'®C cyuTanoch coyeTaHUe YXyJlLIEHUs CaMOYyBCTBUs
Y BO306HOBJIEHUS JINX0PA/IKH, BO3BpaTa 6MOXUMUYECKHUX
OTKJIOHEHUH  (LUTOJMTUYECKOTO, XO0JIeCTaTUYECKOIo
CUHJIpOMOB, runeppeppuTUHEMUH, TUNEPTPUIIHLIEPU-
JleMHH) U OpTraHHbIX HapyIIeHUH.

[Ipy4MHaMu JeTajJbHbIX MCXOLOB OBLIM CENCHC,
NporpeccupoBaHue OHIOreMaToJIOTUYecKoro 3aboJie-
BaHUf, HapacTaHue cumntoMoB BI'®C, octpoe Hapy-
lIeHue MO3TOBOI'0O KpOBOOGpallleHHsl, KpOBOTeuYeHHUe.
Cencuc ycTaHaBJMBaJM Ha OCHOBAaHUM CUCTEMHOH
BOCNAJUTE/NbHON peaklMM W OoOHapyXeHUs odara
uHdexnuu [32]. [[porpeccupoBaHue OMYXOJU CUCTEMbI
KpPOBM [ MarHOCTUPOBAJOCh COIVIACHO CTaHAapTHBIM
KputepusaMm oTBeTa [26-29]. OcTpoe HapyuleHue
MO3T0BOT'0 KpOBOOOPalleHUs YyCTaHaBJIWBaIM Ha OCHO-
BaHUM TUINHWYHON KJIMHUYECKOW KapTHUHBI (CEeKLUU He
6b1710). JlekomneHcauuss BI®C koHcTaTupoBasiach nNpu
HapacTaHUU NOJHUOPTaHHON HeJOCTAaTOYHOCTH, TUIlep-
deppUTHHEMHUHU B OTCYTCTBUE JIOKAJIU30BAaHHOI0 04ara
MHOEKIUU U NpPOrpeccUpoBaHUs IeMaTOJOTMYecKOH
OIYXOJIH.
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Ta6nuua 4. MeponpusaTtns no nevexuto BIOC n nx ahhekTMBHOCTb

MaumenTsbl
dTHonoruyeckuin hakrop a6c. %
Onyxonu KpOBETBOPHOI M NMMBONLHON TKaHeN 52
ArpeccuBHble nMMdoMmbI 26
[ndhdpysHas B-kpynHokneToyHas numpoma 1
[udpysHasa B-kpynHoknetoyHas numoma + 2
BUY-nHhekuna
JNlumdpoma XogxkuHa 5
T-KNeToYHble HEXOMKKUHCKNE NMM(OMBI 4
Jlnmchoma BepkutTa 2
JNlnmcboma bepkuntta + BUY-nH(ekumns 1
donnukynsapHas aMMmcoma 3-ro uutonormyeckoro tuna 1 57
[TapanpotenHemmyeckue onyxonu 10
MHoXecTBeHHast Muenoma 10
MHponeHTHble MM oMbI 6
XpoHUYeckuii M ounTapHblii neiikos/aumgoma 4
13 ManbIX IMMBOLMTOB
Jlumcpoma MaprmHanbHOM 30HbI 1
donnnkynspHas MMM oma 1—2-ro LMTONOrNYECKOro TUna 1
OcTpble neiiko3bl 10
OcTpble MMenonaHble Neiikosbl 9
OcTpblii B-numcobnacTHbIi neiiko3 1
AyTOMMMYHHble 3a60/1€BaHus 5
BonesHb Ctunna, peBmMatouaHblin apTput Hegndhdepenun- 5 6
POBaHHbIA, 8yTOUMMYHHbI renaTuT, NOIMMMO3UT
annoTlCK B cBsi3m C: 13
OCTpbIMU MUENONAHBIMU NeNKO3aMu 5
MuenoancnnactMyeckum CUHLPOMOM 2
OcTpbim B-numco6nacTHbIM N1€AKO30M 2 "
XPOHUYECKMM MUENOLUTAPHBIM IEKO30M, 1
BCR-ABL1-n031TMBHbIM
Annactnyeckon aHemuen
Henpobnactomoit 2
MHhekuum 1
Bupyc Inwreitna—bapp 5
bakTtepuanbHas nHeBMOHUSA 1
bakTtepuanbHas nHeBMOHMS Ha (hoHe BUY-nHekumum 1
Cencunc Kak 0CNoXHeEHNe 0CTPOro MUEIONAHOI0 1 12
neiiko3a Ha oHe BUY-uHdekumnmn v renatuta C
BNY-nHdekums, ocnoxHeHHas numdomoin bepkutra
Neiiwmanmnos 1
Octpas pecnupatopHas BUPyCHas UHeKLus Ha poHe 1
MHOXECTBEHHO! MUENOMbI
[MpnynHa HemsBecTHa 10 1

annoTl CK — TpaHcnnaHTaLns anioreHHbIX reMono3TNYeCcKux CTBOOBbIX
KneTok; Brd®C — BTOpPWYHbIA remodarouutapHblii CUHLPOM.

CraTMCTMYECKMNIA aHanus

[Ipy cTaTUCTUYECKOM aHa/M3e JJs OLeHKHM pacIrpe-
JleJIeHUsl KOJIM4eCTBeHHbIX NT0Ka3aTeslel HCI0Ib30BaJICs
kputepuit Illanupo—Yunka. CraTUcTHYecKass 3Ha4U-
MOCTb pa3/IMYHbIX 3HaUeHUH [/ GMHApHBIX IoKa3aTesen
onpefiesisiJiach C MCIOJIb30BaHMEM KpuTepus Puiiepa.
CpaBHeHUs [ByX TpyINN MO KOJHMYECTBEHHBIM IIKaJaM
NPOBOAMJIMCL C TOMOIIbI KpuTepus MaHHa—YUTHHU.
Pe3yabTaThl CYUTAIUCh CTATUCTUYECKH 3HAYUMBIMU NIPU
ypoBHe MeHee 5 % (p < 0,05). [lisg onvcaHus KoJsiude-
CTBEHHBIX MOKa3aTeseld paccuuTaHbl MeAuaHbl. CTaTu-
CcTHYecKasl 00paboTKa JaHHBIX BBINOJHEHA C UCI0Jb30-
BaHMeM IIaKeTOB NPUKJAAHbIX IporpaMm Statistica 10.

Adhchek-
TUBHOCTb
Yucno neyeHus,
MeTtopa neyeHus nauueHToB [osa n (%)
MpoTtnBOONYX0N€EBas 10 — 10 (100)
1 NpOTUBOPEBMATUNYECKas
nporpamMMHas Tepanus
[ NOKOKOPTUKOCTEPOUAHbIE 37 1-3 mr/kr* 7(18)
npenapartbl
MmMMyHOrno6ynnH yenoBeka 21 1r/kr™* 4(19)
HOPMaJsibHbIN
Jtonosmna 29 50-150 mr/m? 9 (31)

* B nepecuete Ha NpeHU30M0H; A/IMTENbHOCTb Kypca BapbUpoBana
OT HECKOMbKIX [IHEH 10 HECKONBKUX HEAENb.
** MennaHa posbl (ananasoH 0,1-2 r/kr).

PE3Y/NIbTATbI

Hemorpaduyeckue gaHHble, 3TMONOrNYECKHNE

¢akTopbl pazButua BrdC, neueHune n ncxopbl

[IpoananusupoBaHbl AaHHbIe 91 manueHTa (41 Myx-
yrHa 1 50 )KeHII1H), MelMaHa BO3pacTa cocTaBusa 58 et
(nuamason 2-90 set). Meauana onenku no HLH-2004
6pl1a 4 6as1a (AuamnasoH 2-6 6asioB), a mo H-Score —
219 6annoB (auanaszoH 105-321 6asn).

@®akTophl, NMpPU3HAHHbIE OCHOBHOW NPUYMHONU pas-
BuTHus BI'®C, npescraBieHbl B Ta61. 3.

Tepanusg BI'®C pasgauYHbIMU HMMYHOCYIPECCUB-
HBIMU TIpernapaTaMM CO CMeHOM B cJjyyae OTCYTCTBUSA
addexTa npoBeseHa 71 (78 %) nauueHTy.

YacTb nanuenToB (n = 8; 11,2 %) nosyyanu jeyeHue
putykcumaboM (n = 1), pykcoautuHubom (n = 1), ata-
HepuentoM (n = 1), TopauutuHub6oM (h = 1), aHaKUHPOH
(n = 1), Tonuausymabom (n = 2), UKJIOCIOPUHOM (n = 4);
B 1 HaGJIIOJeHUM BBIMOJJIHSAICA IJ1a3M00OMeH. CTOMKUI
3¢deKT LOCTUTHYT y 2 NMalMeHTOB: y OJAHOT0 — IIpHU
sieveHuu BI'OC nuki0cnopruHOM, CBSI3aHHOIO C IpOTpec-
CHpOBaHUEM pe3UCTEeHTHONW T-KIeToYyHOU JAUMPOMBI,
y Apyroro — OT BBeJeHUs Touuausymaba npu BIdC
nocse aqnoTTCK. PesynbTaThbl JledeHUA OCTaJbHBIX Ia-
LIMEeHTOB, NpenapaThl, J03bl U 3QPEKTUBHOCTb Tepaluu
npeJcTaBJ/eHbl B Ta0J1. 4.

Y 1 6osnbHoro ¢ BIb-undekuueil B cBI3U C pelu-
nuBoM BI'®C noTpeboBasiach JiedeGHO-JUarHoCTUYecKast
CIUIEH3KTOMUSA; MEePBUYHO NpPOBeJieHa 3TONO03KU/[I-CoZep-
’Kalljasg XMMHUOTepanus, Mocje CIJeHIKTOMUU JOCTUT-
HyTa CTOMKas peMHUCCUSl.

JleTanbHOCTb B TedeHUe 30 AHel OT Hayasia JeyeHus
BI'®C coctraBuna 60 % (n = 55), B TeueHue 90 gHelt —
68 % (n = 62), obmasa — 76 % (n = 70). O6wmas BbI-
)KMBAeMOCTb cocTaBusa 27%, MeauaHa — 15 paHed
NpyU MeJuaHe INepuofa HabJIOJeHUs 3a BbDKUBIIMMU
540 pueli (auanasoH ot 7 aHel fo 10 seT). [I[puunHaMu
JleTaJIbHbIX MUCX0J0B ObLIM Mporpeccupyoas moauop-
raHHasli HeJOCTaTOYHOCTb KaK NpOsIBJIeHUE «IUTOKHU-
HoBoro mropma» (h = 25; 35,8 %), nporpeccupoBaHue
reMaTtoJjioruyeckoit onyxosu (h = 14; 20 %), BTopu4yHbIE
nHeKIMOHHbBIEe ocoxHeHus (n = 20; 28,6 %), TsKesible
HapylleHUs1 cepfieuHoro putma (n = 3; 4,2 %), KpoBo-
TeyeHue (n = 3; 4,2 %), ocTpoe HapyllleHWe MO3r0BOr0
KpoBoobGpauienus (n = 3; 4,2 %).
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Tabnuua 5. Pe3ynbtatel GUOXMMMYECKOrO aHanmsa KpoBu y 60/bHbIx ¢ BIOC
Mokasartenb Hopma Pesynbratbl, % (n/N) MepauaHa (amanasoH) nokasarenen

DeppuTuH, Hr/Mn 10-250 98,8 (88/89) 10 000 (597-255 000)

[ MMKO3WNMpOBaHHbIA hepputH, % 38,6-84,6 75,8 (44/58) 20,45 (0-37,8)
Tpuravuepuabl, MKMONb/N <1,84 79,7 (55/69) 3,2 (1,95-8,6)
MpoKanbUNUTOHUH,* HF/MN <0,06 76,0 (20/27) 1,5 (0,08-64,4)
C-peakTuBHbINA 6€10K,* Mr/n 0-5 89,0 (61/68) 96,2 (6,1-434,0)

n/N — 4ncno 60MbHbIX C OTKNOHEHUEM/YUCNO 06CNeA0BaHHbIX 60MbHbIX; BI®C — BTOPUYHbIA reMotharoumtapHblii CUHAPOM.

* 3 aHanM3a UCKoYeHbl NaLMeHTbl C MUKPOOGMONOrMYECKHN JOKa3aHHbIM CENCUCOM B A€Hb B3TUS NPOObI.

Ta6nuua 6. KOHUEHTPaLUs LMTOKUHOB Yy AOHOPOB 1 60/1bHbIX ¢ BI®C
I'pynna p
3a0poBbie JOHOPbI BrocC
Liutokun n KoHueHTpauyus* n KoHueHTpauus*

sCD25, Hr/mn 13 4 (4-6,25) 18 147,5 (8,5-273,9) <0,001
WN-6, nr/mn 13 5 (5-5) 16 78,5 (13,6-238,5) <0,001
W10, nr/mn 32 0,37 (0,19-0,4) 31 39,7 (4,2-138,1) <0,001
WN-8, nr/mn 29 158,4 (128,4-223,2) 30 526,6 (175,4-1938,1) <0,001
W®H-y, nr/mn 32 0,34 (0,2-1,5) 31 23 (0,9-136,6) <0,001
W18, nrimn 19 171,3 (139,8-244,7) 12 1523,4 (1168,3-1566,8) <0,001
sCD163, Hr/mn 19 16,1(12,6-20,1) 19 14,67 (11,5-21,3) <0,05

sCD — pactBopumasi Monekyna knactepa auddepeHumposku; BIOC — BTopuyHbIi reModarountapHblili cuHapoMm; U1 — uHTepnenkux;

N®H-y — nHTeptepoH-y.

* KoHueHTpaumsa npeacTtaBneHa B BUAe MeanaHbl 3HaUYeHus (B CkoOkax ykasaH 1-3-i KBapTuib; Kputepuint MaHHa—YWnTHM).

Ta6nuua 7. HactoTa cnieHoMeranuun n renatoMerannny 60bHbIX

cBrocC
MaumeHTbI
Mokasartenb abe. %
YBenuyeHue ceneseHkm
BbisiBneHo 43 59,0
Pasmep HopManbHbIit 32 41,0
Bcero 75 100
HeT paHHbIX 19
YBenuyeHve neyexu
BbisiBneHo 42 34,4
Pa3mep HopManbHbIi 22 65,6
Bcero 64 100
HeT paHHbIX 27

JlabopaTopHble Noka3aTenu BOCNasneHus

[lo JaHHBIM GUOXMMHMYECKOr0 aHaJM3a KPOBH OTMe-
Ya/lIUCh BBbIpAXEHHas TUIepPepPUTHHEMHS, CHUXKEHHe
[JIMKO3UJIMPOBaHUs (EPPUTHHA, MOBBILIEHHWE KOHIEH-
TpaLyy TPUIULEPUOB, C-peaKTUBHOrO 6eJiKa, IPOKasb-
OUTOHWHA. MeAMaHbl 3HAYEHUH M 4acTOTa OTKJIOHEHUH
OMOXMMHMYECKUX TIOKasaTesJed B TpylIle MalLUeHTOB C
BI'®C npuBezeHsbl B Ta6I. 5.

[lo pesysbTaTaM CepoJIOTHYECKOro aHajau3a 3aduK-
CUpOBaHa BbIpaKeHHasl FMNEPLUUTOKUHEMUS. MeuaHbl
3HAaUYeHUH KOHLEHTPALUU LIUTOKUHOB y JOHOPOB U MaLH-
eHTOoB ¢ BI'®C npuBejeHsbl B TabJI. 6.

J1s1 pETPOCIIEKTUBHON ~ OLIEHKH ObLIM  JOCTYIHEI
pe3ysbTaTbl GMOXMMHYECKOTO0 aHaiusa KpoBu (AJIT u
ACT) 26 (28,5 %) 60sbHbIX, U3 HUX Y 14 (53,8 %) usBecTHa
akTuBHOCTb I®. Y 20 (80 %) OGOJBHBIX MOSBJIEHHUIO
JIMXOPaJKW MpeALIecTBOBa] IepUoj OecCUMITOMHOIO
X0JlecTasa u/Wiu LUToM3a (MeguaHa 3,5 HeJ,., AUana3oH

1-19 Hep,.). ¥ 5 (20 %) nauuenToB Ao pa3Butus BIPC us-
MeHeHUH B 6MOXMMHUYECKOM aHaJlM3e KPOBU He BbISABJIEHO.

JlaHHble 0 paboTe OpraHoB U cUcTeM (cepAedHo-Ccocy-
JUCTOM, HEPBHOH, IbIXaTeJbHOM, KOXU) ObLIU JOCTYIHbI
y 80 60/1bHBIX. KNIMHHUYeCKU 3HAaYMMble U3MEHEeHUsI OTMe-
yeHbl Y 67 (83 %) nanuenToB. HapylieHue co CTOPOHBI
OIHOM cHcTeMbl 3apeructpupoBano y 39 (48,7 %) nauu-
eHTOB, ABYX cucteM — y 20 (25 %), Tpex — y 5 (6,2 %)
u yeTbipex —y 3 (3,7 %).

[Ipy aHa/IM3e BpeMeHU MOSIBJIEHUs] IPU3HAKOB Mopa-
JKeHUs cepAua, Koxy, Jjerkux, [ITHC kakux-1160 3aKOHO-
MepHOCTel He o6HapyxeHo (p = 0,59, ANOVA).

MopaxeHne neyeHn U ceneseHkm

Pa3Mepbl cesle3eHKH U IeYeHU ObLIM HU3BECTHBI Y
74 (81,3 %) u 64 (70,3 %) 60JIbHBIX COOTBETCTBEHHO.
YacToTa CcHJIeHOMerajud y GOJIbHBIX C ONyXOJISIMU
CHUCTEMbI KPOBU U 6e3 TakoBbIX cocTaBusa 28 (59,6 %)
u 21 (77,7 %) cayyal cooTBeTcTBeHHO. CTaTUYecKH
3HAUYUMBIX pa3udui B yactote (p = 0,12, kputepuit Pu-
uiepa) U CTelneHU yBeandeHus ceseseHku (p = 0,15, kpu-
Tepull MaHHa—YUTHU) He oTMeveHO. YacToTa CIlJIeHO- U
renaToMerajuy NpuBeJeHa B TabJ1. 7. MeauaHa niomwau
MaKCHMaJIbHOT'O INPOJOJIBbHOTO Cpe3a CesJle3eHKH COCTa-
Buia 124,7 cm? (guanason 61,2-290,9 cm?), a MeauaHa
KOCOI'0 BEpTUKAJbHOI0 pa3Mepa npasoit goau — 17,5 cm
(nuanason 15,3-34 cm).

[1Io JaHHBIM THCTOJIOTHYECKOTO UCCIe0BaHUs GUOI-
TaToB nevyeHU (h = 4) rumnepmiasus kjaetok Kyndepa
pa3HoOW CTeNeHH BBIPAXXEHHOCTH OblIa OGHApy:KeHa BO
BCeX F'MCTOJIOTMYECKUX ITpenapaTax.

[Io faHHBIM OHOXMMHUYECKOTO aHajJM3a KpOBU Y
BCceX GOJIbHBIX OTMeYa/MCh NPU3HAKKU LIUTOJIN3A U/WUJIU
xosiectasa. JlaGopaTopHble MOKa3aTeJd IeYeHOYHOU
AUCcOYHKIUU TPUBEJIEHbI B Ta0J1. 8.
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MopaxeHue nerkunx

PeHTreHosiornyeckve u3MeHeHHUs B JIETOUHOW TKaHU
BbIsiBJIeHbl y 44 (53 %) u3 79 GosbHBbIX. Benyiei xa-
JIO6OH y MallMeHTOB C U3MEHEHHUSMH B JIETKUX Oblja UH-
cupaTopHas ofpbllliKa. MesuaHa BpeMeHH OT MOsIBJIEHUs
’KaJ1o6 0 NPU3HAKOB, NO3BOJIAIOIMX JOKYMEHTUPOBATh
nebwT BI'OC, cocraBunia 2 Hep. (guanaszoH oT 1 JHs
o 24 Hepn.; n = 44). llpu npoBeseHuu 3pPeKTUBHOU
VMMYHOCYIIDECCUBHOHW TepalnuMU peHTreHOJIOTHYecKue
VM3MeHeHHUs B JIeTOYHOM TKaHU perpeccupoBaJiu. bes npo-
BeJleHUs Tepalnuy, HanpaBaeHHoU Ha BI'®C, nposiByieHUs
JibIXaTeJIbHOW HeJJoCTaTOYHOCTU U PEHTTeHOJI0rMYecKue
NpU3HAaKU UHOUIBTPALMHU B JIETOYHON TKaHU HapacTalu
napaJjiesbHO. Y 2 NMaljMeHTOB INpU CEepUHHON peHTre-
Horpaduu JIETKHX JIOKAJM3aLUsd 04aroBbIX U3MeHeHUH
MeHsJIaCcb — TaK Ha3blBaeMble MUTPHUpPYIOLHe UHOUIIb-
TpaTbl. PeHTreHoJsiorudyeckue XapaKTepPUCTHKH U3Me-
HeHUH B JIeTKUX, 3aPpUKCUPOBAHHbIX NPU NPOEKIMOHHON
peHTreHorpaduu, npejcraBseHbl B Ta6J1. 9.

Mopaxenune LLHC

JlJ1s aHa/IM3a UCN0JIb30BaJIMCh laHHbIE O HEBPOJIOTU-
yeckoM ctaTyce 85 (93,4 %) 60s1bHbIX. HeBposioruyeckue
CUMNTOMBI BbIABJsAKCh ¥ 35 (41 %) manueHTOB. Me-
JllaHa BpeMeHHU OT MepBbIx npusHakoB BI'PC fo moss-
JieHUs kKaJsob coctaBua 1,5 Hen. (Auana3oH OT 2 JHeH
no 22 Hepn.). llpu obcaejoBaHUM HU B OJHOM cJydae
y6eUTeNbHbIX JJaHHbIX B I10JIb3y OCTPOr0 HapylleHHs
MO3T0OBOI'0 KPOBOOGpallleHHs], OCTPOro MHPEKIIMOHHOTO,
MeTacTaTU4eCcKOTro WJIM HeoIJIaCTUYeCKOro mpoliecca He
HaleHo. KiiMHMYecKas XxapaKTepuCTUKa HapyluleHUH co
ctopoHbl [JHC npexacrassiena B TabJ. 10.

Y nanueHTOB, NoJy4YaBIIMX 3PGEeKTUBHYIO Halpas-
JieHHyl0 Ha BI'®C HMMyHOCYNpecCUBHYI Tepaluio,
TeHJeHIIUsl K pa3pelieHUI0 HeBPOJIOTMYecKON CUMIITO-
MaTHKH OTMeyasach B TeUeHHe IIePBbIX CYyTOK.

MopaxeHue cepAaevHO-COCYAUCTON CUCTEMDI

s aHanu3a 6blIM JJOCTYNHBI JaHHbIE O COCTOSIHUU
cepAeyHo-cocyaucToit cuctembl y 87 (95,6 %) GONBHBIX.
Hapyuienust o6Hapyxenn! y 8 (9,5 %) nauuenTtos. Me-
JllaHa BpeMeHH OT JOKYMeHTUpOBaHHOro Jiebota BI['DC
Jlo TOsIBJAEHUs1 Xajnob cocTaBusa 3,5 Hel. (AuUama3oH
1-22 "ep.). Y 7 nallueHTOB OCJIOXKHEHUS CO CTOPOHBI Cep-
JleYHO-COCYJUCTON CHUCTEMBI CONIPOBOXKAAIN HapacTaHUe
Apyrux cuMntomoB BI'OC.

Y nanueHTKHU 26 1eT Ha GOoHe HapacTaHUs IPOsIBJIEHUH
BI'®C Ha 22-ii Hefiesie OT NOSIBJIEHUS JINXOPAJJKU OTMeY€eHO
pa3BUTHE TeMOJAMHAMHUYeCcKHd 3HauYUMOH GUOPUIIALUN
npezacepauii. [locne Havyasa JiedeHUs1 3ITONO3U/,0M JOCTHUT -
HYTBhI allMpeKcHs, yMeHbllleHHe NPOsIBJIEHUH [IUTOIU3a U
X0JlecTasa, paspellleHHe TeMOpparuueckoro CHHJApoMa.
Ha ¢oHe ynyumienusi, Ha 22-U JeHb IOCJe BBeJEHUS
3TONO3MJa 3aperucTpUpOBaH INOBTOPHBIA 3nu30f Pu-
OpWISALIMY TIpeicepArii, mepelieIIui B apUTMOreHHbIN
mok. HecMoTps Ha ¢papMakoIoTHYeCcKyto Tepanuio U Kap-
JIMOBepCHHY, MalleHTKa CKOHYaJIach.

XapaKTepHUCTHKa CeplleYHO-COCYAUCThIX HapyLIeHUH
npejcTaB/ieHa B TabJu. 11.

MopaxeHune KoXu
JloCTyIHBI AaHHBIE 0 COCTOSIHUU KoxKHU y 84 (92,3 %)
60JIbHBIX, UI3MeHEHUS BblsABJIeHbl — y 14 (16,2 %). Y 6
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Ta6nuua 8. JlabopaTopHble NokasaTtesin NeYeHOUYHON ANCAhYHKLNN
y 605bHbIX ¢ BIr®C

MepauaHa
Pesynbtathl,  (AnManasoH)

Mokasartenb Hopma % (n/N) nokasareneu
ACT, ME/n 0-37 68,6 (57/83) 105 (40-4177)
ANT, ME/n 0-41 55,4 (46/83) 92 (39,2-1060,8)
Bunupy6uH, MKMosb/n 3,4-20,5 62,5(55/88) 50,5 (22-559)
rrTn, ME/n 5-55 96,8 (31/32)  182,5 (65-926)
LLid,* ME/n 80-120  73,5(39/53) 199 (120,9-989)
XenyHble KNCNoThbl, <10 71,4 (10114) 28,4 (10,1-66,9)

MKMOJIb/N

n/N — 4ncno 60/bHbIX C OTKNOHEHNEM/YNCNO 06CNe0BaHHbIX GO/bHBbIX;
AJIT — anaHuHamuHoTpaHcepasa; ACT — acnapTataMmmHoTpaHCcdepasa;
BroC — BropuyHbli remodaroumntapHblii cuugpom; MM — y-raytamun-
TpaHcnenTuaasa; L — wenoynas doccharasa.

* B CBSI3W C pa3/IMYHbIMM BO3PACTHbIMIU HOPMaMK Y A€TEl N NOAPOCTKOB
B @HaNN3 BK/IIOYEHbI pe3ynbTaThl NaLUeHToB cTaplue 18 ner.

Ta6nuua 9. PeHTreHonornyeckas xapakTepucTmka KapTuHbl B JIErKNX
(npoekumoHHasa peHTreHorpacdwms) npu BreC

MauueHTbI
U3meHeHne abc. %
Otek 18 23
WHTepcTuumanbHas MHuabTpaums 14 18
«Murpupyowme» nHubTPaThI 2 2
[1ByCTOPOHHSAS1 MHOroO4YaroBas MHUAbTPaLMA 2
[pyrue (andy3Hoe CHUXEHNE MHEBMATU3aLMM, 3
nepubpoHXNanbHble M3MEHEHNS, YCUNEHNe PUCYHKa
B HWXHMX OTAENax + yBeNNYeHNe MeLnacTUHANbHbIX
NMMATUYECKUX Y310B)
Hopma 40 51
Bcero 79 100

Ta6nuua 10. KnnHnueckasa xapakTepmuctnka HeBpPOIOrMyeCcKmnx
paccTpoliicts npu BreC

_Maumentol
Cumntom abc. %
CynopOXHbIA CUHAPOM 9 258
Koma 8 229
BbipaxeHHas cnabocTb BNOTb 10 HEBO3MOXHOCTH 4 N5
CaMo0bC/yXnBaHus
lanniounHo3 3 8,5
Heykpotnmas pBota 3 8,5
Tpemop 2 5,7
CHMXeEHMe cnyxa u 3peHus 2 57
[le3opueHTaums BO BPEMEHN 1 NPOCTPAHCTBE 2 5,7
[lpyrve (nenvpwii, MEHMHIM3M, HeaepXaHue CTyna) 2 5,7
Bcero 35 100

Ta6nuua 11. XapakTepucrmka cepaeyHo-CoCyanCTbIX HapyLUEHNA

npu Broc
MaumeHTbI
Hapyuwenune abc. %
ApTepuanbHas runoTeHsuns ¢ NoTpebHOCTbIO B Ba30- 3 37,5
npeccopax

dubpunnauus npeacepami 2 25,0
TpeneTtaHue npeacepauin 2 25,0
XenynoukoBas Taxmkapans 1 12,5
Bcero 8 100
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Ta6nuua 12. KoxHble nameHeHuns npy BroC

MauuenTsbl
KoXHble nsmeHeHus abc. %
Metexun 2 14,3
[emaTombl, B T. 4. C (hOPMUPOBAHMEM TUraHTCKUX 4 28,6
IKXMMO30B Ha KOXE XMNBOTa, CMUHbI
KpanueHuua 6e3 3yna 35,7
KpanueHuua ¢ 3yaom 2 14,3
Anuaepmonus 1 71
Bcero 14 100

Ta6nuua 13. YpoBeHb remorsiobuHa, TpoMGOUNTOB, TEAKOLMTOB
1N HernTpodunoB y 60nbHbIX ¢ BIOC

MepauaHa
Pesynbratbl,  (AManasoH)
Mokasarenb Hopma % (n/N) nokasarenei
[emorno6uH, r/n 120-160 92 (24/26) 83,5 (56-119)
TpomGouutl, x10%/n 180-320 84 (22/26) 56 (10-149)
JeiikoumTsl, x10%/n 4-9 64 (16/25) 2,3(0-3,9)
Heitpodunbl, x10%/n 1,8-6,3 33(712) 0,44 (1,0-1,35)

n/N — 4ncno 60nbHbIX C OTKNIOHEHUEM/YNCN0 06CneoBaHHbIX 6ONbHbIX;
Br®C — BTOpNYHbIA remoarounTapHblil CUHAPOM.

Puc. 1. KocTHbln Mo3r. Makpodaru, nogsepratpowme daroumto-
3y KMEeTKM KOCTHOro Mo3ra (cTpesiku). OKpacka asypoM M 303u-
HoM, x400 (doTto 13 apxua npod. KO.A. Kpusonanosa)

KTMHNYECKAA OHKOTEMATO/TON 4

Puc. 2. KOCTHbIN MO3r. AKTUBMPOBAaHHbIE MaKpodarm akcnpeccupy-
ot CD163, x400 (choTo 13 apxmea npod. tO.A. KpuBonanosa)

Fig. 2. Bone marrow. Activated macrophages
CD163, x400 (courtesy of Prof. Yu.A. Krivolapov)

expressing

Puc. 3. KocTHbI MO3r. Makpodaru, nogsepratoowme daroymtosy
KNeTkn KocTHoro mo3ra. Okpacka no Mato—I ptoHBanbay—Poma-
HoBckoMmy, x1000 (choTo 13 apxmBa npod. KO.A. Kpuonanosa)

Fig. 1. Bone marrow. Macrophages responsible for phagocytosis of
bone marrow cells (arrows). Azure-eosin stain, x400 (courtesy of
Prof. Yu.A. Krivolapov)

(42,8 %) manueHTOB ONMCaHA ChlIlb reMOPpParuyecKoro
XapaKTepa, IPU 3TOM JlabopaTOpHble IPU3HAKHU 'MIIOKO-
arynsuuu He 3adukcupoBasbl. Y 1 (7,1 %) nayueHTKU
B TeyeHHe 6 HeJ. OT MOSIBJEHUS ChIIM WU KOXXHOIO 3y/Ja
pa3BUJICA TsKeJbl 3MUJePMOJIN3, PE3UCTEeHTHBIA K
IJIIOKOKOPTHUKOCTEPOU/JAM, KOTOPBIM pa3peliunscs nocjie
Haya/Jla Tepanuy 3TONO3UAOM. MeJHaHa BpeMeHHU OT
nepBbIX Npu3HakoB BI'PC 10 nosiBeHUs CbINU COCTAaBUJIA
1 Hepn. (AnanasoH 1-24 Hepn,) (Tabu. 12).

KocTHO-MO03roBas HefjOCTaTO4HOCTb
Y 26 60JIbHBIX IPU ITOCTaHOBKe AuarHo3a BI'®C oTme-
yajacb LMTONEHUs. MeJjMaHbl KOHLEHTpPALUHU eMOrIJo-

Fig. 3. Bone marrow. Macrophages responsible for phagocytosis of
bone marrow cells. May-Grunwald-Romanowsky stain, x1000 (cour-
tesy of Prof. Yu.A. Krivolapov)

O6MHa, KOJINYeCTBA TPOMOOIUTOB, JIEUKOLIUTOB U HEUTPO-
GUIIBHBIX TPAHY/IOLUTOB MPeiCTaBJIeHbI B TabJ1. 13.

AcnupaunoHHass 6UOICHS C LUTOJOTHUYECKUM aHa-
JIN30M KOCTHOTO MO3Ta M OLeHKOH MOp(OJIOrHYecKoro
dbeHomeHa remodarouuTosa BeinosHeHa y 74 (81,3 %)
6osbHBIX. [eModaronuTo3 BhisiBIeH y 62 (83 %) manu-
eHToB (puc. 1-3).

Y 19 (25,6 %) nmauueHTOB NpOBeJeH MOACYeT KOJIU-
yecTBa (GaroUTUPYIOLUIMX MaKpodaroB OTHOCUTEJbHO
0011[ero Yyucia KJAeTOK KOCTHOrO Mo3ra: MeauaHa — 3 %
(amanason 0,4-81 %).

Pe3ysnbTaThl OLEHKU KJIETOYHOCTH acnupaTra KOoCT-
HOro Mo3ra u3BecTHbly 52 (70,2 %) 60sbHBIX. Y 29 (55 %)
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Ta6nuua 14. O6bem o6ciefoBaHUA M YacToTa BbIIB/IEHUS BbINOTa
B NnieBpanbHOM, OPIOLLHONM NOMOCTAX UK NOMOCTU Nepukapaa
y o6cnegoBaHHbIX 60/bHbIX ¢ BI®C

Yucno nccnegoBaHHbix  Yactota BbiiBNEHUSA

Yucno naumeHToB 30H BbINoTa, n (%)
12 1 8 (66)
33 1 11(33)
2 5 (15)
25 1 4 (16)
2 5(20)
3 7(28)

MalMeHTOB acnupaT ObLI FUNOKJAETOYHbIH, ¥ 4 (9 %) —
runepkJeToyHbld 1y 19 (36 %) — HOPMOKJIETOUHBIH.

MopaxeHue cepo3HbIX o6onouvek

Y70 (76,9 %) nauueHTOB ObIM BBINOJHEHbBI PEHT-
reHorpadus rpygHod kiseTkd, Y3W opraHoB GprOIIHON
nosiocty U cepaua. Y 40 (57 %) GosibHBIX O0GHApy»KeH
BBINOT B OJJHOM CepO3HOM NoJIoCTH U 6oJtee. [I[pakTUdecku
y BCexX NalMeHTOB 06'beM BBINOTAa He OblJ KJIMHUYECKH
3HAYMMBbIM, UTO He M03BOJIMJIO NIPOBECTH Mopdosioruye-
CKMH aHa/Iu3 3KccyAaTa. KosmyecTBo 06c/1eloBaHHBIX Na-
LIMeHTOB, 00'beM 06CJIelOBaHNSA U YacTOTa 0OHAPY>KeHUs
BBINIOTA Npe/icCTaBJeHbI B Ta61. 14.

[Ipu oTCyTCTBUM JieueHUs1, KOHTpoaupywinero BI'OC,
MOJIMOPTraHHasi HeJ0CTaTOYHOCTbh U IOJIUCEPO3UT He-
YKJOHHO HapacTasu. B ciydasax spdeKTUBHON Tepanuu
BI'®C oTMeuasnoch pa3pelieHue }Kajuaob U KIUHUKO-1a60-
pPaTOPHBIX NIPOSIBIEHUH.

OBCYXAEHUE

BI®C — 3To peakiuusi HM36BLITOUHOTO BOCHaJIEeHUS, KO-
Topas NPOsIBJIsSIETCs YCTOMYMBOM JIMXOPaZ KoK U HapacTa-
Iolled MOJMOPraHHON HeJoCTaTOYHOCTho. Onpejelsio-
UMK GaKTOpaMHu NPOTHO3a ABJSIOTCS CBOEBpeMeHHas
JIMaTHOCTHKA U NpOBeJieHre NMPOTUBOBOCHAIUTENBHON/
HMMYHOCYTIpeCCUBHOU Tepanuu [4].

Y 6o/IbIIMHCTBA NMallUEHTOB B UCCJeAyeMOU rpymne
NpPUCYTCTBOBA/IM KJIMHHUYECKHEe U J1abopaTOpHbIE NpPHU-
3HAK{ MOpaXKeHHUs OJHOM WJIM HEeCKOJbKHUX OPraHoB U
cucteM. HauboJsiee BeposITHOM NMPUYMHON OpraHHON AuC-
byHKIMK cuuTaeTcs JuMoonuTapHas HHPUIbTpaLUs
TKaHel ¢ pa3BUTHEM aceNTHYeCKOro BOoCnaJeHUs], OTeKa,
HepeJsKO C MOCJeAyIOIIUM IPpUCOeMHEHEM UHQEKIUH.
JdTa Bepcus NOATBepPXKJAeTcs BbIpaXeHHOH peakuuen
BOCHAJIMTE/bHBIX MapKepoB U THIEepLUTOKUHEMUEH.
[ToBblllleHHe KOHLIEHTpPALUM LUTOKUHOB, JPYTUX Map-
KepoB BOCNaJIeHHUs, BblsBJIeHHOEe B HacCToslel paboTe,
aHAJIOTMYHO pe3yJbTaTaM Jpyrux Hccae0BaTelbCKUX
rpynm [33-35].

Y nojaBJisAo1ero 60/bIIMHCTBA NallUEHTOB 0OHApY-
JKMBAJIMCh YBeJIMYeHHe NleYeHU U JJabopaTOpHble OTKJIO-
HeHUsl OT HOPMaJIbHBIX [I0OKa3aTeJiel nedeHOUHbIX Ipoo6.
KnvHUYeckMx NposiBJeHUM IeyeHOYHOH HeJ0CTaToy-
HocTHU B fie6toTe BI'OC He 3aperucTprupoBaHo. YMepeHHOe
6ecCHMIITOMHOe yBeJMYeHUe IedyeHH y GOJIbLIMHCTBA
NalMeHTOB OMNUCHIBAJOCh U B APYTUX HCCIe[0BAaHUAX
[36-38]. 9ddexTruBHAsA Tepanus NpUBOAUIA K OBICTPOH
perpeccuu u3MeHeHui [39]. BoisiBjeHHass B GUoOMNTaTax
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NeyeHU rurnepia3us TKaHeBbIX Makpodaros, BepPOsSITHO,
OblJla OCHOBHOM NPUYMHON BOCHAJHTEJNbHOTO IOBpeX-
JleHus nedeHu [36, 37]. ToyHbIi MexaHW3M pPa3BUTHUS Iie-
YyeHO4YHOro noBpexaeHus npyu BI'OC HesiceH. OnucaHHble
BapUaHThI KJIMHUYECKHUX NPOSIBJI€HUH BapbUPYIOT.

JlbIxaTesibHasl HeJOCTAaTOYHOCTh — OJHA U3 YaCThIX
»kano6 npu BI'OC. B Haubosiee KpynmHOM HCC/IeL0BaHUU
A.Seguinu coaBT., BKOTOPOM IIpOaHaJIM3UPOBaHbI JAaHHbIE
219 60/1bHBIX, 54 % UMeJ IPU3HAKU TOPAXKEHU JIETKUX.
CnenyduyecKkux peHTreHOJOTHYeCKHUX 0COOeHHOCTe! He
OTMEeYeHO: U3MeHEeHHs COOTBETCTBOBAJIU OTEKY JIETKUX,
MHPEKIIMOHHOMY WJIM ONYX0JIEBOMY IpOIeccy, a TaKxe
ux codyeTaHusiM. CozeprKallasi 3TONO3U/, XUMHUOTepanus
MPUBOAMIIA K YAYUIIEHUIO AbIXaTeJbHOU QyHKIuu [19].
[TonyyeHHble HAMU pe3y/IbTAThI 10 YACTOTe U3MEHEHUH,
addexTy oT HanpaBsaeHHON Ha B['PC Tepanuu cooTBeT-
CTBOBaJIM JaHHBbIM A. Seguin U COaBT., a TaKXXe pe3yJib-
TaTaM Jpyrux ucciaepoBareseit [19, 39, 40].

JlaHHble 0 NpPUXKU3HEHHOM THCTOJIOTUYEeCKOM
HccleIOBaHUU JIerouHOM TkaHu npu BI'®C He my6uiu-
KOBa/luch. B akcnepumeHTasbHOU paboTe N. Yoshida u
COABT. MbIIlIaM C KOMOMHUPOBAaHHBIM UMMYHO/IePUITUTOM
Obla BblMoJIHeHa WHOY3UsA T-KJeTOK OT MallMeHTOB C
['®C B oNbITHOH IpyIllle ¥ OT 3/[0POBBIX JOHOPOB B KOH-
TPOJIbHOM rpynne. Y »KUBOTHBIX 3KCIIePUMEHTaJbHOU
rpynnbl 3adprUKCUPOBAHO 3HAYMMOE TOBbIIIEHHEe YPOBHSA
“HTepdepoHa-y B KPOBU 110 CPAaBHEHUIO C KOHTPOJIbHON
rpynnoi. Ilpu aytoncuu o6Hapy:keHa Bblpa)keHHasl UH-
dunbTpanus JerouHolt Tkanu T-numponurtamu [41].

HepBHas cucrema npu BI'®C mnopaxkaeTcs uyaiie
Jpyrux. Kak B HallleM uccleloBaHUH, TaK U B ;PYTUX K-
HUYeCKHe IPOosBJIeHNs BApbUPOBAJIN OT CYOKJIMHUYECKUX
J10 TsKeJbIX [4, 42-44]. CientupUYHBIX JTaOOPATOPHBIX U
WHCTPYMEeHTaJIbHbIX NpH3HaKoB nopaxeHus LIHC mnpu
BI'®C He BbisBaeHO [42, 43]. KnuHu4ecku HabII0[aNUCh
paccTpoicTBa Kak IeHTpaJbHOro, Tak U nepudepude-
ckoro otaesa IITHC.

B pa6ote G. Cai 1 cOaBT. MpU UCCIAEAOBAHUU CIUHHO-
MO3TOBOH KUJAKOCTU y 29 B3pOC/bIX manueHToB ¢ BI'OC
M3MeHeHUs BbIABJIeHbl y 65 % K3 HuxX. CHeKTp HaxoAoK
BKJIIOYaJl yBeJIMueHue Oesika B CHUHHOMO3IOBOM KU/IKOCTH
(runepnpoTeMHapxXvi0), JUMGOIUTAPHBIN  IJIEOIUTO3,
JINKBOPHYIO runepteHsuto [43]. [lo ganubiM MPT-uccneno-
BaHMs roJ10BHOTo Mo3ray 60 % 60J1bHbIX ¢ BTOC BbIsIB/IEHbI
MHOr0o04aroBoe MopakeHHe BelllecTBa TOJIOBHOTO MO3ra,
yCUJIeHUe CHUTHajla OT MO3TOBbIX 06oJsiouek, guddy3Hble
M3MeHeHHUs1 CUTHajJa oT Gesioro BemlecTBa. [lo AaHHBIM
MynbTUCMpanbHOW KT rosioBHOro Mosra, BbINOJHEHHOH
yacTH nanueHTaM (n = 13),y 2 60/IbHBIX OIMCAHO NOsIBJIEHUE
04YaroB NMOHW)KEHHOM IJIOTHOCTH B BellleCTBE TI'0JIOBHOI'O
MO3ra, ellle Y 0JHOr0 — o4ar KpoBoususHus [43]. Kak no-
KasaJio ucciesioBaHue J.I. Henter u coaBT, npy ayTONCHUSX B
MaTepuaJe BellleCTBa M 060JI04eK MO3ra Y BCeX 60JIbHBIX C
BI'®C o6HapyKeHbI TUCTOIOTMYecKue u3MeHeHus. Kak npa-
BMWJIO, TNPUCYTCTBOBaJIa JIMMQOLUTAPHO-MaKpodaraabHas
MHQUIBTpALUsA Pa3HOHM CTeNeHU BbIPAaXKEHHOCTH, B psijie
c/llyyaeB — C BOCHAJMTENbHbIMH H3MEHEHMSIMH BIUIOThb
o $opMHUpPOBaHHSA O4YaroB HeKpo3a. BelpakeHHOCTb HH-
$uIbTpallMM KOppesjHnpoBasla C TSKECTbI KIMHHUYECKHUX
nposiByieHuit [12].

W3MeHeHUs KOXM B ONHWCAaHHON TrpymIile pasHo-
06pa3Hbl; MO JaHHBIM JpPYTUX UCCIe[0BaHUH, CIIEKTP
W3MeHeHUN TaKXe BapbupoBajJ OT 06eCCUMITOMHOMH
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MaKyJIe3HOW chlMU A0 3nujgepmosusa [45-47]. B pa-
6otax M.L. Zerah u coaBr. [47], C.S. Thornton u coaBT.
[48] 6p11a npoaHaIM3UpoBaHa rpymnna u3 39 B3pocyabix
nanueHToB ¢ BOI'C. [McToO/NIOTHYECKHUM CYOCTPATOM IO-
JUMOPQHBIX BBICBIIAHUH cayxuJIa JUMPOLUTAPHO-Ma-
kpodaraibHasg UHPUAbTPAL U C Pa3JIUYHON CTENEeHbIO
BBIPa)KEHHOCTH MOBpPEX/JEeHUs BIJOTb JO 04aroBOTO
KO>XHOTO HEKpo3a.

Y 60o/IbIIMHCTBA naleHTOB npeJCcTaBJIeHHON
TPYIINbl BbISIBJIEH BBINOT O KpaliHel Mepe B OAHOHU
M3 Cepo3HbIX mnoJiocTed. IlosioBMHA 06cC/eL0BaHHbBIX
NalMeHTOB MMeJla BBIIOT B JIBYX MIOJIOCTAX U GoJiee. [Ipu-
YHMHaMH Pa3BUTHs OTeKa JIEFOUHOH TKaHH, KaK U BbINOTa
B CEPO3HBIX M0JIOCTSX, CKOpee BCero, 6blIN AUCOYHKLUA
3H/I0TeJIUS U NMOBBIIIeHHe POHUILAeMOCTH KaNUJJISAPOB.
AHaslornyHble M3MeHeHHs HaOJIIOJAITCA NMPU celcuce
Y TPaKTYIOTCS KaK NpPOsSIBJEHUS TUIEPLUUTOKHHEMHUHU U
MOJIMOPTaHHOW HeJocTaTouHOoCcTU [49]. B omucanHoM
paHee KJUHUKO-1a00paTOPHOM Npodue OOJbHBIX C
TsKeJIbIM cencicoM U BI'®C pasinuuil B KOHIIEHTpaLUU
vccleJOBaHHBIX [IMTOKMHOB He BblsiBJAeHO. HecMoTps Ha
OTCYTCTBHE Pa3/IMYMi B ypPOBHE IUTOKMHOB, OTMeYaJIiCh
KJMHHUYECKHe OTJWYHMs. B yacTHOCTH, pU cenTHYECKON
MOJIMOPTaHHON HeJOCTAaTOYHOCTH HabJroAanach Io-
yeyHasi HeZJoCTaTOYHOCTb, a Ipu BI'PC BbIennuTeIbHASA
byHKLMSA NoyeK Oblia coxpaHHOU. HauboJsiee BeposiTHO,
MMeeT MeCTo ocobast KapTHHA, XapaKTepHasl JJ1s BoCla-
sienus npu BI'OC [50].

[TopakeHue cep/eYHO-COCYAUCTON CUCTEeMBl IpHU
BI'®C B wucciefoBaHHOU TpyIie BCTpedyasoch pPeako.
B auTepaType onucaHbl JMIIb eJUHHYHble NaAlUEHTbI
C KapAuaJbHBIMU OCJOXXHEHUSIMH B BHJle BHe3alHOMU
OCTAaHOBKH Cep/lia, apTepuaJbHOM T'MIOTEH3WH, Taxu-
KapAuy, nepukapAuTa, uaMeHenut Ha JKI' [20, 51-56].
[Ipy ayTomncusx B MOAOOHBIX CHUTYaLUSAX BbISBJIAINCH
WHTEePCTULMANbHBIN oTeK, AuddysHas JUMPOTUCTHO-
MTapHas MHQUIbTpaALUs, HEKPOTUYeCKHe U3MeHEHUS B
MUOKapae u nepukapge [51]. [Ipu gauteabHol oTcpoyuke
B npoBeAeHUU JiedueHUss BIPC mM3MeHeHUS MOTYT MpU-
HATb HeOOpaTHUMbIM XapaKTep, YTO, BEpOsiTHEe BCETo, U
CTaJIo MPUYMHOMN cep/leyHON CMepTH y OMMCAaHHON HaMU
NalUeHTKH.

Kak nmokasplBaeT aHaJIM3 KPYMHBIX TPy, y NOAABJISA-
I011ero 60JIbLIIMHCTBA 60/1bHbIX BI®C nmMeeT MecTo 1{UTO-
neHus [4, 6, 14, 57]. Bonpeku Ha3BaHUIO CHHAPOMA, TeMO-
¢daronuTo3, BEpOsATHO, BHOCUT HeCYLeCTBEHHbIN BKJIAJ
B pasBuTHe Jedunuta GOpMeHHBIX 3J1€MEHTOB KPOBH.
@PenomMeH remModaronrTo3a MOXKET TaKKe BbISABJAATBCS
NpH JPyTUX NaTOJ0THUYeCKUX Ipoleccax [58-60] u oTcyT-
CTBOBaThb B Havasie pa3Butus BI'DPC [61, 62]. [uToneHus,
BO3MOKHO, IBJISIETCS Pe3yJIbTaTOM TUIePIUTOKUHEMUH,
npex/ze Bcero ¢akTopa Hekposa ONyxoJel o U MHTep-
¢depoHa-y. [MnepuUTOKMHEMHUS, BEPOSITHO, IPUBOJUT K
YrHETEHHI0 KPOBETBOPEHHUsI N0 MeXaHHW3MYy, aHaJOru4-
HOMY TaKOBOMY IPU aHEMHUU XPOHUYECKHX 3a601eBaHUN
[63-65]. B To ke BpeMsi MOJTHOCTbIO UCKJIKUYUTh reModa-
rOLIMTO3 KaK IPUYMHY [JUTONIeHUH Hesib3s. Kak nokasanu
HalllM paHHUe HabJwaeHusd, 10 75 % nauueHToB ¢ B[DC
VMMelT BbIpaXKEHHYI0 aHeMMUI0, peppaKTePHYIO K TpaHC-
¢ysusam. [lorpebHOCTb B reMOTpaHCPY3USAX YCUIMBAJIACh
npu aktuBanuu BI'®C u focturana 30 103 3pUTPOLUTHON
Maccel 3a 60 HeH, IpyU 3TOM [IPU3HAKOB KPOBOTEeUYEeHUs U
reMoJin3a He oTMeyvasioch [50].

KTMHNYECKAA OHKOTEMATO/TON 4

3AK/TIOMEHUE

Pe3synbTaThl NpOBEJEHHOr0 aHajJW3a IO0Kas3ajd, YTO
yaue apyrux npu BI'OC crtpagaer nedeHb. [Ipu rucro-
JIOTUYECKOM HCCeJOBaHUM OMONTATOB NEYEeHU MOMKET
BBISIBJIATBHCA TUNepliasus kJjJeTok Kyndepa. [pyrue
OpraHHble W3MeHEeHHUsl BKJ/OYAIT IOpa)KeHUe JEerKHux
B BHJle [bIXaTeJbHON HeJOCTAaTOYHOCTH, a TaKXe pas-
JINYHble HeBpoJioTHYecKue HapyuieHus. BI'PC moxeT
COMPOBOXKATbCA MOJUCEPO3UTOM M LuToneHue. [Ipe-
MMyIlleCTBEHHOe IOopakeHHWe oOpraHa-MMILIeHH, Iepuoj
pa3BUTHsA, a TaKXe KJUHUYECKHe U JiabopaTOpHble
nposieiieHus: B[®C MoryT cyuiecTBEHHO BapbUpOBaThb
y pasHbIX nauueHToB. J$deKTHUBHAs NPOTUBOBOCHAIM-
TeJibHasl Tepanus NPUBOAUT K MOJHOW WJM YaCTUYHOM
perpeccuu opraHHoM AucHYHKILIUH.

KOH®JIUKTbl UHTEPECOB

ABTOpBI 3asBJAIOT 06 OTCYTCTBUH KOH(QJIUKTOB HHTeE-
pecoB.
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