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Knrouesvie crosa: makporioOyanHemusi BajbieHCTpeMa, MOJMCEPO3UT, TIEPBUIHBINA aMUIOUI03.

POLYSEROSITIS AS A MASK OF PARAPROTEINEMIC HEMOBLASTOSIS
Novikova O.N., Alekseeva N.V., Rudenko E.A.

The article describes the rare clinical case of Waldenstrém's macroglobulinemia in combination
with primary amyloidosis which main clinical symptom is polyserositis. The diagnostic difficulties of

this case are described.
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AKTyaJIbHOCTb IIPOOJIEMBI

B cBoeil ipakTruecKoil eaTeTbHOCTH Bpauyam
HEePeJKO IPUXOJUTCA CTAJIKUBATLCA € MOJUCEPO-
3UTOM, YTOUHEHHE TeHe3a KOTOPOTO BbI3bIBAET
3HaunTe bHbIE TPy AHOCTH. Cpenu OOIBIIOro pas-
HOOOPA3Ks ATHOJOTHYECKUX (haKTOPOB THPOTO-
pakca, ruaporepukap/a, aciiuTa CyIeCTBYIOT U
reMatosiorndeckue npuuuHbl. [loatomy, mpu He-
SICHOM M PE3UCTEHTHOM K JIeYEeHUIO TT0JNCEPO3UTE
cJeyeT pacCMaTpuBaTh B IMArHOCTUYECKOM PSILY
U BEPOSITHOCTb HAJIMYMS HaparpoTernHo3a ¢ BO3-
MO>KHBIM aMUJIOU/IHBIM TOPa’KeHHeM OpraHoB. Y
Bpaueil o0Ieil MpakTUKU J0JIKHA CYIECTBOBATDH
HACTOPOKEHHOCTh B OTHOIIEHUU T€MAaTOJIOTHYeC-
KUX 3a00JI€eBaHUN Y TAIIMEHTOB Jla)ke TIPU OTCYT-
CTBUU XapaKTePHBIX MTPOSIBJIEHIIT O0JIE3HHU, KaK CO
CTOPOHBI TAOOPATOPHBIX TIOKa3aTesell (TeMaToJio-
IMYECKHUX ), TaK U KITMHUYECKUX (TTOPaKeHUsT JIMM-
(hoy3s10B 1 BHyTPEHHUX OPTAHOB).

BBenenue

[Taparrporertemudeckie TeMoOIacTO3bl — TPYII-
I1a OIyXOJIEBBIX 3a00JI€BAHUI CHCTEMBI KPOBH, OC-
HOBHOH ITPU3HAK KOTOPBIX — CEKPeIsl MOHOKJIO-
HAJIbHBIX MMMYHOTJIOOYJIMHOB (TIaparpoTenHOB) U

(nym) ux pparmeHTOoB. MOHOKJIOHA/IBHBIE UMMYHOT -
JIOOYJTMHBI MOTYT OTHOCUTBCST K PA3IMIHBIM KJIACCAM
1 JIOCTUTATD B CBIBOPOTKE KPOBU 3HAYNTETLHBIX KOH-
HneHTparuii. VICTOYHUKOM OITyXOJIeBOTO pPoOCTa Ipu
reMo0JIACTO3aX SIBJISIOTCS B-/IMpOIUTBL.

K sabonesanusm dannoii epynnor ommocsamesi:

MHuoskecTBeHHasT MUEJIOMa — KOCTHOMO3TOBAs
OTyXO0Jib, TpeJCTaBJIeHHAS IJIa3MaTUYeCKUMU
KJIETKaM¥ Pa3Hoil CTeTIeH 3PEJIOCTH, YACTO C Pe3-
KUM aTUTTU3MOM (MUEJIOMHBIE KJIETKN ).

Makporno6ynntemus: Baibaencrpema — orny-
XO0JIb KOCTHOTO MO3Ta, COCTOSIAs U3 INM@OIIUTOB
WM IMM@OIUTOB U IJIA3MOIUTOB, IIPOAYIUPYIO-
IUX MOHOKJIOHAJIBHBII Makporooysma (IgM).

Bosie3nn TsiKembIX 1ereil — omyxoseBoe 3a60-
JIeBaHUE CUCTEMBI KPOBH, TIPX KOTOPOM TTPOJIYIIH-
pytoTcs hparMeHThI TSKebIX TeTiell MMMYHOTJIO-
OyIMHOB.

Kinanueckoit oco6eHHOCTBIO Beex (GopM Ta-
parpoOTENHEMUUYECKUX TeMOOJIACTO30B SABJISETCS
CHHAPOM OETKOBOU TATOJIOTHH (THIIEPBI3KOCTb,
HapyIleHne TeMoCcTasa, TyMOpaJbHbII MMMYHO/IE-
dburtut, amunonnos, Hedponarus, MoIUHENHPOTIA-
tust). Kaskmast 3 rpynn rioOyauH-CeKpeTHpyo-
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UX JUMGOM MMeeT CBOM OCOOEHHOCTH KJIMHU-
YeCKOTo Te4eHMUs.

OHuM M3 10OCTaTOYHO PEeKUX M CJOKHBIX B
JIMATHOCTUKE 3a00JIeBaHMil SIBJISIETCST MaKpPOTJIO-
O6ynunemust Basmbgencrpema. B ocHoBe OoJiesHu
JIEKUT 3JI0KAaYeCTBEHHAsI OIyXoJeBast Tpomde-
parus B TKaHAX (KOCTHOM MO3Te, TIeUYeH!, cee-
3eHKe, TuM@aTHIecKnuX y3aax u 1p.) JuMdoIm-
TOB M TIJIA3MAaTUYECKUX KJIETOK, YTO COITPOBOK/IA-
eTcsd TUllepceKperreil MOHOKJOHaJbHOTO IgM.
mmyrori00yiuH M 3aMeTHO TOBBIIIAECT BSI3-
KOCTb KPOBH, 3aMe[[IIeT KPOBOTOK, TPUBOIUT K
craszam, TpoMOO3aM U pa3pbiBaM MEJKUX COCY/IOB.
3aboJieBaHe TTONYYIIIO CBOE Ha3BaHUe 110 (hamu-
sun yaenoro J. Waldenstrom, kotopsiit B 1944 T.
Omucas KJIMHUKY 3a00JIeBaHUs y TPEX MAIUEHTOB,
MPOSIBJISIIONTYIOCST HOCOBBIMU KPOBOTEYEHUSIMU,
JIETKOW YTOMJISIEMOCTBIO U OTIYIIEHUSIMU OHEMe-
HUS ¥ TIOKAJTBIBAHUS B KOHEYHOCTAX [1].

CornacHO STUAEMUOJOTHYECKUM TAHHBIM,
MakporIo0yImHeMust BaibieHcTpeMa coCTaBIIsIeT
0K0JIO 2% BCex reMo01acTo30B 1 BeTpedaercst B 10
pas pexe, 4eM MHOKeCTBeHHast Muesioma [2]. Puck
BO3HUKHOBEHUsI MaKpoOryoOygnHeMun BasbieH-
ctpema cocrtasisger 1,7 (nus sxennmn) u 3,4 (a1
MY>KUUH) caydast Ha 1 MJIH. kuTesiell B T/, ¢ BO3-
pacToM OH YBEJWYUBAETCS B TeOMETPUYECKOI
nporpeccu [3]. MakcumyMm 3a60J1€BaeMOCTH TIPH-
XOZIUTCS Ha KOHeI[ IIIeCTOTO - HayaJlo Ce/IbMOTO Jie-
cartuneruil xusHu. CpegHuii Bo3pacT GOJBHBIX
cocraByisier 63 Toza, 3abosieBaHUE BCTPEYAETCSI
penko y nanueHToB Mosioxe 40 set. CootHoleHne
MYJKYWMH ¥ SKEeHIIUH cocTaBisier 2,3 : 1.

[TpuuwHBl pa3BUTHST MaKPOTIOOYJINHEMUN
Banbgencrpema ocratorest HesicibiMu. O0cysKaa-
eTcs pasl (baKTOPOB: TeHETHUYECKAs TPEPACIIONO-
JKEHHOCTD, CBSI3aHHAS, CKOpee BCeTo, ¢ eeKToM
T-kaerounoit cynpeccopHoit ¢yukiuu [4, 5];
BJIWSHUE PAUAITMOHHBIX BO3/ICHCTBUM, XUMUUYEC-
KUX MyTareHoB W BUPYycOB. VIMeloTcs panubie 0O
BO3MO’KHOU TTATOTEHETUYECKON POJIM B Pa3BUTUU
MakporsobyinHeMun BajbieHcTpemMa XpoHuyec-
KO aHTUTEHHOU CTUMYJSAIIUU BUPYCOM T'HENATH-
ta C, BUY-undexnueit n pukkercusmu [6].

Kiaununyeckas kapTuna

KimHuyeckast cuMIroMaTnka Makporjao0yin-
Hemuu BasbieHcTpeMa onpejienseTrcd, ¢ OJHOU
CTOPOHBI, JIEHKEMUYECKOU Tpoudepalueii cre-
1uduyeckux TMMOONHBIX 3JIeMEHTOB B KOCTHOM
Mo3re, Ile4eHH, cesie3eHke, TMM(paTHYeCcKnuX y3Jax
(HepeaKo 1 B IPYTUX OPTAHAX U TKAHSIX ), C IPYTOH
— HaJINYUeM B CbIBOPOTKE KPOBU MATOJIOTUYECKO-

ro IgM u, Hepenko, 6enka Berc-/[skomHca B Moye.

M3 061mx cUMITOMOB HanboJiee 4acTo BCTpe-
YaloTCs: €l1aboCTh, MOBbINIEHHAS YTOMJISIEMOCTb,
apTPaJITMH, yMEHBIIIEHE MacChl TeJIa, KPOBOTOUYM-
BOCTH CJIM3UCTBIX 000JI0YEK HOCA, JECEH, TIPSIMOIi
KHIIIKW, HEBPOJIOTHYECKUE PACCTPONCTBA, TOTJIN-
BOCTb, KOKHBIH 3Y/I.

KocTHbII MO3T 0OBIYHO BCer/ia BOBJIEKAETCS B
naronornyeckuit mporecc [7, 8]. lemato- u cruie-
HOMeTaJus, a TakyKe JTUM(MAIEHOTIATHST CUUTAOT-
cs1 XapaKTePHBIMH, HO He abCOMI0THO 00s3aTe Ib-
HBIMU TPU3HAKaMU 3a00JI€BaHUS. YBeTMUeHUe
MeYeHn U/UJIN cesie3eHKH, TNM(PATUIECKUX Y3JI0B
perucrpupyercs y 15-30% GOIbHBIX, 110 JaHHBIM
pasHbIX aBTOPOB [7, 9].

B ornenbHbIxX ciyuasix Habmoxaercs quddys-
HBII UJITM OYArOBBIN OCTEOTIOPO3 UK JlasKe MUEJIO-
MOIOZI0OHBIE MHOKECTBEHHbBIE OCTEOJUTUYECKUE
nedextsl B koctsax [10].

KapTtuHa KpoBU HEPEKO OCTAETCSI HOPMAJTBHOM
B TeYeHKe HECKOJIbKUX JIET; TIOCTEIIEHHO Pa3BUBa-
ercst bosiee MM MeHee BBIPaKEHHast aHeMUsI, He-
peaKo HabIo1aeT s JIEHKOIEHNsI ¢ HeMTPOIIeHUEd,
Jale KOJIMYECTBO JIEHKOIIMTOB ObIBAET HOPMAJIb-
HBIM U JIOBOJIBHO PeIKo (MeHee 5% CJydaeB) — 10-
BbITIIEHHBIM. B (hopmysie KpoBH, Kak MPaBUIO, HET
usMenennii. MiHorma npeobmagaior TuMQOITh, B
psizie crydaeB HabJo1aeTcst abCOMOTHBII MOHOI M-
T03. B MOMEHT MOCTAaHOBKM JIMArHO3a TPOMOOIUTO-
nenus: perucrpupyercss He yacto (y 5-20% 60iib-
HBIX), 110 Mepe IIPOrpeccupoBaHusi OOJIE3HU OHA
o6braHo Hapactaer. COD He Bceria pe3Kko yBeJu-
yeHa: o4t B 15% HabJofeHnii ee mokasareiu He
npeBbimnaioT 30 MM/4. Cpein KITMHUYECKUX TTPOSIB-
JIEHNH, 0OYCJIOBJIEHHBIX IUPKYJISIMEd B KPOBU
MaKporo0yJIMHa, HEPEIKO MEPBBIME U BELY MU
SIBJISTIOTCST CUH/IPOM TIOBBITIIEHHO BSIBKOCTU U Te-
Mopparudeckuii cuaapoM. CUHIAPOM MTOBBIIEHHOM
BSI3KOCTH XapaKTePHU3YyeTCs KPOBOTOUYMBOCTHIO
CJIMBUCTBIX 000JI0YEK, TEMOPPArmYecKOi PETHHO-
maTHeid, paciiipeHreM BeH CeTYaTKH, HapyTIeH WS-
MU Tepu@epruIeckoro KPOBOTOKA, CHHAPOMOM
Peiino, HeBposornueckumMm CUMIToMamMu (TOJI0B-
Hast 0OJIb, TOJIOBOKPY/KEHUE, HUCTArM, CHIDKEHUE
CJTyXa, aTaKCus, TTapecTe3n, TUTIIIONNS ), B TsKe-
JIBIX CITy9asiX — U3bS3BJACHUSAMU U Ia’Ke TAaHTPEHON
B JIUCTAJIbHBIX OT/EIaX KoHeuHocteil [7]. Hanbo-
Jiee TUTTMYHBIMU TTPOSIBJIEHUSIMU T€MOPParnyecko-
ro CUHPOMa IIPU MakKporioOy/mHeMun BajibieH-
CTpeMa SIBJISIIOTCSI MUKPOIUPKYJISATOPHBIE HAPYIIIe-
HUS B CUCTEME TeMOCTa3a — HOCOBbIE U JIECHEBbBIE
KPOBOTEUEHUSI, KaK MPABUJIO, HE HYK/IAIONINECS B
MeINKaMeHTO3HOI KOPPEKITNH.
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[To Mepe mporpeccrpoBanust 3a00I€BaHNUST YPO-
BeHb HOPMaJbHBIX Ig 3aKOHOMEpHO CHUIKaeTcs,
YTO BeJleT K CHUYKEHUIO TYMOPaJIbHOIO UMMYHUTe-
Ta ¥ pa3BUTHUIO CUH/POMA HEJJOCTATOYHOCTH aHTU-
tes. [lepudepudeckag HelponaTrs BCTPEUaeTCs y
5-10% GompubIx [11], OHA BBIpakaeTcst B HapyIie-
HUSAX TaKTUJIBHOU ¥ GOJIEBON 4yBCTBUTENHLHOCTU
10 THUIY <IIepYaTOK» U <«HOCKOB», TTapeCcTEe3MsIX.
Knunnueckne nposiByieHnst HepormaTuu Mpu Makx-
poriobymHemMun BasbeHcTpeMa BCTPeYaroTCst
PEJIKO, TIOCKOJIbKY GoJiblne pasMepbl IgM-napari-
porenHa 0OYCIOBIMBAIOT €ro KpaiiHe HU3KYIO
9KCKpeInIo TIoYKaMu (JIeTKre Iel 9KCKPeTHUpy-
forcst st y 20% O0bHBIX).

AMUIONI03 BBISIBJISIETCST MEHEE YeM B 5% CJIy-
yaeB MakporsobyanHeMun BanbgeHncrpema [12,
13]. ITo coBpeMeHHBIM TIPE/ICTABIEHUSIM, aMUJIOU -
/103 TIpU JIAHHOMW NATOJIOTUU OTHOCUTCS K IpyIIIe
L-dopm amuiionziosa, mpeumMyIecTBeHHO ¢ Iepu-
KOJIJIAT€HOBBIM THIIOM pacipeiesieHnsi GeTKOBBIX
OTJIOJKEHUH.

B niepByio ouepeib mopaskaioTcsi Opransi, Gora-
ThIE KOJIIATeHOM: aJIBEHTHIIHAIbHAsT 060JI0UKA CO-
CYZIOB, MBITIIIBI (CepIle, SA3bIK), IePMa, CYXOKU-
JIUS W CYCTaBBI, JKeJie3bl BHYTPEHHEN CeKpeIuny,
JumMdaTndeckue y3ibl, mepudepruieckrie HEPBHI.
B mevyenn u ceneseHke MacCUBHBIE aMUJIOWIHbBIE
OTJIO’KEHUS BCTPEYAIOTCsI OUeHb PEeJKO.

[Touku OOBIYHO HE TTOPAKAIOTCS MU M3MEHe-
HUS B HUX OBIBAIOT HE3HAYMTEIbHBIMU. B psite
cilyyaeB CcBOeoOpasHble aMUJIOUIHBIE JIETTO3UTHI
BBISIBJISIIOTCS B JIETKUX U 110 XOJY sKeJIy/I0YHO-KU-
nreyHoro Tpakra. Yarie Bcero B 1poliecc BOBJIeKa-
1oTcs cepate u jerkue. [Topaxkenns ykasanHbBIX
OpPraHoB U TKaHel BCTpevyaloTcs Kak U30JIMPOBaH-
HO, TaK M B PAa3HBbIX COYETAHUAX U, KAaK IPABUJIO,
SIBJISTIOTCST TIPUYUHON cMepTH O0JTbHBIX. [1prskns-
HEHHBII [HarHo3 aMuIon103a TpyaeH. Heobxoau-
Ma OUMOTICHST KOKH, CJIU3UCTHIX 0007109eK (MoJIoc-
TU PTa, TPSIMON KUIIKN ), TUMPATUIECKUX Y3JI0B,
MBITIITI, KOCTHOTO MO3Ta CO CIEIUAIbHBIM OKpa-
MIMBAaHUEM CPE30B OMONTATOB HA aMUJIOU U WIC-
cJieZIoBaHUEM UX B TI0JISIPU30BAHHOM cBeTe (JIBOIi-
Hoe JiydernpejoMyeHue amuionjia). B mocientee
BpeMs C 11eJIbI0 TUAarHOCTUKHU ITUPOKO MCTIOJIb3Y-
ercst 6uonTar abIOMMHAIBHON MOJKOKHO-KIPO-
BOH KJIETYATKW: HA aMUJIOWJ OKPAIIMBAETCS CO-
COYKOBBIU CJIOI JIepPMBI 110 XOJY KOJLIareHOBBIX
BOJIOKOH (4yBCTBUTEJBHOCTb METO/Ia COCTaBJISIET
70-80%). Haubosiee TOYHBII METOJ — UMMYHO-
TUCTOXUMHUYECKUI C MCIO0JIb30BAaHUEM MOHOKJIO-
HAJIBHBIX aHTHUTENT K OeJKaM-TIpe/iecTBeHHIKaM
aMUJIONIA.

/IuarHocTuka u 1e4yeHue

OcHoBaHWeM JIJIsT TUATHOCTUKU MaKpOTJI00y-
JuHeMuM BasbeHncTpeMa ciyskaT JBa KpUTEpUs:
BBISIBJIEHIIE MOHOKJIOHATBHONW MaKpOrio0yinHe-
MUU 1 MOP(hOJIOTHIECKOe J0KA3aTETbCTBO HAJM-
yrs TuM@aTUIecKO OMyXOJin: BBISIBJISIEMOE TIPU
TPENnaHOOMONICUN TPENMYIIECTBEHHOE MOpaKe-
HIUe KOCTHOTO MO3Ta, COTIPOBOK/AIONIEECS €TO UH-
(unwsrparmeit MasbIMu TUMQOTTUTAMH C TLIA3MO-
IIUTONUJTHON WJTH TIJIa3MOKJIeTOUHOH muddepentiu-
POBKOH. YIBTPa3ByKOBBIC METObI MCCJIEIOBAHNS,
JTaHHBIe KOMIIBIOTEPHOW M MarHUTO-PE30HAHCHOMN
ToMOrpaduu TO3BOJISIOT OIEHUTH PACIIPOCTPA-
HEHHOCTb OITYXO0JIEBOTO TIpoIlecca.

Bce MeTonpl nccenoBanus, cBsi3aHHbIE C BBe-
JleHUeM B OpTaHu3M IalleHTa KOHTPAcTa, KaTero-
pUYeCKU 3alpeleHbl, TaKk KaK o, BXOAAIINI B
cocTaB KOHTpacTa, oOpa3yerT HepacTBOPUMBIN
KOMILTTEKC ¢ M-KOMIOHEHTOM, KOTOPbIil HeoOpa-
THUMO TTOBPEX/IAeT TOYKHU.

Jleyenne HampaBeHO Ha TIOJAaBJEHUE C TIO-
MOTIBIO IIUTOCTATUYECKUX TTIPErnapaToB JUMGbOUI-
HOU WHUIBTpaIy, Ha 60prOy ¢ aHemuel, Kpo-
BOTOYMBOCTBIO W COITYTCTBYIOMUMH WH(DEKITNOH-
HBIMU ocJoxkHeHusamMu. [loamep:kuBaroniie m03bl
MpernapaToB yCTAaHABINBAIOTCA B 3aBUCUMOCTH OT
JIMHAMUKN M3MEHEHUsI cOCTaBa KPOBU U OCHOB-
HBIX KJIMHUYECKUX CUMITOMOB. Jledenne mpomo-
JKaeTcsl TMPAKTUYeCKW B TedeHUe BCell KU3HU
GOJILHOTO TIPU OTCYTCTBUH TMPOTHUBOMOKA3AHUI
(TsKenast anemust, TpomOoruTonenus ). [lutocra-
TUYECKYI0 XMMHUOTEpaIuio HepeaKo COYeTaloT C
[EePUOJMYECKUMU KypCaMi IJTIIOKOKOPTUKOUIHBIX
ropmoHoB. Ilerecoo6pa3Ho BBOAUTH BHYTPUBEH-
HO raMMa-TJI00YJ/IMH, JIUIIEHHDIA ¢ TTOMOIIBIO JH-
3UMHOIO paclenyienus QparmeHTa MOJIEKYJIb
IgG kommiemenTtapHoii aktusHocTH. IIpm men-
JIEHHO TIPOTPECCUPYIONIEM TeYeHUU JedeHue TO
’Ke, HO MeHee WHTEHCUBHOE; TP OeCCUMITTOMHOMN
dopme sedenne He TPOBOAUTCS. Y OOJBHBIX C
HOPMAJIbHBIMU TIOKA3aTeJNIMU KPOBU W TTOJTHOM
COMATHYECKOU KOMTIEHCAITNEN TTPUAEPKUBAIOTCS
BBIKU/IATEJIbHON TAKTUKHU.

[Tpoo/KUTEeTbHOCTD KU3HU TTAITMEHTOB COC-
TaBJsieT B cpemaHem 9-13 srer.

[TporHo3s ormpezesigeTcs: XapakTepoM TeueHus,
BBIPAKEHHOCTBIO MH(DEKITMOHHBIX, TeMopparnyec-
KUX ocjoxkHeHuii. [losHoro BI3ZOpOBIeHUST He
HabJTI01aeTCs.

C10:XHOCTH TUATHOCTUKH.

JlnarHos makporioOysuHemMun BasbaeHcTpe-
Ma He BCer/ia IIpocT. JTO CBSA3aHO € CYNEeCTBOBAHU-
eM OOJIBIIOI TPYIIBI Pa3IMYHbIX 3a00JeBaHUM,
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COIIPOBOK/IAIONINXCA PA3BUTHEM HEOILyXO0JIeBOI
(acconunpoBaHHON ) MOHOKJIOHAJIBHON MaKpOIJIO-
Oysuremun (TeMaTUTDBI, CMEIIaHHAs KPUOTIO0y-
suHemus 11 tuna, nmepudepudeckast moanHeRpo-
nmaTus, aMUJIOU/I03 U JIP.), a TaKyKe CXOKUX Heoll-
JIACTUYECKUX 3a00J1eBaHUll (XPOHMYECKUN JIM-
domeiikos, MueoMHast 60JIe3Hb, TUMGBOIUTAPHAST
mumpoma). HeomHopoaHaocTs MOpdosiornaeckoro
cyocTpara 60JIe3HU JUKTYeT He0OOXOIUMOCTh MOP-
osormueckoro mccreOBaHNSa KOCTHOTO MO3Ta.
TpymHoCTH MOTYT BO3HUKHYTH IIPU pa3rpaHnye-
HUW MHOKECTBEHHOW MUEJIOMBI, CeKpeTUpyToteit
IgM, u makporsobyinHemun BasmbaeHncrpema.

B xauecmee xiunuueckozo npumepa npusooum
cobcmeennoe nabooenue us nPaKmuki.

Knunnueckoe nabmonenue. [amuent JI, 56 et
HAXO/IUJICST HA CTAIIMOHAPHOM JIEYeHUU B Teparen-
tnyeckom oraenennn OHKIL AMBA Poccun B
ntone 2014 roga. [lpu nocTyrieHnn mperbsBIsLI
JKaJI00BI Ha OJIBIIKY TIPU (DU3MUYECKUX HATPY3Kax,
OBICTPYIO YTOMJISIEMOCTD, HE3HAYNTETbHOE CHIUKE-
HUE TOJIEPAHTHOCTU K (DPU3MUECKUM HATPY3KaM.

N3 anamue3a n3BecTHO, uTO B saHBape 2014 ro-
na, mocsie niepenecenHoit OPBU, monroe Bpems
COXPAHSJICS CYXOU Kalllesib, 3aTeM MPUCOeINHU-
JIaCh OJIBITIIKA TPU WHTEHCUBHON (hU3MUecKoit
HarpysKe, 3a MeAMIMHCKON IIOMOIIbIO He oOpa-
masica. B mapre 2014 rozna npu niaHoBOM Meu-
IIUHCKOM OCMOTPE PEHTTEHOJIOTUYECKU BbIsSIBJIEHA
JKUZKOCTh B IJIEBPAJIBHBIX CHHYCaX, YBeJIMUeHne
pa3MepoB cepjilla, TOCHUTAIU3UPOBAH B CTAIHO-
Hap II0 MECTY JKUTeJIbCTBa. IIpu obcieoBaHIm
otMeuasioch yckoperaue COI no 40-70 mm/4, B
JPYTHX MOKa3aTeJsIX 00IIero u OMOXUMHUYECKOTO
aHAJM30B KPOBH, O0IIETO aHAJI3a MOYH OTKJIOHE-
HUIT He OBLTO BBIsIBJIEHO. [10 TaHHBIM MHCTPYMEH-
TAJIBHOTO 00C/IeI0BAHMS JMarHOCTUPOBAH JIBY-
CTOPOHHUU THAPOTOPAKC, THApOTepUKapia. Bbi-
HOJTHSIACh TIJIEBpaibHAsl MYHKIUS ¢ 00enx CTo-
POH ¢ CyMMapHOI aBaKyaruei 2,5 J1 mieBpajbHOI
KUIKOCTH. bakreprosiorndyeckue TOCEBBI TLJIEB-
pPaTbHON JKMIKOCTA POCTa MUKPOOPTAaHU3MOB He
BosBUIN. [Ipn 9XO-KI' — npusnakm 3HaUnUTE N D-
HOTO KOJTMYECTBA JKUIKOCTU B MOJIOCTH MEPUKap-
Jla, OTMeYasiach cemnapaius JUCTKOB IepuKap/a:
3a BepxymKol — 34,8 MM, 3a 3a/{HEll CTEHKOW —
34,4 MM, 3a ipaBeIMU OT/IesIaMu — 37,4 MM, (hpak-
11st BBIOpoca coxpanna — 68 %. Ilaruenty npose-
JIeH KypC Teparuy aHTHOaKTepUaTbHbIMU, TIPOTH-
BOBOCIIAJIUTETBHBIMK, [TPOTHBOIPUOKOBBIMHU, U~
YPETUYeCKUMU TperapaTaMu 0e3 CyIecTBEHHOTO
apdexra. Hanpasien 8 @I'BY OHKIL ®MBA

Poccun st manbHeiinero oOcieoBatus, jede-
HUS C MATHO30M: THUAPOTIEPUKAP/I, THIPOTOPAKC
HESICHOTO TeHe3a.

N3 manHbBIX aHaMHe3a CJeIyeT OTMETUTb, 4TO
XPOHMUYECKHUX 3a00JI€BaHMIl y TTalieHTa He ObLIOo,
nepenocut peakrne OPBU. B 1996 r. u 2000 1. BBI-
MOJTHSJIACh TepHUOIIacTuka crpasa. CorsacHo
npodmapipyty, ¢ 1975 . mo 1995 r. paboras mosa-
pom. C 1997 r .o Hacrosinee BpeMst paboTaer Jie-
copyOOM 1 pabounM TEIIUIbl. VIMeeT KOHTaKT co
CTeyoNMMU  TTPO(ecCUOHATHHBIMU BPEIHOCTSI-
MU TITyM, BHOpPAIs, [PeBECHas MbLIb, (husmdec-
Kye Harpysku, HeCTHIUAbI, OeH3UH, (hOpMaiH,
dbochopoprannueckune coenunenus. Hacuen-
CTBEHHOCTbD 110 OHKOIIATOJIOIUHU, CHCTEMHBIM 3a00-
JIEBAHUSIM HE OTSTOIIEHA.

[Ipu 0OBEKTUBHOM OOCJIEIOBAHUN COCTOSIHIIE
nmareHTa paciieHeHo KakK yIO0BJIETBOPUTENbHOE.
[Mepudepuueckue mumboysiabl He TATbIUPOBA-
JINCh, OTEKU He orpenensiuchk. [IpusnakoB maprxa-
TEJTPHON HEJ0CTAaTOYHOCTH He oTMedeHo. YacTtoTa
JbIxatenbHbIX ABvKeHui 16 8 mun. [Ipu nepxyc-
CUU BBISIBJIEHO TIPUTYTIJIEHNE TIEPKYTOPHOTO 3BYKa
B HIDKHUX OT/IeIaX JIETKUX. AyCKyJIBTaTHBHO JTbI-
XaHUe B JIETKUX BE3UKYJISIPHOE, OCTa0JIEHHOE B
HIDKHUX OT/eaX, XPUTIBl HE BBICTYITHBAJINCE.
Sat O — 98%. Temoaunamuuecku crabumer. Yacrto-
Ta cepjleuHbIX cokpartenuii — 74 B mun, A/l 120/70
MM PT. cT. TOHBI cep/iIia TPUTJIyIeHbl, PUTMUYHBIE,
IIyMOB He ObLIIO.

I[To aGopaTopHbIM JaHHBIM B 00IIEM aHAJIM3e
KpoBU oT™Mevasioch yckopenre CO3I o 70 mM/uac,
ocTaJIbHbIE TTOKA3aTe/N B TIpeiesiaXx pehepeHCHbIX
3HaueHui. YposeHb obiero 6eska 81 r/71, obparia-
Jla Ha cebsi BHUMaHWe AWUCIIPOTENHEMUST 32 CYET
ramma- ppakimu 10 28,9%. Ha anekrpocdoperpam-
Me orpesiesisiyicss M-THK, pacTioIoKEeHHbBIN B TaMMa
dpaxmmu r06yauHOB U cocrapisiBumin 20,27%.
Ha anextpokapanorpamMMe permcTpupoBascs CH-
HYCOBBIM PWUTM, TOPU3OHTATBHOE IOJIOKEHNE
JOC, mapyienne poriecca perossipu3aInm.

ITo panabiv IXO-KI' amarnocTupoBaH BbIpa-
JKEHHBII MepuKapAraIbHbI BIIOT, O3 Mpu3Ha-
KOB TIOBBINIEHUS TMEPUKAPINAIBHOTO JIaBJICHUS
(puc. 1). OT™Meuanoch yBeandeHne mpaBoro Key-
J0YKa 70 3,5 CM, pacHiMpeHne CTBOJIA JIETOYHOM
aptepuu 710 3,04 cm. [Ipusnakos serounoii rumep-
TEH3WH He BbIsABJIeHO. /[nactonmueckass GyHKIMs
MHUOKap/a JIeBOro JKeJay/0uKa HapyIleHa 1Mo THITY
3aMeJIJIEHHO peJlakcaliuu, pearupyer Ha dasbl
NIbIXaHusl. 30H HapYIIEHUsT JJOKAJIbHOW COKpPaTh-
MOCTH He BBISIBJIEHO; TJI06aJIbHAsT COKPATUMOCTh
MHUOKapia B HopMe, (paxius BboiOpoca 62%.
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Puc. 1. DXO Kl npu3sHaku 3HQUUTENLHOrO KONMYECTBA XMAKOCTH B
MONOCTH MEPUKAPACT.

Hwxusaa momas Bena He pacmmpena (2,0 cm),
kosmabupyer 6osee 50%. IXOCBOOOMHOE TIPOCT-
PaAHCTBO TIO 33/IHEl CTEHKe JIEBOTO JKeJNy0uKa —
2,42 cwm, 1o niepeiHe-60KOBOI CTEHKE JIEBOTO JKe-
aynouka — 1,38 cM, 110 TiepejiHelt cCTEHKe MTPaBOTroO
xemynouka — 1,12 cM, 10 BepxHe-JjlaTepajbHOMY
Kpalo 1paBoro npezacepaus — 2,28 cM, B obractu
Bepxymku — 1,65 cwm, 1o 1epeaHe-60K0BOIT CTeHKe
npasbix oTes0B — 1,12 ¢cM ¢ GuOPUHO3HBIMK Ha-
JoxenussMu.  Jlmacrosmdeckoe KostabupoBaHe
BepXHe-JIaTePAJIbHON CTEHKU TIPABOTO Tpecep-
JIUs ¥ TIepe/IHel CTEHKH MTPABOTO JKeJTyI0uKa.

JlarHble KOMIIBIOTEPHON TOMOTpaun OPraHoB
TPY/ZIHON KJIETKW OYarOBBIX M WH(UIBTPATUBHBIX
M3MEHEHWH B JIETKUX, YBEJTNICHHBIX BHYTPUTPY/I-
HBIX JuM@aTUIecKux y370B He BbigBuin. [loz-
TBEP:K/IEHO HAJTNYHE IBYCTOPOHHETO THAPOTOPAK-
ca, runporniepukapaa (puc. 2). I[Ipu xommbioTep-
HOI ToMorpacun OpraHoB OPIOIIHOM T0JIOCTH BbI-
saBJeHbl oOpasoBanus neden, mo KT-npusnakam
COOTBETCTBYIOINE TEMAHTUOMAM; aCIUT, THIPO-
TOPAKC, TUAPONEPUKapA. YOeauTeIbHbIX JaHHBIX
3a oObeMHOe 0OpasoBaHue OPIOIIHON OJOCTU U
3a0PIOIIMHHOTO MTPOCTPAHCTBA HE MOJIYYEHO.

[Ipu npoBenennn DXO-KI' B munamuke oTme-
YeHO yBeJIUYeHNe KOJTMYECTBA JKUIKOCTH B TI0JIOC-
TH TepuKap/a, KourabupoBaHue HUKHEH MOJION
BeHbl MeHee 50% — MPU3HAKK TOBBIIIEHUST BHYT-
puriepuKapauaibHoro gaasjaenust (puc. 3). Ilamu-
€HT KOHCYJBTUPOBAH KapAUOXUPYPTOM: YUUTBI-
Basl BBICOKMI PUCK PA3BUTHS TAMITIOHABI CEPIIIA,
BBITIOJTHEHO JIPEHUPOBAHNE TTOJOCTH TIepUKapa ¢
aBakyaiueit 2600 MJ1 JKUTKOCTH.

JlrarHoctudeckast KOHIENnIus TpedoBaja ncK-

Puc.2. KomnsiotepHas Tomorpacus opraHoB rpyaHos KneTku
(rmaponepukaps ykasax ctpenkamu.

Puc. 3. 2XO KT npusHaku konnabuposarms npasbix Kamep cepi-
L@, OTCYTCTBUS KOABUPOBAHMS HUKHEN NONOM BEHSI

JIIOYEHUST y TAIMEHTa C MOJUCePOo3UTOM (acIiuT,
TUAPOTOPAKC, TUAPOTIEPUKAP/L) BOCIIAIUTETHHOTO
reHe3a 3a00JIeBaHUs, CIENN(UIECKOTO TTOpaKe-
HUS CEPO3HBIX 000JI0UEK, OHKOMATOJOTUH, CHC-
TEMHOTO 3a00JieBaHUsI COEIMHUTEIbHON TKaHH,
CUCTEMHOTO aMUJIOU/103a.

[TpoBenen KoMILIeKC JTabOPATOPHBIX, HHCTPY-
MEHTAJIBHBIX WCCJIE0BAHNM, TTO3BOJUBIITNX WCK-
JIIOUYUTHh CHUCTEMHYIO, OHKOJOTHYECKYIO TaTOJIO-
IUIo, celnUIECKUl BOCIIAIUTENIbHBIN IIPOIIECC.
YuurteiBasi AUCIPOTEMHEMUTO, BBITTOJTHEHA CIIWH-
turpadusd KocTel ckemera /sl UCKIIOUEeHS ova-
TOBOTO IMOPaKEHUs, TI0 Pe3yabTaTaM KOTOPO IaH-
HBIX 3a crienuryeckoe BOBJIeYeHne KOCTHOU TKa-
HU He TojiydeHo. Bakrepuosiormueckue mocCeBbI
KPOBH, MOYH, ILJIEBPAJbHON, TMMepUKapAUaATHHON
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JKUJIKOCTU POCTA MUKPOOPTAaHU3MOB HeE BBISIBUJIM.
[IneBpaspHas U nepukaparaIbHas KUIKOCTD O
pesysabrataM  JabOpAaTOPHBIX — MCCJIEOBAHUIT
MPEJCTABJISIIN TPAHCCYAAT, 6e3 HATMUKsT [aToJI0-
ruyeckux kaetok. Ciemayer OTMETUTh TTOBBITIIEHUE
YPOBHSI CBIBOPOTOYHOTO MMMYHOTJIO0YJIMHA KJIac-
ca M no 33,45 r/n ipu Hopme 0,4-2,3 1/71; TIOBBI-
IIeHre YPOBHS Kallla-JeTKuX Ierneil B ChIBOPOTKE
kpoBu 0 490 mr/nn (nopma 140-380). YpoBenb
MO3TOBOTO HATPUI -yPEeTUYECKOTO TMENTHIa COC-
tapist 68,2 nir/ma (wopma: 0-100 mir/mir), 4Tto
MO3BOJINJIO NCKITIOUYNTD XPOHUUECKYIO CEPICUHYIO
HEIOCTATOYHOCTh KaK TPUYUHY TIOJUCEPO3UTA.
Jl71s1 yTOuHeHUsT IMarHo3a CUCTEMHOTO aMUJIO-
11032, KOTOPbIil MOT Obl B IAHHOM CJIydae 00bsic-
HUTH TeHe3 MOJIMCEPO3UTA, BHIMOJHEHA OGUOTICHS
npsimoit kutku. OKpacka CJIU3UCTON 0O0JIOUYKH
KHUIIIEYHUKA HAa aMUJIOW Jlajla OTPUIATEsbHbIH
pesyaibrart. [IpoBeniena crepHansbHas MyHKIUS, 10
aHAJIN3y MUEJIOTPAMMBI — IPU3HAKU PEAKTHBHOTO
KOCTHOTO MoO3Ta (ITa3MaTh4decKue KIeTKu 3 %).
BrImosiHeH NMMYHOXUMWYECKWH aHAN3 KPOBU U
Moun B [emaronormyeckoM Hay9HOM IIEHTpE, IO
pesyJbraTaM KOTOPOTO BBISIBJIEHA MOHOKJIOHAJIb-
Has cexperust M-kappa 19,0 v/ (24,4 % ot obie-
ro 6Gejika B CbIBOPOTKE KPOBH); CJIEA0Bast CeKpe-
st Genka Benc-/[xxouca kappa, BTopuaHas rumo-
rammarsiooyanaemust. Yposeub CPB u b-2 muk-
POTrJIO0YJ/IMHA B CBIBOPOTKE B MPEETaX HOPMBI.
Takum 006pa3oM, Ha OCHOBAHUU IMOJYYEHHBIX
NaHHbBIX, AuhdepeHnanbublii Pl COCTABJISIN
crepyomye 3aboJeBaHKs: MaKPOTJIOOYINHEMUST
Bangenbcrpema, 6oJie3Hb Jierkux rernei, [g-cek-
perupyioiiue suMdomsbl. /115 yTouHeHus auarto-
3a TpebGOBANOCh TIPOBEEHUE TPEMAHOOUOIICHH,
4TO OBLIO BBITTOJIHEHO Ha Oa3e [eMaTOIOrMYecKoro
HAYYHOTO T[eHTPa. B KOCTHOMO3TOBBIX MOJIOCTSIX
TpemaHaTa ONpe/esSJINCh 04aroBO-MHTEPCTUIIN-
ambHBIe JIUMGOUIHBIE WH(PUIBTPATHI U3 KJIETOK
HeOOJIBIITNX Pa3MEPOB C OKPYTJIO-OBAJTbHBIMU 1
HETPaBUJIBLHOHN (hOPMBI SipaMU, YaCTh U3 HUX — C
MpU3HAKaMU TIJIa3MOTTUTAapHON T hepeHInpoB-
KU, PACHOJIOKEHBI MeX- U TaparpabeKyJsipHo.
3pesipie TIa3MaTHUYeCKue KJIETKU PACIIOJIOKEHBI
paccesiHHO MHTepcTuIMaIbio. KapTuna coorser-
CTBOBaJIa MakporaoOyanHemun BajbaeHcTpema.
OpHako, y4uThIBasi, 4TO TedyeHue OGOJIE3HU
Banprencrpema He COINPOBOXKIAETCS HAJINYMEM
MOJIUCEPO3UTA, AMATHOCTUYECKUI MOUCK OBLI
npososkeH. Il puHrMas Bo BHUMaHue JuTepaTyp-
HbIe JTaHHBIE 1 COOCTBEHHBIN OIBIT, MbI HE OCTaB-
JISIN TIOTIBITOK BBISIBUTH aMHUJIOMTHOE TIOPasKeHNe
OpraHoB. BwimosiHeHa OMOTICHST KOKHU TepeHeit

OPIONIHON CTEHKH, TIPU TUCTOJOTHYECKOM HCCIIe-
JIOBAaHUU TIOJIydyeHa TTOJIOKUTEJbHAs OKpackKa Ha
amuionsl. [larmenT KoHcyibTpoBan B [emaroso-
TMYECKOM HAyYHOM II€HTPE IO pe3yJibTaTtaM JIo-
obcreoBanust. BBl yCTaHOBJIEH CJIEAYIOMIMIT
KJIMHUYECKUN auarHo3: MakporiobyanHeMust
Banbuencrpema c cekpenueit [gM-kappa. Ciezo-
Bast cekpenusi BJ-kappa. Bropuunas rumoramma-
rio0ymmHemMust. /IByCTOPOHHMIT THAPOTOPAKC, ac-
AT, TUAPOITEPUKAPA. AMUJIONI03.

B kaunuke Ttepanmum u mpodsaboreBaHUIT
nM. E.M. Tapeesa [IMI'MY um. I.M. Ceuenona
[POBEJIEH MEPECMOTP CTEKJIOMPEIapaToB OUoI-
CHM TIPSAMON KHIIKH, TIepe/IHell OPIONTHOI CTEHKH,
yrouHeH AL-tun amunonnosa. Haznauena creru-
(buueckas tepamusi.

O6cy:xnenne

OcoGEeHHOCTDIO TAHHOTO KJINHIYECKOTO CITydast
SBJISIETCS TIPAKTUYECKN TIOJTHOE OTCYTCTBHUE KJIU-
HUYECKWX MPOSIBJIEHUI OCHOBHOTO 3200/ IEBAHMST —
makporsiobymmaemun Banbaencrpema. Daxru-
yeckH, TOJIBKO yckopenHoe COO U TMOBbIIEHNE
YPOBHS UMMYHOIJIOOY/IMHAa M Halle/maIu Hac Ha
MOMCK TeMaTOJIOTMYECKOM MaTOJIOTUU, HECMOTPSI
Ha TO, YTO HY OJMH KJIUHUYECKUII IPU3HAK 60J1e3-
HU y MaldeHTa He YKJIAJbIBAJICS B KJIacCUYecKue
IPOSIBJIEHUSI OHKOIeMaTOJIOTHYecKuX 3aboJieBa-
Huii. [Ipeamonosxkenne o HaMuuK y OOJIBHOTO CHC-
TEMHOTO aMHUJIONI03a SIBJISJIOCH JJOMUHUPYIONTIM
¢ TepBoro JHs HabsoAeHus manuenTa. OpHaKo
OTPUIIATEIbHBIN Pe3yJIbTaT OMONCUN KUIEYHIKA
Ha aMUJIONJI03 3aCTABUJI HAC 3HAYMTEJbHO PACIIIN-
puTh auarHoctuwdeckuii mouck. Ilocie Toro, kak
ObLIM UCKJTIOYEHbI OHKOMATOJIOTUSI, WH(MEKIMOH-
HBII TIPOIIECC, CUCTEMHBIE 3a00JIeBaHUsI, HACTOM-
YUBOCTD B JKEJIAHUW TTOITBEPINUTD CBOE TIPETIOIIO-
JKeHre 00 aMIJIONIOTEHHOM TeHe3e TT0JIUCEePO3HTa
HaleInIa Hac Ha TMOBTOPHOE MCCIeIOBaHUE TKa-
Hell Ha aMUJIONI03 — OBLT B3SIT Ha TUCTOJOTHYEC-
Koe wuccienoBanue (GparMeHT KOXKM TepeaHeit
OprommHoii crenku. IlosokuTebHAS OKpacka Ha
aMUJION]] TIO3BOJIMJIA TIOJITBEPIUTD MAarHO3, KOTO-
PbIii OBLI 3aII0103PEH TIPH TIEPBOM K€ OCMOTPE T1a-
IMeHTa, a crenuuyeckue BbICOKOYYBCTBUTEb-
HbIe METO/bI 00CJIeIOBAaHNUS TIPUBEJIN K BbISIBJIC-
HUIO IeMaToJIOTMYecKOro 3aboJieBaHusl, sSIBUBIIIE-
rocst TPUYUHON aMIJIONI03a.

Takum 00pa3oMm, B OIMMCAHHOM CJIydYae TOCTa-
HOBKA JIMarHo3a MakporiobynnHemun BasbiaeH-
CTpeMa OKa3aJach BO3MOKHOH TOJIBKO TIOCJIE NM-
MYHOXUMUYECKOTO WCCJIEIOBAHUS KPOBU, Tpera-
HOOUOIICHY U MCCJIe[OBAHNS PA3IMYHbIX OPTaHOB
Ha amuson. Ilomuceposut ObLT 00YCIOBIEH OC-
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JIO)KHEHUEM TIaparipOTeMHEMIYECKOTO reModIac-
TO3a, @ UMEHHO — Pa3BUTHEM CHCTEMHOTO aMUJIO-
nunosa (AL-tumna). B mHacTosiee BpeMs U3BeCTHO,
YTO AMCHYHKITUS JIEBOTO JKETy0uKa M HU3KOE OH-
KOTHYECKOEe JlaBJIeHNe TIJIa3Mbl He SIBJISIOTCST OC-
HOBOTIOJIATAIONIMMY B PA3BUTHUH TLJIEBPAJIBLHOTO U
neprKapAnanIbHoro Boimora. O6pasoBanne BbITIO-
Ta CBSI3aHO, B TIEPBYIO O4Yepe/lb, C OTJIOXKEHHUEM
AMUJTONJIA B MEXKKJIETOYHBIX TPOMEKYTKAX, B CyO-
Me30TeTNATBHBIX TUM(PATHIECKUX cocyiax. AMu-
JIOUTHBIE [IETIO3UTHI UHTHUOUPYIOT Pe30POIHio
JKUJKOCTH, MU3MEHSIOT CEKPEeTOPHYIO (DYHKIMIO
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