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IIpeacTaBieH KPATKHI 0030p JHTEPATYPhI, KACAIONIHIICA COBPEMEHHOM KIacCH(PHKAINN aMIUIOHI032,
IATOIr€He3a M KIMHUYECKHX ACCOIHALIUIL IIPH Hau0oJIee YaCTHIX H PeJKUX (hopMax CHCTEMHOIO aMHJIOH/O-
3a. OIMCaHbI TAK)KE KIMHHYECKHE HAGTIOAECHUSA, WUTIOCTPHPYIOIIHE TPYFHOCTH JHATHOCTHKH TAKHUX PETKO
BCTPEUYAIONIUXCSA BAPUAHTOB AMIUIOH/I032, KaK AH-aMIIONI03 Y GOJIBHOM ¢ TUM(OILIA3MOIUTAPHOM JTHM-
¢domor, AL-ammiIonso3 y 60JpHOM ¢ 60e3HbpI0 KacTiieMmana v AA-aMHIOH03 Y O0TBHOH ¢ runep-IgD-cun-
JpOMOM.

A review of current classification of amyloidosis, pathogenesis and clinical settings in the most common and rare
variants of systemic amyloidosis, and cases of AH-amyloidosis in patient with lymphoplasmacytic lymphoma, AL-
amyloidosis in patient with Castleman’s disease and AA-amyloidosis in patient with hyper-IgD-syndrome are presented.

Key words: amyloidosis, immunoglobulin light chains, immunoglobulin heavy chains, lymphoplasmacytic lymphoma,
autoinflammatory syndromes, byper-IgD-syndrome, Castleman’s disease.

00630p IUTEPATYPHI

AMIIIONIO3 IPEZCTABIIIET COOOM IPYIITY 3400IEBAHMI,
OOYCIIOBIEHHBIX BHE- WA BHYTPUKIETOUYHBIM OTJIOKEHUEM
HEPACTBOPUMBIX AMWJIOUJHBIX (PUOPMILT C HAPYIICHUEM
HOPMaJILHOH (PYHKIIMU NOBPEXK/IEHHBIX TKaHEM. [Ipu Ok-
pacKe reMaTOKCUIMH-303MHOM aMWIOH/], IIPEACTABIIACT
0601 aMOP(HBIE J03UHOPUIBHBIE MACCHL, IIPA OKPACKE
KOHI'O KPACHBIM OKPAIIHUBAETCS B KUPIINYHBIA WX PO3O-
BBIH LIBET, IPUYEM IIPY UCCIIEIOBAHUN OKPAITIEHHBIX KOHTO
KPACHBIM IIPENAPATOB B IMIOJIAPU3OBAHHOM CBETE OKPACKA
MEHAETCA Ha 0I0YHO-3€IEHYIO, 3TO CBONCTBO AMWIOW/A
OOYCJIOBJICHO €TI0 CHEIUPUYECKOHN B-KPOCC CKIAAIATON
CTPYKTYpOH. PUOPWUIAPHBIN XapaKTEP AMWIOHA BbI-
ABJIAETCA TIPU AJIEKTPOHHON MUKPOCKOIIUU. B CTPYKTYpY
AMIJION/IA, TOMUMO AMUJION/THBIX OEJIKOB, COCTABJISIIOIIUX
npuMepHO 90%, BXOAAT TAKKE INTMKO3AMUHOTTTUKAHD,
CBIBOPOTOYHBIN AMWIOWJHBIN P-KOMIIOHEHT M AII0JIU-
rorporerH E.

Tun aMmwiIonzia ONPEENIAETCS COCTABOM OEJIKOB, 06-
PA3YIOMNX AMWJIOH/IHBIE (PUOPHILIBL. COBPEMEHHAS KIIAC-
CH(PUKALNA AMWIOUJ034 IIOCTPOEHA Ha €TI0 XUMHUYECKUX
CBOMCTBAX, OYKBOU A 0603HAYAETCS AMUJION/L, CIIEAYIOICH

OYKBOH MJIM OYKBAMU — OCHOBHOH OENIOK-TIPEAIIECTBEH-
HUK, HarlpuMep AL (JIETKHE LIENU UMMYHOITIOOYJIMHOB),
AH (TspKenble 1enyu UMMYHOIJIOOYJIMHOB), AA (CBIBOPO-
TOYHBIA A-nipoTeun), ATTR (Tpancruperun), AB,M (B,-
MHKPOITIOOYINH) U T. J. B HacTOAIEE BPEMS U3BECTHO
HE MeHee 23 OEJIKOB — NPEAIIECTBEHHUKOB AMIWIOW/IA,
OCHOBHBIE THIIbI AMWIOW/J034 IIPEACTABIIEHDI B Ta0I. 1 [9,
24, 25, 30].

Cpeny CUCTEMHBIX BAPUAHTOB AMUJIOUJ032 HAU-
Oosbllee KIMHUYECKOE 3HAYCHUE UMEIOT AL-aMIION103,
MPOTEKAIOIINI C MIOPAKEHUEM IIOYEK, CepaLd, nepude-
PHUYECKON HEPBHOM CUCTEMBI, JKEIYAOYHO-KAIICYHOT'O
TPAKT4, OPTAHOB JBIXAHUA U APYIUX OPraHOB U CUCTEM,
U AA-aMWIONIO3 C IPEUMYIIECTBEHHBIM TOPAKEHUEM
[IOYEK, [TIEYEHH, CeNIe3eHKU [1, 3,9, 24, 25].

AL/AH-aMUnon103 OTHOCATCA K TPYIIIE UMMYHOIJIO-
OYJIMH-ACCOLIMHUPOBAHHBIX AMHJIOUJO30B — MOHOKIIO-
HAJIBHBIX IUTA3MOKIETOYHBIX 3400I€BAHUIN, IPU KOTOPBIX
CEKPETUPYEMBIE MOHOKJIOHAJbHBIE OEJIKH 0OPaA3YIOT
HEpacTBOpUMBIE (UOPUILILL. B nopasisomeM 601b-
HMIMHCTBE CIy4aeB (PUOPUILIBI COCTOAT U3 JIETKUX LICTIEi
WK UX (pparmeHToB (AL). AL-aMUIOUI03 PA3BUBACTCA Y
GOJIBHBIX C MHOKECTBEHHOM MUEJIOMOY U C TAK HA3bIBAE-
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Tabaruya 1

OCHOBHBIE THITHI AMHJIOH03a

Tun OUOPHINIAPHBIN OEJIOK Kinmnuyeckue accouuanun
CUCTEMHBIN Jlerkue ey UMMYHOIJIOOYJIMHOB [171a3MOKJIETOUHbBIC 3200ICBAHUST
TpancTupeTua CeMENHBIN AMIWIOW/I03, CTAPYECKUIT AMHUIIONW/I03 C TOPAKEHUEM
cepaua
CbIBOPOTOYHbBIA AMHUJIOU/IHBIA A-IIPOTEUH XPOHHYECKUE BOCIIATUTEIBHBIC 3200/ ICBAHUS
B,-MHUKpOIIO6YIMH Jmanu3Hblil aMAIOU103
TspKenble e UMMYHOTJIOOYJIMHOB [11a3MOKJIETOYHBIE 3260JIEBAHNS
HacnencrBeHHBIN | a-Lieny (PUOPHUHOIEHA CeMEMHBIN CUCTEMHBIN AMHJIOUI03
AnonunonpoTerH Al CeMEMHBIN CUCTEMHBIN AMHJIOUI03
Anonunonporuex All CeMEHHBINA CUCTEMHbIA AMUJION]I03
JInzorum CeMEHHBIH CUCTEMHbBIA AMUJIOW/103

C nopakxeHuem
I[THC

[IpeaIecTBeHHUK B-IIPOTENHA

Bosnesns AnpureiiMepa, CHHIpoM JlayHa, HACTIEICTBEHHBIE 1Iepeo6-
PaJIbHBIE KDOBOUSIHSAHUSA C AMIWIOUIO30M (TOJUTAHACKOTO THUIIA)

ITpHOHHBIN 6EIOK

Bonesnw Kpenridenbra—Axkoba, 6onesnus 'epcrmanna—IITpoc-
cnepa-llleitHkepa, haTambHAs CeMEHAsA 6eCCOHHMIA, Kypy

Iuctatun C

HacnencTBeHHbIE 1IepedpanbHbIE KDOBOMSIUAHUSA C AMUIIOU/IO-
30M (MCJIAHJICKOI'O THIIA)

Benok-npenmecTseHHUK ABri

CemeriHas geMeHIys (OpUTAHCKOTO THIIA)

benok-npeamecTBeHHUK ADan

CeMeriHas feMEHINA (JATCKOTO TUIIA)

C nmopaxeHueM Tesbconmmn CeMerHbIi aMWION/ 03 ((PMHCKOTO THIIA)
a3
Jlakrodeppun CeMENHBIN aMIIOUI03 POTOBUILIBI
Keparosnurenmn Cemerinas 1UCTpOdUs POTOBUIIbI
JIOKambHbBIA Kanpunuronun MepnyinsapHas TUPEOUIHAA KAPIIMHOMA
AMIIIH HHCcylmmHOMA, AMA0ET 2-TO THIIA

ITpeacepaHbII HATPUHIYPETHYECKUH (PAKTOP

M301MPOBAHHBIA AMHUIOW/TI03 TIPEICEPIHIT

[IponaxkTun [TuTyrTapHBIN AMUIONI03

Kepartun AMMION/I03 KOXKH

Mepun AMMWION/IO3 A0PTHI Y TTOXKHJIBIX

Tabaruya 2
OCHOBHBIE IIPHYHUHBI PA3BUTHA AA-aMHJIOH032
XPOHHUYECKUE BOCTTAJIUTEILHBIE 3a060ICBAHNA XpoHHUYECKUE HHMEKITNA Hosoob6pazoBanus
PeBMaTOMHBIN ADTPUT Ty6epkynes FemaToma
IIcopras 1 ICOPUATHIECKUN aPTPUT Ocreomuenur [ToyeyHast KapIMHOMA
XPOHUYECKUI IOBEHWIBHBIA APTPUT BpoHx3KTa3bI Kapnuonowmsl gerkux, KKT u
YPOTCHUTAJIbHBIC KAPITUHOMBI

AHKWIO3HUPYIOIMWHA CIIOHIWIAT Jlenipa
Bonesun bexuera [Muenonedpur
Cunjipom CTrjuia B3pOCIbIX IIponexuu
BocnammrenbHbie 3300I€BAHNA KMIICYHUKA bonesns Yunrua bonesnn Kactinemana

HacnencrBeHHBIC IEPUOANYECKUE TUXOPAIKH
(FMF, TRAPS, HIDS, FCU, MWS)

Acne conglobata

PaznuuHble UMMYHOAE(HULIUTHL

I'nno/arraMmmarao6yIMHEMUA

JImmdpoma XOopKKHUHA
BonocaToKIeTOUHBI JIEUKO3 B3POCIIBIX

MaxkpornobynuHemus Banbaencrpema
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MOV MOHOKJIOHAJIBHOM FAMMAIlaTUEN HEOIIPEJEICHHOTO
sHaueHnd (MGUS), nocneqHas TUarHOCTUPYETCA B TEX
CIIYYAAX, KOI7d MACCa MOHOKJIOHAIBHBIX KJIETOK M YDOBCHD
MOHOKJIOHAJIBHOH CEKPELIMN HEJOCTATOUHO BEJIUKH, YTOODI
VAOBJIETBOPATD KPUTEPUAM JUATHOCTUKU MHOMXKECCTBEH-
HOM MMEJIOMBL JI0 HACTOAIIETO BPEMEHN ONMUCAHO JIUIIb
HECKOJIBKO OOJIbHBIX, y KOTOPBIX AMUJIOU/IHBIE (DUOPUIIIBL
COCTOAT U3 TSLKENBIX LEIEH UMMYHOIVIOOYINHOB (AH).
K Hum oTHOCATCA Citydan AH-amMmionj03a y MarfueHToB C
M(OTUIA3MOIIUTAPHOM JietikeMueH /mumbomont 1 MGUS
C CEKpEIer MOHOKIOHAIBHBIX TKEIBIX IIENIEH UMMYHO-
00yIMHOB (4, 5,7, 12, 14, 19, 20, 23].

AA-aMUION]I03 ACCOIIUUPOBAH C XPOHUUYECKUMU
BOCIAJIUTENBHBIMU 3260JIEBAHUAMH, JIOKAJIBHBIMUA U CUC-
TEMHBIMU MH(PEKIUAMU U HOBOOOPA30BAHUSAMH, CIIEKTP
3200JI€BAHUII ITPE/ICTABIICH B TAO0I. 2.

benkoM-npeameCcTBEHHUKOM Ipu AA-aMmiIongose
ABJIAECTCA CBIBOPOTOUHBIN AMUTIOUHBIN A-TIPOTENH, OCT-
PO(a30BbIN GENIOK, BEIPA6ATHIBACMBIN IIEYEHBIO B OTBET HA
LATOKUHOBYIO CTUMYJIALMIO. Yaime Bcero AA-aMmiono3s
Pa3BUBAETCA Y OONBHBIX C PEBMATOUJHBIM APTPUTOM U
JOPYTUMU XPOHUYECKAMH BOCIIAIMTEIbHBIMU 3400JICBAHU -
AMuU. Cpey HACIECTBEHHBIX IIEPUOANYECKAX JTUXOPAJOK
(ayTOBOCHINTEIBHBIX 3400IEBAHUN ), TPUBOAAIIIX K AA-
AMWIOUZIO3Y, HAUOOJIEE U3BECTHA CEMEHMHASA CPEAU3EMHO-
MOpcKasgnxopazara (FMF). CymeCcTBEHHO peXe ONUCHIBA-
10T KPUOIMPHUHOBBIEC CUHPOMBI — CHHAPOM Maxia—Yasica
(MWYS), cemerinyio xonog0syio kpanusnauiy (FCU) u ap.
W nmMmb B €JUHUYHBIX CIy4asax ONUCAH AA-AMUATIONAO03 Y
60mbHBIX C runep-IgD-cungpomom (HIDS) — ayrocomHo-
PEL,ECCUBHBIM 3300/ICBAHUEM, BLI3BAHHBIM MyTALIUCH I'€HA,
KOJUPYIOIET'O MEBATIOHAT-KUHA3Y U XaPAKTEPUIYIOMIAMCS
HIOBTOPAIOMIAMUCS SIU30AAMU IMXOP KU, TUM(paICHOIIA-
TUEH, APTPVITUAMHY, OOJIMU B KUBOTE, JUAPEECH, PBOTOH,
KOKHBIMU TIPOSIBIICHUSIMU U A(TO3HBIMH 3BaMU [2, 5, 6,
10, 18, 21, 22, 26-30, 32].

Cpeny HOBOOOPA30BAHUM, IPUBOIAIINX K PA3BUTHIO
AA-aMmIon103a, 0COH60€E MECTO 3aHUMAET 60Ie3Hb Kac-
TIeEMaHa (AHT'HO(DOJUIUKYJIPHAS THIIEPIUIA3US TUM(aTH-
YECKUX Y3JI0B) — ATUIMUYHOE JUMQPOTPOIUPEPATUBHOE
3200JIEBAHUE, B PAJIE CIIYUAEB ACCOLUMPOBAHHOE C MH-
peximeit BUpycoM MpoCToro repreca 8-ro tumna u ¢ BU4
U IPOTEKAIOMIEE C TUMEPIPOAYKIIUEH UHTEPIEHKIUHA-0 U
CHCTEMHBIM BOCHAJMTENBHBIM OTBETOM. BpiienaioT pas-
JIMYHBIE BAPUAHTBI 60J1€3HU KacTinemana, npeodnafaer
T'MAIMHOBO-BACKYJIAPHBIN THIL, HO ONUCAHBI TAKKE CIIyYaU
C KJIOHAJIbHOM IKCIAHCUEN (IUIA3MOKICTOYHBIN THIT) U
CMEIIaHHbIE BapUaHThL [Ipyu 3TOM ecnu AA-aMUIONUzI03
ABJIACTCA XAPAKTEPHBIM OCIOKHEHHEM 0ose3nu Kactie-
MaHa, TPAULIUMOHHO aTPUOYTUPYEMBIM K CUCTEMHOMY BOC-
NAIEHUIO, TO AL-aMWIOW03 ONKCAH JIUIIb Y HECKOJIBKUX
GOJIBHBIX C IUTA3MOKICTOYHBIM TUIIOM [8, 11,13, 15-17,32].

KiimHugeckHre ImpruMephl

MBI IPEACTABIAEM TPU KIMHUYECKUX HAOMIOEHNUA,
WLTIOCTPUPYIOIUX OCOOEHHOCTH TEUECHUA U TPYAHOCTU
JUATHOCTUKY TAKUX PEAKUX, OMUCAHHDIX JIMIIb B €IUHUY-
HBIX CJIy9asIX BAPUAHTOB AMIJION/1034, KaK AH-ammiongo3s
IpyY TUMQOIUIA3MOLIUTAPHOMN TUM@OME, AL-aMUIONU03
npu 6one3nu Kacrnemana u AA-aMWIOUJ03 IPU TUIIEP-
IgD-cunppowMe.

BonbHas M., 1964 1. p., noctynuna s otaenerue Hedponormn [Kb
um. C.MN. Botkmra 12.01.2010 r. ¢ xanobamu Ha cnabocTs, NOTAK-
soctb. B 2005 r. nocne OPBU Bnepebie BhisBneHa MUKpOremaTypust.
B 2009 r. npyu arcnaHcepusaumu 0BHAPYXEHb IPOTEUHYPUS, HE3HA-
YUTENbHASA CMINEHOMErANHS, NPM 06CNENOBAHMM B HEDPONOTMYECKOM
otaeneHmn npotenrypua 1,32—0,41/n, 1,27 r/cyt, Dp 1-3-25-27 8
n/3p.,Hb 104 r/n, CO3 4 mm/u4, kpeaTuHuH kposu 57 mkmorns/n, 06-
wwi 6enok 52 r/n, xonectepun 3,8 mmons/n, kanbumit 2,09 mmons/n,
ACINO 200 ME/mn, CPB 6 mr/n, PO 16 ME/mn, kprornobynuhsl He
ob6Hapyxensbl, antutena k JHK 8 npeaenax Hopmsl, IgA 0,8 r/n, IgM
0,4r/n,19G 22,8 r/n. Muenorpamma — nnasmaruueckue knetku 6,5%.

Buoncua noukn Ne 1: Ceetosas mukpockonusa (CM) — s npena-
parte 10 22 knybo4kos, 2 NOAHOCTbIO CKNEPO3UPOBAHLI MO ULLIEMH-
yeckoMy Tuny. [Mponudepatnsrbix namerenuit Het. Pacwmpenne
ME3QHIMA, B ME3AHTMW OTMEYAETCA OTNIOXeHMe romoreHHoro LU®-
CnaBONONOXMTENBHOTO MATEPHANA, C MONOXUTENHON OKPACKOM
KOHro KpacHsim. BMK HepasHOMEPHO yTOMILLEHDI 30 CYET OTNOXEHMS
LN D-nonoxuTensHOro MaTepmana ¢ NooXKMUTENbHbIM OKPALIMBAHK-
€M KOHTO KPACHbIM 1 [EMOHCTPMPYIOLLMM 3EIEHOBATOE CBEYEHME B
nonapusosaHHom ceete. VimmyHornctoxummueckoe (MMNX) nccnenosa-
HWe Ha A-ammunomna HeraTueHo. HesHauuTensHoe yTonueHe CTeHoK
yactv aprepuon 3a cuet LLIMD-nonoxutensHoro KoHro-nosmTreHoro
MATEPUANQ C 3€MEHOBATHIM CBEYEHUEM B MONSPU3OBAHHOM CBETE.
3aKIIOYEHME: OMUNONAO3 NOYEK. YUMTHIBORA OTPULATENbHBIN PE3YILTAT
NI'X Ha A-aMUIOME MOXHO LOCTOBEPHO FOBOPHTb JIULLb O TOM, YTO
B JGHHOM CIly4de aMMIIONAO3 He «BTOpuYHbIMY. OfHAKO B CBA3M C
HEKOTOPOM HETUMUYHOCTBIO OKPACKH (MIHTEHCUBHOCTb) M OTCYTCTBUEM
BO3MOXHOCTH NpoBeaeHns DM Henb3s uckniounTs GonesHs Hakon-
NEHUs NEerkux Luenen.

Crexnonpenapatsl nepecmoTpeHsl Ha kadeape naTonoruye-
ckoit aHatomn MMA um M. Ceuenosa: & knyboukax oTmedaercs
otnoxerne 6enkosbix macc no bMK u mesanrua. 3arpyxero no
25% cocyamcTbix neTenb. DNUTENMI M3BUTIX KAHAMbLEB B COCTOAHMM
6enkosoi anctpodum cybarpoduu. Ouarossiit cknepos crpomsl. [pu
NIX cneunduueckoi MOMUHECLEHLMM HE HAMAEHO. 3aKoYeHHe:
KQPTMHO FNOMEPYOCKNEPO3A (MCKMIOUNTL MMENOMY M COXAPHbIN
Anabet). AMMIoMaa He HanaeHo.

BonbHas koHcynsTuposara Hedponorom KB um. C.I. botkuha,
PEKOMEHI0BAHO MMMyHOXHUMKYecKoe (MX) nccnenosarme ChiBopoTky
kpoeu 1 mouu 1 KT opraHoB rpyaHom kneTtku 1 GpIoLIHON NonoCTv.
X Ne 1: G-k napanpotenHemms. CHUXEH ypOBEHb NOMIMKIIOHANbHbIX
IgA, IgM. Tunonpotentemus. [pu onpeaeneHmmn METOLOM ABOMHbIX
KONeL, COAEPXaHME NAPANPOTENHA OTHOCUTENBHO YPOBHS 0OLLEro
I9G = 16,3 r/n, HopmanbHoro IgG = 29%. Mossier yposeHs f,-
MUKPOOBYMHA B CHIBOPOTKE KPOBM W Mode. B moue — napanpo-
TenHypusa G-K Ha GOHE HECENEKTUBHOM KNyBOUYKOBOM MPOTEUHYPHM.
Conepxanme napanpotenta B cymme ¢ Tpancdeppurom — 0,21 r/n.
KT — natonoruu He HaraeHo. BeickasaHo npeanonoxenue o nopa-
KEHMM MOYEK, OCCOUMMPOBAHHOM C CEKPETUPYIOLLEN B-kneTodHort
NMMGOMON, BONLHASA FOCTIMTANM3MPOBAHA ANs AOOBCNENOBAHMS.

CocTosH1e npu NOCTYNNEHUM OTHOCHTENBHO YAOBNETBOPUTENb-
Hoe. Koxa uucras, otekoe Her. lNepudepuyeckre numdoyansl He
yBenuueHsl. B nerkux sesukynapHoe bixaHue, NpOBOAUTCA BO BCE
oTaenbl, xpunos HeT. CepaeyHbie TOHbI MPUIYLLEHS!, PUTMUYHBIE, CHC-
Tonudeckuit wym e touke botka. HCC 78 8 1 mun. ALL110/80 mm pr.
cT. A3bik BNOXHbINA. XKMBOT Msirkuit, 6e360ne3HeHHbIH NPy Nanbnaumu
BO BCEX OTAENAX, NEYEHb W CENE3EHKA He nanbnupytoTcs. [ogcHniHas
obnacts 6e36onesHeHHas. [Iuaypuit HeT, anypes anekBaTHBbI.

O6cnenosanme: npotenHypua 0,3 1/n, 0,34 r/cyt, Op 8-10-50-
608n/3p, N1 2=-58n/3p.Hb 1211/, 11 9,9-12,3 1bic. /MKn, /2 2—6%,
c/952=46%, nu 38—44%, mon 5—8%, 303 1-3%, CO3 10—13 mm/y,
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kpeaTnHuH 85 mkmons/n, modesmnra 3,8 mmonb/n, obuwmit Genok
58 r/n, xonectepur 4,1 mmonb/n, mouesas kucnota 356 mkmonb/m,
CbiBOpOTOUHOE Xene30 9,1 mMkmonb/n, kanuit 3,9 MMmonb/n, HaTpKA
138 mmons/n, kanbumit 2,34 mmons/n. MIX Ne 2: 8 coisBopoTke 1 mode
BbifBNEH BENOK TAXENbIX Lienen Y v cnefosas cekpeuys benka bewc-
Ixonca K. [ny6okuit BTopruHbin mmyHopeduumT. [osbilueHme ypos-
wst B, -mukpornobynura. Kny6oukosas npotemnypus. Muenorpamma
mbountsl 32%, nnasmatndeckue knetkn 2,5%.

Y3W opraHoe 6prolwHoi nonocTv 1 noyek: ceneserka 157 x 57 x
110 mm, nnowaap 77 cm?, 06bem 521 M, KOHTYPbI POBHbIE, CPEAHEN
3XOTEHHOCTH, CTPYKTYPQ OAHOPOAHAS, AMAMETP CENE3eHOUYHOM BEHbI
He ysenmdeH. [Moukn ¢ yetkumu kontypamu, Rd 92 X 43 mm, Rs 98 x
46 mm, naperxma 14=15 mm, nonnxerHoi sxorenHoctn. 4J1C ve
pacwmpera. KoHkpemenTs He sbigeners. ObbemHbie 06pasoBaHus
He addepeHumpyoTcs. 3a6pIoWnHHbIE TMMbATHYECKHE Y3bl He
susyanuampyiorcs. CeoboAHAA XHUAKOCTb B BPIOWIHOM NONOCTU HE
onpepensercs. 3aKNOYEHUE: yMePeHHas cnneHomeranus, anddys-

Hble UISMEHEHNA NOYEK.

Puc. 1. BoxbHas M., OHOIITAT IIOYKH, AMHIOH/IHbIE
OTJIOKEHUS B KIIy0OUKAX (OKPACKA KOHI'O KPACHBIM. X250)

Puc. 2. BoxbHas M., OHOIITAT IIOYKH, AMHIOH/IHbIE
OT/IOKE€HHA B CTEHKE COCYAOB (OKPACKa KOHI'O KPACHBIM.
%x250)
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TpenaHoBMONCHs KOCTHOTO MO3Td (MCCNEAOBAHME BbINOMHANOCH B
otaeneHuu natonorudeckor aHarommu MHLL: 8 kocTHo#M TkaHK MmeeT-
Cl MApKas Pe30PBUMS CO 3HAUUTENbHBIM UCTOLLEHMEM YACTH BANOK.
KocTHOMO3roBbIe NONOCTH WHPOKME, SAPOCOAEPXALIME SNEMEHTHI
KOCTHOTO MO3ra NPeobnagaioT HOA XMPOBLIMU, YTO HE COOTBETC-
TBYET BO3PACTHOW HOpMeE. BhisBnsatoTca kneTku BCex Tpex pocTkos
HOPMAILHOTO remono33a. Konnyectso Knetok rpaHynouMTapHoro
pocTka, 6e3 HaPYLLIEHHs CO3PEBAHMS B HEM, O TAKXE MEFAKOPUOLMTOB
LOCTATOYHOE, CPEAM NOCNEAHNUX MHOMO Mkpodopm. KonuuecTso
3PUTPOKAPUOUNTOB HECKOSLKO yBenuueHo. Ha sTom dpoHe paccesHbl
MMMPOMAHBIE KNETKM HEBONMbLUMX PAMEPOB, MNA3MOLMTEI, BLISBIS-
€TCsl OIHO [LOBOMILHO KPYNHOE CKOMNEHHe nMbounaHbix kneTok. [pu
NI X-ucenenosaHnm B TpenaHoGMONTaTE KOCTHOMO MO3TA PACCESHSI,
nexat Hebonblwmmu rpynnamu u dopmupytot ckonnenmns CD20+
B-numdounarsie knetku. B sHauntensHom konmuectse suaHsl CD38+,
CD138+ nnasmatuyeckue knetku. Bce onn A=, HemMHoroumcnerHbie
u3 Hux K+. Onn IgG—, IgA—, BcTpedaiotcs otaensHbie knetku IgM+.
3akniouenue: numbonponudpepatsHoe 3a60neBaHKe.

Buoncus noukn Ne 2 (puc. 1-2): CM, okpacku -3, LUMK-peak-
ums, TpUxpom no MacoHy, koHro kpacHbim. B npenapare 7 kny6oukos,
B BOMBLUMHCTBE U3 HUX OTMEYIOTCA HEBOMBLUINE OTNOXEHHS S03MHO-
bunbHbIx PAS-M03KTHBHbIX 6ECKNETOUHBIX MAOCC B ME3AHTWM U B CTEHKE
KQNWUANAPHBIX NETENb NPEUMYLLECTBEHHO B 0BNACTM COCYAMCTOrO
nontoca. CTeHKM KANUNNAPHLIX NeTenb HEPABHOMEPHO YTOJLLEHbI,
OfHOKOHTYpHbIe. Hebonbluoi ouarosslit cknepos MHTEPCTUUMA 1
aTpodus KaHambLUeB. ApTepuH, OPTEPUONLI = YTONLIEHME CTEHOK.
OKpacka KOHMO KPACHbIM ~ NO3UTUBHOE OKPALLMBAHME MATEPHANT,
MHOUNLTPUMPYIOWETO KNybouKM, apTepun 1 apTepuons. B nonapu-
30BAHHOM CBETE OMPENENIeTcs 3eNeHOBATOE CBEUEHUE B CTEHKAX
apTepwit 1 B 061aCTM cocyamncToro nomoca knyboukos. MmmyHo-
dnoopecueHups (MD): IgG mesanruit +, IgA, IgM, C3, Clg, K, A.
3aKIIOYEHME: OMUIIOMAO3 MOYKM.

Takum 06pa3om, 6OLHAR C yMEPEHHBIM MOYEBLIM CHHAPOMOM
neTanbHo 06CNefoBAHA B CBA3M C BbISBAEHHbBIM NO AAHHbIM O1ONCHM
nouku No 1 HeyTOUHEHHBIM OMUIIOMBO30M, HANMUKE KOTOPOTO BbI3b-
BANO COMHEHMS, HE3HAUYMTENBHOM MNA3MATU3ALMEN KOCTHOrO MO3ra,
napanpotenHemueit (PBJK) u cnneromeranueit. Mpeanonaranocs
Hanuure numdonponudepatusrHoro sabonesaqusa. Ha ocHosaHmm
LAHHBIX 1) CTEPHAMBHON MYHKUMM CO 3HQUUTENbHBIM MOBBILIEHWEM
KONWYECTBA NMMOUMTOB; 2) TPENAaHOBMONCMM KOCTHOTO MO3ra C
MPU3HAKAMM TUMPOMNNAZMOLUTAPHOM UHOUABTPALMM U BLIABIIEHUEM
K+ knetok; 3) MX-uccnenosamma cbiBopoTkM KPOBU C HAMMUUEM TAXE-
NbIX LLenen ¥ 1 cBOBOAHbIX NErkux Lenei K B CLIBOPOTKE KPOBM M MOYE;
4) nOBTOPHOM BMONCHMM NOYKM C NOATBEPXKAEHHEM MOPDONOTUYECKMX
MPM3HOKOB OMMAIOMA03a U nonoxuTensHeim MP-uccneposarmem
Ha IgG v oTpuuaTENnbHBIM HO Nerkue K- 1 A-Lenu — yCTAHOBNEH
KIMHMYeckuit anartos: «JlumeponnasmoumtapHas numboma (bonests
TAXENbIX LeneH) C NOPaXeHUeM KOCTHOrO Mo3ra u ceneserku. AH-
aMUIOUA03 C NPEUMYLLECTBEHHLIM MOPAXEHUEM NoYeK. BropuuHbii
UMMYHOLEDULMTY.

BonbHas koHcynbTMposara 8 THL PAMH, noaTsepxaeH anarHos
GONE3HM TAXENbIX LENEH C OMUIOUI030M NOYEK. YUMTHIBAS 3HAUM-
TEMbHYIO MACCY OMYXOMM B KOCTHOM MO3re, npeactasneqHyio CD20+,
CD38+, CD 138+ knetkamu, pekoMeHI0BAHO NPOBECTH Crieumbryec-
Kyt TEpanmio «puTykeumab + senkein + 1eKCameTasoH» B obbeme
3—4 KypCOB NO MECTY XMTENbCTBA, 3ATEM BbINOMHUTL KOHTPOMLHOE
06CnesoBaH1e A ONpeaeneH s BO3MOXHOCTM 1 LienecoobpasHoCTH
MPUMEHEHMA BbICOKOLO3HOM TEPANMM C NOCIEAYIOLLEN TPAHCMNAH-
TOUMelZ QAYTONOTMYHbIX CTBOJIOBbLIX KNETOK.

B nocreayioLem Gbin nposeaeH peKOMEHL0BAHHBIN KypC Creum-
bUYECKOM TEPANUM NO MECTY XMTENLCTBA M BBIMOIHEHA TPAHCTIAH-
TaumMs ayTonorMyHbix creonossix knetok 8 FHLL PAMH. Mauunentka
MPOROMKAET HABMIOAATHCS TEMATONOTAMM.
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BonbHas H., 1983 r. p., noctynuna 8 otaenerne Hedbponorum
TKB um. C.M. botkura 13.01.2010 r. ¢ xanobammu Ha cnabocTs,
nepuoanyeckne 6onm B HaanonatouHon obnactv cnesa. B 1998 r.
nocne rpunna NePeHecna OCTPbIA THOWHBIM FAMMOPHT, NOSBMNACH
cnabocCTb, CyxOCTb CAM3MCTBIX, BOMM B KONEHHBIX CYCTABAX, OAbILIKA
u cepauebuenve npu Harpyskax. BuissneHa xenesopeduumtHasn
aremus (Hb 88-84 r/n, ceisopoTouroe xeneso 10,7-6,2 mkmonb/n)
yckoperne COD 67-72 mm/y, neitkoumntos 1o 9,8 Teic. /MK, aHanma
mouu B Hopme. Jleyenne npenapatamm xenesa 6es sdpdekta, npu
CTAUMOHAPHOM 06CNER0BAHNM BUIMPYOUH U NEYEHOUHbIE NPOOLI B
Hopme, 0bumit 6enok 95,6—90 r/n, y-rmobynunbl 29,7-38%, CPb ++,
JIE-knetku He obHapyxewsl, a/T k AHK, oKJT v UK & npepenax
Hopmbl, natekc-tect u P® otpuuarenshsbie, ACITIO menee 250, nm-
myHorno6ynmHbl B Hopme. HBSAg v antutena k HCV otpuuatensbie,
o6HapyxeHs aHtutena k HBE. Mpotennypua 0,066—0,03 r/n, ocamok
ckyaHbif, 6enok berc-xonca B moue He o6HapyxeH. [Noces oTaens-
€MOr0 13 HOCA — FeMOSU3UPYIOLLMIA CTADUIOKOKK. PeHTreHorpadusa
MPMACTOUHBIX NA3YX HOCA 6E3 NATONOMMM, PEHTTEHOrPAGUS KPeCTLO-
BO-MOAB3AOLIHOTO COYNIEHEHHS — He UckntoueHa BonesHb bextepesa.
Oxo-KI' = nponanc mutpansHoro knanawxa, Y3M — 6es natonoruu,
konoHockonus — 6e3 natonoruu. IIAC — pedniokc-ractput, atpo-
uueckuit ractput. KoHCynbTMPOBAHA reMATONOTOM — AQHHbIX 30
30601€BaHHE KPOBM HE HAMAEHO. KOHCYNbTMPOBAHA PEBMATONOMOM,
JIOP, nposoauncs anddepeHumanbHbii AMArHo3 mexay 6onesHbo
Werpera, CKB, rpanynematosom Berenepa, xpoHudeckim BUpycHbim
renatutom. Hasnauen nnakeennn 200 mr/cy, 6es adpdekTa.

B nocneaytowem noctosHHo coxpansnacs aHemus, 8 2002 r.
NPEANPHHATO NOBTOPHOE 06CnenosaHme ansa uckmoveqms CKB, cuc-
TEMHOTO BACKY/IUTA, QYTOUMMYHHOTO renaTuTa, reMaTonorMiyeckoro
3abonesanus. Buisienen tpombounTos, B nepudepuueckoi Kposm
nnaamatuyeckue knetkn 2%. CoisopoToyHoe xeneso 3,2 mkmons/n,
06wt 6enok kposn 96—104 r/n (y-rnobyamnsl 44%). 1gG 22,4 r/n,
IgA 5,8 /n,IgM 1,44 r/n, a/7 k AHK 4 Ep, narekc-tect otpuuatens-
nbiit, aKJ1 8 npeaenax Hopmsi, LIMK 66 Ye (Hopma mo 30). Mpotemn-
ypusa 8o 0,1 r/n, 6enok benc-Ixorca He 0bHapyxeH. Muenorpam-
MO — KOCTHbIM MO3T KNETOYHbIM, FPAHYNOLUMTAPHbBIM POCTOK PA3BUT
XOPOLWO, BCTPEYQIOTCS ABYXbSAEPHbIE NNA3MATUYECKUE KNETKH,
EIMHWYHBIE CKOMNEHUs 1O 7 KIETOK. DPUTPOMAHbIM POCTOK HOPMO-
6nactuyeckoro Tuna. MerakaprountapHbii poctok coxpaxeH. Y31
ChioHHbIX xenes — 6e3 natonormu. larHoss napanpotenHemmiecko-
ro remobnacrosa, CKB, cungpoma LLerpera, sackynuta otsepryTei,
AMATHOCTMPOBAOHA Xene304eGUUNTHAA aHEMUS HA dOHE MeHOop-
paruit. [ocTosHHo npuHMana npenaparsl xenesa, 6e3 sbodekra.

B 2005 r. ob6cneposana 8 THLL PAMH, chisBopotouroe xeneso
6,2 mxmons /11, ypoBeHb GeppuTMHa, TPaHCheppuHa, BuT. B, 1 do-
nMeBoi KMcnoTsl B npeaenax Hopmsl. CPB +++, 06uwmit 6enok 95/n,
Y-rnobynuiel 33,9%. UX-uccneposarme ChiBOPOTKM KPOBM M MOUM
No 1: nonuknoHansHas rMneprammarnobynMHEMUst C MOBbILIEHUEM
yposst 1gG u IgA, ysenudenme konuuectea LMK, kprornoBynmbl
oTpuuaTEnbHbIE, HeBOMbLIAA KybOUKOoBAs NpoTenHypus. Mccnenosa-
HME SPUTPOLMTOB — BBIPAXEHHBIN QHM3OUMTO3, rMNoxpomms. Mueno-
rPAMMA —~ KOCTHBIF MO3T KIIETOUHBIN, MOMMMOPdHBIA, B PA3APAKEHHOM
cocrostmu, MK 1,6%, numdbountsl 22,4%. TpenaHobroncua kocTHoro
mo3ra Ne 1 — BcTpedaioTcs nnasmaTuieckue u numbonaHsie KneTku,
M3MEHEHWA HOCAT BTOPUYHBIA XapakTep. JuarHos: «<xpoHuyeckos
XENe30AePULMTHAR aHEMMSY. PEKOMEHROBAHO NPORONXMTL NPHeEm
NPenapaToB Xenesa, AHemMna He KOPPEKTUPOBANACH.

B 2008 r. nossunmcs oteku roneHei, KOTopbIe B TE4EHMe nocne-
LyIOLMX NONYTOPA NET HAPACTANM, YCUIMNACH OABILIKA Npu Gu3m-
yeckor Harpyske. [potennypua 0,9-1,1 r/n, Dp 1-3 B n/3perus,
CO3 77 mm/y4, Hb 76 r/n. Y3N — paclwmperie noxaHku, daliedex
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npasoi nouku. Becroin 2009 r. neperecna ocTpbii NpABOCTOPOHHMI
raMMOPHT, GECMOKOMNU 3QNIOXEHHOCTb IEBOTO YXA, HOCA, CHUXEHME
apenus. [pn 06cnesoBaHNmM B HebPONOrMYECKOM OTAENEHUM MO MEC-
Ty xutensctea npotentypusa 7,6 r/n, Hb 90 r/n, 06umin 6enok 58 r/n,
ansbymunbl 20 r/n, y-rnobynunel 43%, kpeatunnn 104 mkmons/n,
CbiBOPOTOUHOE Xene3o 5,3 mkmons/n. JIE-knetku He Hanpens, ANCA,
a/7k AHK, LMK, komnnement, AH® — 8 npepenax Hopmbl, CPB 59 en.
(10 Hopm). IX Ne 2: natonormyeckmx rpaiMeHTOB He BLISBIEHO, B MOYE
6enok benc-Ilxorca He obHapyxeH. YpoBeHb MMMYHOOBYIUHOB
B Npefenax Hopmsl. [McnpoTenHemus no HeGpoTMYECKOMY THry.
HecenekTvsHas knybo4KoBas NpOTEUHYPHS.

KonoHockonust — HeanddepeHUMPOBAHHBIA KOMWT, He WUCKIIO-
4EH OMMIIOMAO3, BUONCHA = PEAKLMA HA OMMITOWA NMONOXUTESNBHAS,
BLIABIIEHbI TAKXE NPHU3HAKM MOAOCTPOrO HECNEUMPUIECKOTO KOMUTA.
IuarHos cuctemHoro 30601€BaHNS, MEPBMYHOTO» AMUITOULO3QA,
HECNEeUMBUIECKOTO A3BEHHOTO KONUTA OTBEPTHYT, ANArHOCTUPOBAHI
xene3oneduUMTHAA QHEMMS, KONONATHA — SPO3UBHOE MOPAKEHUE
TONCTOM KULIKK, AUCTPODMS neyeHu, BTopuuHas Hebponatus.
Mposoannace Tepanus npearuzonoHom 60 mr/cyt 6es sdpdexra,
NPEAHNU30/I0H OTMEHEH.

Buoncua noukn Ne 1 (uccnenosanme nposogunocs Ha kadeape
natonoruyeckon aHatomnn MMA um. .M. Ceuerosa). CM: 6uontar
NOYKM NPEACTABAEH KOPKOBLIM Coem (2 knybouka) 1 TKaHbIo npa-
mua. B knyboukax otmedaeTcs otnoxerne ammunonaa no xogy bBMK
u mesanrus. 3arpyxeHo go 85% cocyamctbix netens. Otnoxexune
OMMUIIOMAC OTMEYTETCA B CTEHKAX BHETNIOMEPYIPHBIX COCYAO0B MO
xopy TyOynspHbIX GA3AIbHBIX MEMOPAH. DNUTENUIM U3BMTHIX KAHANBLEB
B COCTOSIHWM BENKOBOM AMCTPODHM 1 OTPODHMM, TPOCBET PACLUMPEH
¢ 6enkosbiMK upnuHapamu. OuddysHbiit cknepos crpomsl. Mpu MIX
Cneundryeckoro CBEYEHWs He HaMGEeHO. 3aKNoYeHue: KOPTUHA
OMMIIOUAHOTO CMOPLLMBAHKA MOYEK. TUIMPOBAHUE CO LLENOYHbIM
YOHUMHOM BbISIBUIIO MCYE3HOBEHME OKPACKK Yepes | mMuHyTy 3a-
KIIOYEHME: BTOPUYHBIAY OMUNOMEO03. YCTaHOBNEH anarHos: «Bro-
PUYHBIFY OMUIIOUAO3 MOYEK, KULLEYHWKA, HEDPOTUYECKUI CHHAPOM
C HOpyLeHKeM dyHKUMM noYek. [MNOXPOMHAS AHEMHSY.

JokymeHTl 60MIbHOM KOHCYNbTMPOBAHLI Hedponorom KB um.
C.I'. BotknHa — BbICKA3AHO MPEANONOXEHUE O HANMMYMM TUMMPOMBI
XomxknHa nnbo 6onestn Kactnemara, 6onbHAs roCnMTanM3MpoBaHa
A7t [OO6CNEN0BAHMS.

Cocrostme npu noctynnenuu cpeaHen taxectv. Koxa bneanas,
uncrast. Jluuo nyHoobpasHoe. 3aaHe-welHsie NMMpOY3ibl HE3HA-
YMTENBHO YBENWUYEHb!, 3NacTUYHbe, Be3bonesHerHbie. OTekos HeT.
B nerkux xpunbl He BLICTYLWMBAIOTCA. TOHbI CEPALA YAOBNETBOPU-
TENbHOM 38y4YHOCTH, puTMmMuHble, 88 B 1 mun, ALL 110/70 mm pr. cT.
KuBOT MaArkuit, 6e360ME3HEHHBIN, NEYEHb 1 CENE3EHKA HE YBENUYEHSI,
06nacTb Noyek 6e360NE3HEHHA, AU3YPUI HET, ANYPES QNEKBATHBIM.

O6cneposanme: npotenHypusa 1,3 r/n = 2,3 r/cyt, Ip 1-2,
J1 4-6 & n/3penuna. Hb 73 r/n, J1 7,69 Thic./mkn, neitkountapHas
dopmyna B npepenax Hopmsl, Tp 480 thic./mkn, COD 20 mm/u.
Kpeatunun 119 mkmons/n, mouesura 5,4 mmons/n, obuwmit 6enok
64 r/n, ansbymurbl 47,2%; mobynuner: o, 4,1%, o, 12,9%, $ 18,3%,
¥ 17,5%; mouesas kncnota 334 mkmons/n, xonecteput 4,8 Mmons/n,
CbIBOPOTOUHOE Xene3o 2,8 mkmons/n, kansumit 2,06 mmons/n, ka-
nuit 4,3 mmonb/n, Hatpuit 141 mmons/n. CPB 12 r/n (Hopma go 6),
ACNO, PO, kprornobynuusl — otpuuatensrsie, akKJl1gG 2,3 GPL,
aKJ1IgM 3,6 MPL, anti-SS-A(Ro) 3,8, anti-SS-B(La) 3,3. anti-Scl-70
1,1, anti-RNP-70 15,6, anti-CentrB 0,1, anti-dsDNA - 0,91, C3
1,68, C4 0,35, anti MPO (p-ANCA) 0,1, anti-PR3 (c-ANCA|) 1,2 En.
BA o6HapyxeH (koad = 1,2; HuskonosutveHbii pesynstat). MX Ne 3:
YPOBEHb MMMYHOTOBYNMHOB B NPEaenax Hopmsl. ucnporenHemus
no HeppoTuyeckomy Tvny. HecenextneHas knyboukosas npoTemH-
ypHa. MOHOKNOHANLHOM CEKPELMM HE BBIABNEHO HIt MDY MMMYHODHK-
CAUVM CbIBOPOTKM 1 MOYM, HY MPM KONTMYECTBEHHOM QHAM3E YPOBHS
CBOBOMHBIX NIETKMX LiENEN B CHIBOPOTKE KPOBY.
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PentreHorpadus opraHos rpyaHoit knetku 6e3 natonoriu. Y3U
OPraHOB BPIOLHOM MOMOCTH M NOYEK: MOYKM C YETKUMU KOHTYPAMM,
RD 126 x 59 mm, RS 119 x 72 mm, naperxuma 26—30 mm, pesko
nosbiwenHoi sxorenHoctn. YIC: cnpasa noxarka 30 Mm, cnesa He
pacwupeHa. KorkpemenTs He sigsneHs. ObbemHble 06pasosa-
HUa He anddepeHumpyioTcs. 306PIOWMHHBIE TMMbATUYECKME Y3l
He Buayanuaupyiotcs. CBo6OAHAA XMAKOCTb B BPIOWHOM NONOCTH
He onpeanendetcs. 3akmodeHne: anddysHbie U3MEHEHMA NeveHy;
BLIPOXEHHbIE AP BY3HBIE M3MEHEHHS NOYEK; NPABOCTOPOHHAR Nne-
noaktasua. Ixo-KI: natonoruv He Harpero. Konorockonus: rpy6oi
OPraHMYECKOM NATONOMMM CO CTOPOHBI CIM3UCTOM OBONOYKM TONCTOM
kuiwkn He Boiasnero. I C: XpOHUYECKMI racTPOaYOAEHNT C erHMY-
HBIMM SPO3MAMK B GHTPANbHOM oTaene u nykosuue AMNK.

Tpenarobuoncus koctHoro mosra Ne 2 (ructonoruyeckoe mc-
CNefOBAHME NPOBOAUIOCH B OTAENEHUM NATONOMMYECKOH OHATOMMM
THL): suisensiorcs Hebonblune ckonnerus CD20+. B 6onbwem konu-
4ECTBE BMAHL PACCeaHHbIE 1 nexalume menkumu rpynnamu CD38+,
CD138+. Bce onn k= A—. Okpacka Ha amunoma-A, IgG, IgA, IgM
OTPULATENLHAR. 3AKIIOYEHME: BbISBNIEHHBIE U3MEHEHMS HE MO3BONAIOT

E.B. 3axaposa

WCKIIOUMTL HAYANO numbonponndepaTMBHOro 3060M1eBAHMS, OLHAKO
Manbii 06bem BMONTATA 3ATPYAHAET OKOHYATENbHYIO BEPUPMKAUMIO
npouecca.

Buoncua noukm Ne 2 (puc. 3—6): CM, nposeaers okpacku -3,
LUMK-peakups, Tpuxpom no Macony, koHro kpacHsim. B npenapare
24 kny6ouka, 11 13 HKUX NONHOCTBIO CKNEPO3MPOBAHSLL. B ocTabwimx-
cq knyboUKax OTMEYAIOTCH KPYMHBIE OTAOXEHHA S03MHOPUIbHbIX
6ECKNETOYHbIX MOCC B ME3AHTMM M B CTEHKE KANMANAPHbIX NETENb
NPenMyLLECTBEHHO B 06naCTH cocyamncToro nomoca. CTeHku kanmn-
J'IFIprIX neTenb yTOJ'ILLI,eHbI, B HeKOTOprX KJ'Iy60‘-IKOX OTMeYaeTcqa ux
NONEPEUHAs MCHEPUEHHOCTb («CMKYNOOBPa3HAR TPAHCHOPMALKSY).
BbipaxeHHbii arddy3HO-04aroBbIi Cknepos MHTEPCTULMA 1 ATPODHS
kaHanbues, 3aHumarowme 6onee 70% nnoLLoam noyedHoN napeHxm-
Mbl. MHOMME KQHQbLbI KUCTO3HO POCLUMPEHS, 3AMOAHEHb GENKOBbIM
copepxumbiM. IMCTpodust KAHAMBLEBOTO SMUTENUS B COXPAHHbIX
KAHAnNbLAX. O‘-IOFOBOFI MHCI)MJ'IprOLIMﬂ MHTepCTMLIMFI BOCNANMUTENb-
HBIMM KNETKaMU. ADTEPHM 1 OPTEPUONBI — BEIPAXKEHHOE YTONLLEHME
creqok. OKpacka KOHrO KPACHBIM — MO3WUTMBHOE OKPALUMBAHME
matepuana, MHGUNLTPUPYIOLLEro KnyGOouKM, apTepuu, ApTEPHOTb.

Puc. 3. borpHas H., GHOIITAT IOYKH, AMIIOH/THBIE
OTJIOKE€HHS B CTEHKE COCYA OB (OKpPaCKa KOHI'O KPACHBIM.
x250)

Puc. 5. boapHaa H., GHOIITAT IIOYKH, AMUIOHIHbIE
OTJIO}KEHUS B KIIy0OUKAX M COCYaX (OKPACKA KOHIO
KpPacHBIM. x250)
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Puc. 4. borsHas H., GHONITAT MOYKH, AMHIOH/THBIE
OT/I0KE€HHA B CTEHKE COCYAOB (OKpPAacKa KOHI'O KPACHBIM.
x250)

Puc. 6. BoabHas H., GHONITAT IIOYKH, CBEYEHHE JTETKHX
IeTIe A B IPOEKIIHH OTIOKEHHI B ME3aHIHH KIy0OIKOB
(MMMYHO(TIOOPECIIEHINS C AHTHTEIAMH K A-JIETKHM
uersam. X400)
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NmmyHodnioopecuerums: IgG uanmnapsi++, mesanrmitt. IgA, IgM,
C3, C1q — HerT, K-umnmHapbit+, A-uanuHapsl u mesanmmirt++, 3akmio-
YEHWE: AMMIIONIIO3 MOYKM.

KT opraHos rpyaHoit knetku u 6piowHoi nonoctv (puc. 7): 8
GPIOLIHOM NONOCTV NATONOMMM He HaMaeHo. B cpenHem cpenocTermu
MO30AV 1IEBOTO NPEACEPaAMs M KayaanbHee Brdypkaumm Tpaxen onpe-
fensetcs natonornyeckoe obpasosarne 52 X 50 X 22 mm, ¢ yeTkumu
KOHTYPOMM, B KOTOPOM MPOCIEXHBAIOTCS O4AroBbie 0ObI3BECTENE-
HWa. 3aknoueHne: 0BHAPYXEHO NATONorMyeckoe 0bpPa3oBaHME
cpenocTerms ¢ obbisBecTBneHrem. BoamoxHo, oHo npepcrasnaet
KOHIIIOMEPAT IMMPATUYECKHX Y3TIOB.

BpoHxockonus, TPOHCOPOHXMANBHOE YbTPA3BYKOBOE CKAHMPO-
BaHue: anddy3HbIi ABYXCTOPOHHMI aTpoduueckuit GpoHxmT. JTnmdba-
neHonatus HesicHoro reHes3a. O6bemHoe 0Bpa3oBaHME CPEAOCTEHMS.

BonbHas koHcynsTMposara B8 MHIL, 6opsbbi ¢ TyGepkyne-
30M: AMArHO3bl CAPKOMAO3Q M CUCTEMHOTO BACKYUTA MCKIIOYEHHI,
suisenenHoe npu KT obpasosanme ¢ ouaramu obbI3BECTBAEHMS
HUXE BUYPKALMM TPOXEM NO PACTIONOXEHMIO MO0 COTACYETCS C
MPEACTABNEHUSIMU O TyOEPKYNEe3e BHYTPUIPYAHbIX IMMBATAYECKMX
y310B. PEKOMEHLOBOHO XMPYPrUyecKoe BMELLATENLCTBO C LEMbIO
Mmopdonoruyeckoi BepudukaLmm AMarHo3a.

C yyeTom aaHHbix 0bCnenosanms Haubonee BEPOSTHLIM Npes-
crasnancs avarnos 6onesqn Kactnemara. MNaunenTka nepesene-
Ha B otaenenve TopakansHoi xupyprun TKB um. C.IM. botkuHa,
06.04.2010 sbinonHeHa onepauys — NEBOCTOPOHHSS TOPAKOTOMMS,
YAQNEHWe KOHMOMepPaTa TMMGATUYECKUX Y3I0B. [UcTonormyeckoe
MCCNEeNoBAHUE ONEPALMOHHOTO MATEPMUANA (BLINONHEHO B OTAE-
neHnn natonoruueckor anatommn THLY) (puc. 8—9): suisenaiorca
MMPATUYECKME Y3TTbl C COXPOAHEHHBIM PUCYHKOM CTPOEHUS. BuaHbl
nmbonaHbie Gonamkybl HEBOMBLLMX U CPEAHUX PA3MEPOB, YOCTb
M3 HUX C HELUMPOKMMM PECKTUBHBIMMA LEHTPAMM, B 30HAX PEAKTHB-
HbIX LEHTPOB BUAHBI COCYAbI C YTOMLUEHHBIMM, TUAIMHU3UPOBAHHbIMA
CTEHKOMM, MECTAMM B POSIMKY bl MPOHUKAIOT MENKME COCYabl, TAKKE
C rManMHM3MpoBaHHbiMu cTeHkamu. [ pu MIMX-uceneposanmmn ¢ CD20,
CD79q, bcl2, CD10, CD23, CD21, CD5, CD34, Factor VIII, x, A,
CD3, CD34, CD38 shisBneHa BbIpaxkeHHas TMMbONIasmMokIeToqHas,
nonvknoHansHas runepnnasus. Okpacka Ha CMV «—», EBV «—»,
HemHorouncnernsle knetkn HSV 1+, HSV2+, sce ormn HHV8 «—». 3a-
KIIOYEHME: BLIABNEHHbIE U3MEHEHMS COOTBETCTBYIOT KAPTUHE 60Ne3HN
Kactnemana, ianuHoso-sackynapHbiit sapuaT. [pu nepecmotpe
FOTOBbLIX CTEKJIONPENAPATOB 0BHAPYXEHbI MHTEPGONIUKYNSPHO
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Puc. 8. BoinbHas H., yianeHHoe 00pa30BaHHE CPETOCTEHHS,
THIIEPBACKY/LIPHU3AIUA U BRIPAKEHHAs IPoaudepans
IUIA3MATHIECKHX KIETOK B MEXK(PO/UTHKY/ISIPHOH 30HE
(OKpacka reMaTOKCHJIHH-303UHOM. X200)
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Puc. 7. BoabHasa H., KOMIBIOTEpHAA TOMOIpad U IPYTHOM
KJI€TKH, 00BI3BECTBICHHBIN KOHITIOMEPAT B CPEAOCTCHHH

MOCCHBHbIE CKOMIEHMA, MNACTbl 3PENbiX MNA3MATUYECKUX KIETOK.
3akniouenmne: MopdonorMyeckas KapTMHA COOTBETCTBYET BOnesHM
Kactnemara, nnasmoknetounsiit sapuant, HHV8 «—».

Ceponoruyeckoe obcnenosaHme (BuinonHeHo 8 nabopartopum
KIIMHUKO-BUpYCOnormyeckoi auarHoctuku renatutos u CIMAL THL):
a/T k CMV IgM otp., IgG 1:1600; o/t k HSV1-2: IgM otp., IgG
1:3200; a/7 k EBV: IgM-VCA-EBV otp., IgG-EA-EBVorp., IgG-NA-
EBV >115; a/t k VZV otp. Mccneposanue metomom MNUP & knetkax
kpoen = DNA CMV otp., DNA EBV <100 konuit/10° k., DNA
HSV1-2, DNA HBV, DNA HCV - otp.

Tpenanobuoncua koctHoro mosra Ne 3 (uccneposanme npo-
BOAMNOCH B OTAENEHWM natonoruyeckor anatomun FHLL PAMH):
BLISIBNIEHHbIE M3MEHEHHS MMEIOT BTOPUYHBIN XAPAKTEP MO CPUBHEHMIO
C NPEMbIAYLIMMIA UCCTIENOBAHMAMM BE3 AUHAMMKM.

BonbHas HeopHokpaTHO koHCcynbTUpoBaHa B [HL, noaTsepxaer
amarHo3 6onestn Kactnemara ¢ nopaxeruem numdboysnos cpeno-
CTEHMS, CMELaHHbIN BApHaHT. [TposeaeHme cneumdbryeckom Tepanmu
NPH3HAHO HeuenecoobpasHbim. Pexomernosaro HabniopeHue.

Takum 06pPa3OM, NOUMEHTKA C anuTensHbim, 6onee 12 ner,
TeueHem pedpaKkTEPHOM aHemmu, Beicokum yposHem CPB, rvnep-
Y-rnobynMHEMMEN M NPUCOEIUHEHUEM HEPPOTUYECKOTO CUHAPOMA
LETANbHO 0OCNENOBAHA B CBSI3M C AMMIOMAO30M MOYEK W KWLIEY-
HWKQ, NPEANONOXUTENLHO AA-GMUIONIO30M M MOAO3PEHMEM HA
6onesHb Kactnemara. InarHos «ammnonaos noyek» noaTeepxaeH

Puc. 9. BonbHas H., ynaaeHHoe oGpa3oBaHue
cperocTeHus, KIETKH MoTTa B MeK(OLTHKY/IIPHON 30He,
BHYTPHKJIECTOYHASI THIIEPCEKPEIHSA HMMYHOITIOOYIHOB
(OKpacka reMaTOKCHJIHH-303HHOM. x400)
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npu NOBTOPHOM BUONCHMM NOYKHM, B XOaE OOCNENOBAHMS AAHHBIX 30
XPOHWYECKOE BOCTIANIUTENBHOE, OHKOJIOTMYECKOE, QyTOMMMYHHOE,
CUCTEMHOE 3060N1EBAHNE HE MONYYEHO, AMATHO3 NMMbOMb XOmX-
KMHO MO0 HE-XOMXKMHCKOM numbomsl He noaTsepxaeH. [pu KT
rPYAHOM KneTkn o6HAPYXEHO naTonornyeckoe obpa3oBaHME B
CPEAOCTEHMM, BHINOHEHA TOPAKOTOMMS C YAONEHMEM KOHITIOMEPATA
NMMPATUYECKMX Y3NI0B CPEAOCTEHMS, PY TMCTONOMMYECKOM UCCNENO-
BOHWM BepudUUMPOBaH anarHos GonesHun Kactnemana. Yuuteieas
TUCTONOTMYECKMI BAPUAHT 306071E€BAHUS, LIUTENBHO BHIABAABLUYIOCA
rMnep-y-rnobynuHEMMIo, CneumndrYeckoe CBeYEHNE Nerkix Lienem A s
MPOEKLMY AMUNOMAHBIX OTIIOXKEHMH B ME3AHTMW HAOMBONEE BEPOATHBIM
npeactasnseTcs Hanuure AL-amunonnosa. AHemus pacLeHeHa Kak
aHemus xpoHuueckoro socnanermst. Knvnudeckui anarHos: «bonesms
KactnemaHa, cMewaHHbIi BOPUAHT C MOPAXEHMEM TMMPOY3NOB
cpenocTenus. AL-aMUIOMA03 C NOPAXEHUEM MOYEK, KMLIEYHHUKA.
HenonHbiih HedpOTUYECKHI CHAPOM, COXPAHHARA GYHKUMS MOYEK.
CocrosH1e nocne NesOCTOPOHHEN TOPAKOTOMUM, YACGIEHHSA KOHI-
nomepata numdatnueckux ysnos ot anpens 2010 r. MNocneonepo-
UMOHHQS NNEBPONHEBMOHMS B CTARMK OBPATHOTO Pa3BMTHS. AHemms
XeNne3oneduUUMTHAR B CTAAMM KOMMEHCALMUY.

[Mpu BbiNMcKe cocTosHWe yaosnetsoputensHoe, Hb 142 1/n, CPB
2,1 En (Hopma). bonbHaa npogonxaeT Habnioaatscs B Hedponoru-
yeckom otaenermn [Kb umenn C.M. botkuna u s THLL, Hb 146 r/n,
npotenrypua 0,9 r/n, kpeaturmn kposn 109 mkmonb/n, yposeHs
uHTEpPnenknHa-6 B npepenax Hopmbl, npu KT gamHbIX 30 peumaus
6onesnn Kactnemara Her.

Cnyuaii 3

bonbHas K., 19761. p., noctynuna s otaeneque Hepponorm Kb
um. C.M. botkunna 22.07.2009 r. ¢ xanobamu Ha cnabocTb, 3nM3oas!
MNOBLILIEHKA TEMNEpaTypsl, ronosHbie 6onu. C paHHero aetcrea yac-
THIE MMU30Mb! MOBLILIEHHS TEMMNEPATYPbI, YBENUYEHUE MORYENIOCTHBIX
numdoyanos, ¢ 1985 r. 6onu 1 npunyxnocTs NPABOrO NNEYEBOro U
NPABOro KONEHHOTO CyCTOBOB, NoBbilweHme yposHs CPB++. Monyua-
na 6uunaun, B 1991 r. eisenena npotennypua 0,038 r/n, Ip 25-30
B n/3p. B ceasu c nmxopaakoi no 39 °C, noadenioctHoi numdaneHo-
natuei obcnenosara s rocnutane um. H.H. Bypaenko: Hb 120 r/n,
neikoumntos ao 14 teic./mkn, COD 40 mm/4, PCK ¢ Tokconnasmos-
HbiM aHTUreHom +++, JIE-knetkn u PO — otpuuatenshsie, Groncus
NUMPOUIHON TKAHM HOCOTOTKM — BOMNMKYNAPHAS TMMEepnNasus,
MWENOTPAMMA — KOCTHBIN MO3T 6e3 HapyLermil cospesarus, [1K2,5%
I1arHos: xpoHUYeckui NPUOBPETEHHBIM TOKCOMNA3MO3, NPOBOAK-
nock KypcoBoe nevenue Gucentonom. B aansHeiuem yacTsie snmusoal
nuxopaaku, pacuernsaswmecs kak OPBM. B 1996 r. 1-a Gepemen-
HOCTb NMPEPBAHA HA 24-7 Hedene 13-30 MHOXECTBEHHbIX MOPOKOB
paseuTua nnoaa, & 1998 r. — 2-a GepemeHHOCTb 6e3 OCNOXHEHH,
ponbl & cpok, peberok 3nopoe. B 2003 r. — 3-a 6epemeHHOCTb, B CBA3M
C3MM3000M TMXOPAAKH, PACLEHEHHBIM KOK PUMM, HO POHHEM CPOKe
npousseaeH MeaabopT C OCIOXHEHUAMM, NEPEHECNA MHEBMOHHIO.
MosiBunncs 6onM B CyCTABOX KUCTEH W Ty4€3ANSCTHBIX CYCTABAX, OTEKM
Ha mue, AL 140/90 mm pr. 1. MNpun 06cneposaqmi B Hedponormye-
CKOM OTAENEHUM N0 MECTY XuTenbcTBa npotenHypua 4,2-0,141/n, Op
mroro — 1=2 8 n/3p. Hb 114 r/n, J1 no 25 twic./mxn, CO 36 mm/y,
obumit 6enok kposu 63 r/n, kpeatrnn 80 mrmons/n, a/T k HK,
aKJ1, IE-knetku, kprornobyamnel, PO, ANCA — otpuuarensHsie, CPb
133 mr/n, IgA = 2 Hopmbi.

Buroncus nodku No 1. CM: napupanbHbii iManHo3 OTaeNbHbIX ne-
Tenb 1 PYKOSITKM KNyBOUKOB, CKNepOo3 4acTH KnybOo4KOB CO CKNepO3oM
W KPYMHOKAETOYHON MHUNLTPALMEN CTPOMBI, AMCTPODHS KAHAMBLEB.
N® He nposoamnnack. 3akmoyeH1e: Me3aHrMonponudepaT1BHbI
rnomepynoHedpuT.

IMarHOCTMPOBAH XPOHMYECKMIt FTOMEPYROHEDPHT, HAZHAYEHDI
QHTUKOQTYNAHTHI, 4E3ATPETaHTb, NAKBEHWI, AENATWA, SHANANPUI —
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nevenme He nposoguna. B 2004-2008 rr. — yacteie snusoabl nu-
X0paaku, nosbiwenne ALl 6onu B NOACHULE, NPU HEOJHOKPATHBIX
rocnutanusaupsx — npotenHypus ot 5,0 no 0,5 r/n. B 2008 r. snep-
BbIE BHIABNEHA rMNONPOTEUHEMMS 80 54 1/N, QHIMONATMS CETYATKM,
yHKUMA MoYeK BbiNa COXPaHeHa.

B 2008 r. B oTaeneHmMm NaToNOrMyeckon aHATOMUM MO MECTy
KUTENbCTBA ObIY NEPECMOTPEHBI CTEKIONPENAPAT BUOMNCHM MOYKM
No T 1 BHINOAHEHO LOMONHUTENBHOE UCCNEAOBAHME: B ME3AHTMH
BOMbLMHCTBA KITyBOYKOB, CTEHKOX MENKMX QPTEPUM MHTEPCTULMS
onpeaenseTcs Hannume GeCCTPYKTYPHOMO Cnabo-303MHOGUIBHOTO
cy6CTPATA, OKPALUMBAIOLLErOCA KOHIO KPACHBIM B AN0-KPACHBIM LBET.
B nonspn3osaHHOM CBETE — XENnTO-3eM1eHOE CBEYEHME. 3OKIIoYEHHe:
amunoungos noyek. Pekomengosaxa nostopHas Guoncus ¢ npseae-
Huem UMNX-uccneposamms.

B mapre 2009 r. no mecTy XuTensCTea NpoBeasHa G1oncus NouKku
Neo 2: Bo BCex kiybOUYKOX MACCUBHbIE CKOMNEHMS BECCTPYKTYPHOTO
303MHOPUIBHOTO CyBCTPATA, OKPALIMBAIOLLErOCS KOHTO KPACHBIM B
KPQCHbIM UgeT. AHQNOMMUHBI CyBCTPAT B CTEHKAX MENKWUX apTEPHH.
B nonaprsosarHOM CBETE XENTOBATO-3€NEHOE CBEYEHME CYOCTPATA.
N®D u UTX He nposogmnocs. 3akoyenme: amunonaos. duarHoctu-
POBAH CEPOHETQTHBHbIN IOBEHMIbHbI PEBMATOMAHbIN APTPUT, CEPO-
HeraTMeHbIi CnoHannoapTpuT, AA-amunongos. HasHaueH konxuumH,
06CyXAaN0Ch HA3HAYEHME NPENapPATA OPABA.

Creknonpenapartsl 6uoncun nodkn Ne 2 nepecmotpensl 8
MocKoBCKOM rOpOACKOM LEHTPE MOPGONOTMYECKONH AUATHOCTUKM:
Hanbonee BEPOSTEH AMUNOMAO3 MOYKM, OAHAKO OKPACKA KOHFO
KPQCHbIM COMHUTENBHAS, C YHETOM XAPAKTEPQ OTIOXEHHS BGeckne-
TOYHOTO MATEPMANQ MO TUMY HOAYASPHOTO FIOMEPYNOCKIEPO3a
HENb35 UCKIIOYUTh TAKXKE BONE3HB OTNOXEHNA IETKMX/ THXENbIX Liene.
Heobxoanmo UMX-nccneposarme.

BonbHas komcynstuposara Hedponorom 8 [KB um. C.I1. bot-
KMHQ, BBICKO3AHO COMHEHME B HONMYUM PEBMATOMOHOTO APTPUTA W
BOPMAHTQ MOPAXEHMS MOYEK, KOMXHLMH OTMEHEH, 6ONbHARA rOCIUTa-
NM3UPOBAHA ANA LOMOSHUTENBHOTO 06CIEN0BAHHS.

CocrosHme Npu NOCTYNAEHUM YAOBNETBOPUTENLHOE, OTEKOB HET,
nepudepuueckue MMMPOY3Nbl HE YBEMYEHDI, CYCTABbI HO BUA HE
M3MEHEHBI, IBUXEHMS B NONTHOM 0BbeMe, OCaHKA He HapylieHa, ALL
140/90 mm pT. cT., duaMkanbHOE UccenoBaHme 6e3 0CoBEHHOCTEN,
AMYpE3 OAEKBATHBIN.

O6cnenosanme: npotenHypus 0,7 r/n— 1,8 r/cyT, mouesoi oca-
nok ckyanbiit. Hb 123 r/n, 16,9 Thic./mkn, nefikountapHas popmyna
B8 npegenax Hopmel, Tp 361 Teic./mkn, COD 10 mm/u, kpeatuHmH
kpoeu 109 Mkmonb/n, mouesura 9,5 mmons/n, 0bumit 6enok 521/,
octanbHble nokasareny 8 Hopme. PO, C3 koMnoHeHT konmnnemen-
Ta — Hopma, CPB ot 1 go 6 Hopm. MimmyHonoruyeckoe uccnepo-
BaHue Ha Tokconnasmos MDA IgG — pesynstar oTpuuaTEnbHbIN,
KOHCYNbTMPOBAHA B MOCKOBCKOM LIEHTPE TOKCOMIA3MO3Q — AAHHBIX
30 TOKCOMNA3MO3 HET. MIX-uccnesoBaHme ChiIBOPOTKM KPOBM M MOUM
No 1: nossiwenme yposHs IgA 1 cHnxenne IgG, nossiwerue yposHs
B,-M1KpOrNOGYNMHA, HecenekTBHAS KiyBOUKOBAS NPOTEMHYPHS.
MOHOKNOHANLHOM CEKPELMM HE BHIABAEHO.

PentreHorpadus rpyaHoit knetkn 6e3 natonormu. Pentreno-
rpadus kucten 6e3 natonorun. Pentrenorpadus weiHoro 1 nosc-
HMYHOTO OTAENA NO3BOHOYHMKA M TA3Q — NPU3HAKK OCTEOXOHAPO3A
nosicHnuHoro otaena. MPT kpecToBo-noaB3nowHbIX couneHeHui bes
naronoruu. Konorockonus 6es natonoru. Y3M opraxos GprolwHoi
nonoctv, nouek, sabprowmHHoro npoctparcrea — OBl 6e3 nato-
noruu, nodkr RD 100 x 48 mm, RS 102 X 49 mm, naperxuma 20 mm,
nosbiwerHor sxorenHoctn. Y1C He pacwupena. KonkpemeHTsl
He BuissneHs. OBbeMHbie 06PA30BaHMS He AnddepeHUMpyIoTCs.
3abproLwmHHbIE IMMbATUYECKHE Y3nbl He Bu3yanuaupytoTtcs. Cobog-
HOS KMAKOCTb B BPIOWHOM NONOCTH He ONPEAEnseTcs. JOKMIOYEHHE:
1 dy3HbIE UIMEHEHMS NMOYEK.



Peakie BAPUOHTBI CHCTEMHOTO AMUIONAO30: 0B30P MMTEPATYPSI H KIMHKYECKUE HOOMOAEHHS

Puc. 10. boapHas K., OHOIITAT IOYKH, AMHIOHTHbIE
OTIO’KE€HHUA B ME3AHTHATIBHOM H CY09HIOTETHAIBHOM
IIPOCTPAHCTBAX KIYOOYKOB H CTEHKAX apTepHOI (OKPACKa
KOHTO KpacHbIM. x100)
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[MepecMoTp CTEKNONPENAPATOB M NONOMHUTENLHOE MCCe-
noBaHue 13 napaduHosbix 6nokoe Guoncun noukn Ne 1w Ne 2
8 JlennHrpanckom 06naCTHOM NOTONOTOAHATOMUYECKOM BIOPO
(prc. 10—14): CM, BHINONHEHE OKPACKM TEMATOKCHIMH-303MHOM,
PAS-peakuus, Tpuxpom no Macony, cepebpenne no [IxoHcy,
KOHrO KpacHsIi. B matepuane obeux Hedbpobroncuit npeactasneH
TOMLKO KOPKOBBIN CNOW TKaHM noukm; cymmapHo 30 knyboukos, 13
HWX MOMHOCTLIO CKNEpPO3npPoBaHb 6 knyGoukos (20%). KnyGouku
PE3KO YBENMYEHBI, C OAHOKOHTYPHOM KANMNNAPHON CTEHKOM, bes
MPU3HOKOB YBENMYEHHS KNETOYHOCTH, CETMEHTAPHOTO CKIEpO3a 1
bOPMHUPOBAHMs NOAYNYHWI. B Me3aHManbHOM, CyBaHAOTENMANLHOM
W CyB3NUTENMANLHOM NPOCTPAHCTBAX KNyGOUKOB ONpefenseTcs
b dy3HOE yMEPEHHOE OTNOXEHUE OMHIONAQA — KOHIO-NO3UTUBHOTO
FOMOTEHHOTO MATEPHANA, HE UMMPETHMPYIOLLErOCs conamu cepebpa,
C ABOMHbIM Nly4EnPENOMIEHMEM B NONSPHU30BAHHOM cBeTe. Litonnas-
MQ 3NnUTENMA NPOKCMMATbHbBIX M3BUTBIX KOHAMbLEB C I'IOJJHepKHyTOI‘/‘I
3ePHACTOCTBIO. Menkoouarosas arpodus KaHAMBLEE C yTONLLEHMEM
W CMOPLLMBAHMEM 6A3aNbHOM MeMOPaHbI. LinnuHapsl npenctaenets
nartonoruyeckum 1 Henatonornueckum Genkom. Crerku aptepuon
W MESIKUX apTepuit AMdY3HO PE3KO YTONLLEHb 30 CHET OTNIOXEHHS

Puc. 11. BoasHas K., GHONITAT MOYKH, AMIJIOHTHBIE
OTIO’KE€HHUA B ME3AHTHAJIBHOM H CY09HJOTETHAIBHOM

IIPOCTPAHCTBAX KIYOOUKOB (OKPACKA KOHI'O KPACHBIM. x400)

Puc. 13. bonsHasi K., GHONITAT IOYKH, BHIPAKEHHAS
IKCIIPECCHS A-KOMIIOHEHTA AMIIOHAA B ME3AHIHATBHOM
H Cy03HIOTETHATFHOM IIPOCTPAHCTBAX KITyOOUKA M CTEHKE
APTEPHOIIBI (MMMYHOTHCTOXHMHUS — HMMYHOIIEPOKCHIA3a.
x400)

Puc. 12. BoapHas K., GHOIITAT IIOYKH, AMUIOHTHbIE
OT/I0KE€HHA B CTEHKAX aPTEPHOJI, HHTEPCTHIIUU U B OIb
TYOYIAPHBIX 0A3ATbHBIX MEMOPaH (OKPACKA KOHIO
KpacHBIM. x400)
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Puc. 14. BorsHasi K., GHONTAT IOYKH, BRIPASKEHHAS

JKCIpeccHa A-KOMIIOHEHTA aMIJIOH/IA B CTCHKE MEJIKOH

apTrepHH (MMMYHOTHCTOXHMMHSA - HMMYHOIIEPOKCHAA3a.

x400)
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AMWIIOMAQ; B CTEHKOX MENKWX APTEPHI HOPALY C OTNIOXEHMEM AMM-
NOMAQ ONPESEenaeTcs TAXENbIN CyOIHLOTENMAbHBIN OTek. ApTepum
6onee kpynHoro kanMbpa s matepuane He npeactasneHsbl. Juddys-
HbI CNaBOBLIPAXEHHbIN GHOPO3 uHTepcTums. MP-uccneposarme
BLINOMHEHO HO NAPADUHOBLIX Cpe3ax C ucnonb3osaHmem FITC-koHb-
tornposanHbix aHTuten k IgA, IgG, IgM, Clq, C3, dubpuroreny, A- u
K-nerkum uenam. Co BCeMM PEareHTamMu pesymbTaT OTPULATENbHBI.
NIX-uccnenosaHme BLINONHEHO MMMYHOMEPOKCHAA3HBIM METOLOM C
MCMIONb30BAHMEM OHTUTEN K A-kOoMNoHeHTy amunounaa. Onpepensetca
adbdy3Has rpaHYNapHAs SKCNpeccust A-KOMNOHEHTA AMUIOMAa+++
B ME3OHTMANLHOM, CYO3HAOTENUANLHOM U CyB3NUTEANANBHOM NPO-
CTPAHCTBAX KIyOOUYKOB, B CTEHKOX APTEPMON M MESIKUX apTEpUt;
b dy3HO-04AroBast 3KCNPECcHs — BOMb TyOYNAPHbIX BA3AbHbIX
MEMBPaH.

3aknouenve: AA-amMrnonaos Noukm ¢ anddyaHbiM BbIPOXEHHBIM
NOPaXeH1eM KiTybOUKOB, APTEPUON U MEIKMX APTEPHI U YMEPEHHBIM
NOPAXEHUEM KaHANbLEB; NonHbii cknepos 20% knyboukos.

BonbHas koHcynbTMpoBara 8 HAW pesmaTtusma: naHHbIX 30
kakoe-nmbo pesmaTnyeckoe 3abonesanme He nosyyeHo. Ha gaHHom
3Tane nNo pesynbTaTam 0BCNesoBAHMS Y NAUMEHTKM C MOPHOOT-
yecku BepudbUUMPOBAHHBIM AA-OMUIOUAO30M OTBEPIHYTH PEBMA-
Thyeckue 3a60NeBaHHs, BOCNANMTENbHbIE 30D0NEBAHMS KULLEYHWKA,
60ne3HM KPOBH, TYOEPKYNES, OCTEOMMENUT, TOKCOMIA3ZMO3, OMyXO-
nesble 30601€BAHMS.

Bnepsbie oTMedeHo nosbierue KpeatuHHa kposu go 280—
180 mkmonb/n Ha doHe snmsona nuxopagku. C yyeTom AAHHbIX
QHOMHE30 O HANMYMM YACTBIX SMU3OLO0B NIMXOPALKY C NEHKOLMTOZOM,
numboaneHonatun, aptpaniui, nossiwenus yposHa CPB u IgA v
MOATBEPXAEHHOTO TMCTONOTMYecky AA-OMUNOMA03a 30MIAHUPOBAHO
06CNen0BaHNE AN1st UCKIIOUEHWS TEHETUYECKUX AYTOBOCNIANUTENbHbIX
CMHAPOMOB — MOCIELOBATENLHOE ONPEAENeHne MyTAUMI TeHOB
MEFV, MVK TNFRSFTA, NLRP3. Kposb GonbHoM HanpasneHa Ha
reHeTuyeckoe uccnenosanume B nabopatopuio AHK-guarnoctmkm
Meanuko-renetnueckoro Haydroro ueHTpa PAMH, 6onbHas sbinucaHa
L0 NONYYEHMS PE3YSTATOB.

Myraumn rena MEFV & 10-m 3k30me (90% myTaumit) He obHapy-
xeHo. Buissnena mytrauus p.Val377lle 8 reteposurotHom cocTostHmm
B ok3oHe 11-ro rena MVK. 3akniouerme: nonyyeHHbie aaHHbIe Cau-
LETeNbCTBYIOT B MOMb3y NPEANoNaraeMoro auarHosa «runep-lgD-
CMHAPOMY, BBUZY QYTOCOMHO-PELECCMBHOIO THMA 3060N1eBaHMS AN
OKOHYQTENbHOTO MOATBEPXKAEHNS AMATHO30 PEKOMEHIYETCS NOMCK
2-i MyTOMM B OCTABLUMXCS 3k30HAX reHa MVK.

Mpw noeTopHoit rocnutanmsaumu B uioHe 2010 r. npotenHypus
2,4=0,7 r/n, Hb 99 r/n, kpeatnrnn kposn 318-281 mkmons/n,
cbiBopoTouHoe xeneso 12,6 mkmons/n, CPB 1,5 Hopmbi, IgD & npe-
fenax Hopmel, IgA — nontopsl Hopml. [NomyyeH pesynsTaT 4oNoHK-
TENbHOMO FEHETUYECKOTO UCCIIENOBAHMS: BLIABNIEHA BTOPAS MyTALMS
p.Trp188Gly B 3k30HE 6-ro rena MVK & reTepo3uroTHom coctosaHmy.
3aknouenme: auardos «rvnep-lgD cuHapoM» MonekynapHo-reHeTH-
YECKMM METOLOM NOATBEPXKAEH.

Takum 06pazom, y 6onbHOM, C pAHHEro AETCTBA CTPAACIOLLE
PELUIMBUPYIOLMMM IMU30LAMM JIMXOPALKM, CONPOBOXAAIOLLM-
MUCA nerkounTo3om 1 noesiweHnem yposHs CPB, aptpanruamu,
mmbageHonatuen, uebanrusmmu, C NoBbilLEHUEM YPOBHS IgA,
MOPGONOTMYECKH NOATBEPXKAEHHHIM AA-OMUIOULO30M MOYEK U
aByms MyTaumamu resa MVK, ycraHosneH knunuyeckuit anaros: «le-
HETUUYECKM OBYCIOBNEHHbIN QYTOBOCMQNMUTENbHLIN CUHAPOM (rUnep-
IgD-cuHapom). AA-amrnomnaos ¢ npemmyLLeCTBEHHBIM MOPAXEHMEM
nouek, XIMH, koHcepsatnsro-kypabensHas cramms. ApTepuansHas
rmneptensus 1-i cr.» BosobHosnen npuem konxuumHa. bonbras
npononxaeT Habmoaatbes B Hedponornyeckom otaeneqmn Kb
mmenn C.M. botkuma, s3nusomsl nuxopagkn He BO3OBHOBRAIOTCS,
oTmeuaeTcs meanerHoe nporpeccuposanne XIMH, nposoautcs
QHTUOHEMMYECKAS TEPAMNKS.
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3akiaouyeHue

[IpuBeacHHbIE HAMU KIMHUYECKUE HAOMOACHNA Xa-
PAKTEPHU3YIOT HE TOJIBKO TPYAHOCTH JUATHOCTUKH PESKUX
(pOpM CHCTEMHOT'O AMUJION/I034 C TOPAKEHUEM IIOYEK, HO
1 BOOOIIE AMUIONI032 KAK TAKOBOT'O. OTO CBA3AHO C TEM
0OCTOATENBCTBOM, YTO CUCTEMHBIA AMUIOUO3, JAKE TAK
HA3bIBACMBII «IIEPBUYHBIIN», IPEACTABIACT COOOH, B CYIL-
HOCTH, OCJIO;KHEHUE TEX W UHBIX 34001€BAaHUH (JTUM(O-
IJIA3MOLIMTAPHBIX, BKJIIOYAss MOHOKJIOHAJIBHYIO I'dM-
MaIaTUIO HEONIPEJEICHHOIO 3HAUYCHUS, XPOHUUECKUX
BOCIIAJIUTENLHBIX, B TOM YUCJIE U AYTOBOCHAIATE/IBHBIX,
T'HOMHO-MH(PEKIUOHHBIX, OHKOJIOTMUECKUX ) WJIX METOZIOB
JIeYeHUsI (JUATU3HBIN aMIIOU/I03). ICKIIOUeH1E COCTABIIA-
€T JINIIb TPAHCTUPETUHOBBIA AMIIONJ03, XAPAKTEPUCTHKA
KOTOPOTO BBIXOJJUT 32 PAMKH JIAHO ITyONIMKALMHY. JIMarHo3
AMWION/]032 B IIO/ABJIAIONIEM GOJIBIIMHCTBE CJTy4a€eB 3a11a3-
JBIBAET, TAK KAK OCHOBHOE 3200JIEBAHNUE JINOO MACKUPYET
NIPOSIBJICHUSA AMWJIOMI034, INOO, HAIPOTUB, IPOTEKAET
B CTEPTOU (POPME U CAMO OCTACTCS HEPACIIOZHAHHBIM, 4
AMIIONZIO3 KAK TAKOBOI KIMHUYECKU IIPOSABILACTCS YKE B
JAJICKO 3AIIEe/IICIT CTAIUH.

Bo Bcex Tpex mpeAcTaBIeHHbIX CIY4asaX OCHOBHOE
3200JIEBAHUE, IIPUBE/IIEE K PA3BUTUIO AMIJION]]034, IIPO-
TEKAJIO JINTEJIbHO — I'OJbl U JAXKE JECATUWIETUS — U HE
ObLIO AUATHOCTUPOBAHO B CIIy CBOCH PEAKOCTH U HECIIE-
IN(PUYECKON CUMIITOMATHKH. Y TOIBKO TIOSBIIEHUE CUM-
IITOMOB 3HAYUMOI'O NOPAKEHUS MOYEK, TOTPEOOBABILIEE
MOP(OIOTUYECKON BEPU(HUKAITNHN, TPUBEIIO, B KOHCYHOM
UTOI'EC, K YCTAHOBJIEHUIO OCHOBHOI'O IMAIHO34 METOJJOM
[IOCIELOBATENbHOIO UCKIIOYEHUS U3BECTHBIX IPUYUH
TOI'O WIXA MHOI'O THIIA AMUIOKA032a. IIpu aTOM 1 cama
JUATHOCTHUKA AMWIOH032 IIOYEK TAKKE COIIPOBOKIATACH
3HAYNTEIbHBIMU TPYJHOCTAMH. BceM TpeMm manueHTKam
OUOIICHSA TOYKH BBIITOTHAIACH JIBAK/IbL, UTO HIUTIOCTPUPYET
KAaK BBICOKHME TPEOOBAHNUS K KAYECTBY MOP(OIOTUIECKOTO
HCCIIEAOBAHUA TIOUEYHON TKAHU (UCIIOIb30BAHNUE HEOOXO-
JUMBIX OKPACOK 1 METOZIOB UCCIEAOBAHUSA IIPU CBETOBOU
MHUKPOCKOINH, O0SA32TEIBHOE IIPOBEICHUE UMMYHO(IIIO-
OPECLEHTHOI'O M,/WIN UMMYHOIHCTOXUMHYECKOI'O UCCIIE-
JOBAHUS), TAK M OOBEKTUBHBIE U CYOBEKTUBHBIE TPYIHOCTU
HUHTEPIPETALNUN I'UCTOJOIMYECKUX HAXO/IOK.

W HaKoHeL, ONTMCAHHBIE HAMU CJIYYdd IEMOHCTPUPYIOT
HEOOXOAUMOCTb MYIbTUAUCIUIUIMHAPHOIO MOAXO04A K
JUATHOCTUKE CUCTEMHBIX AMHIJIOMIO30B — 6€3 AKTUBHOI'O
Y44CTHA MHOXKECTBA CIIELIUANHACTOB — HE(POJIOTOB, I'eMa-
TOJIOT'OB, PEBMATOJIOI'OB, (PTU3UATPOB, XUPYPIrOB, MOPPO-
JIOT'OB, TEHETHUKOB — YCTAHOBJIEHUE [IPABUILHOI'O PEAKOTO
JUATHO34 Y JIEYEHUE TAKUX OOJIBHBIX ITOIIPOCTY HEBO3MOXK-
HO. [TOB3yACh CIIydaeM, aBTOP BBIPAKACT OI1arOfapHOCTD
KOJUIETAM M COTPYJHHUKAM, O€3 AKTMBHOI'O y4aCTUA U
MOMOIIX KOTOPBIX JJAHHAs PA60TA MOIPOCTY He Obulad Obl
ocyuiecTsieHa: npogeccopy B.B. bagoxuny, npodeccopy
C.E. Bopucosy, O.B. Bunorpaznoso#, O.A. Bopo6beBoii,
W.H. labpypaxmanosy, C.B. I'onuaposy, I1.B. Karnancko,
npodpeccopy A M. Kopurunoi, A.M. Koctuny, B.B. JIyHuHY,
T.A. Maxaposoti, npogeccopy AJI. Menuksas, mpodeccopy
JLIT. Mengeneesoi, mpodeccopy A.B. TTOJIAKOBY, aKaIeMUAKY
B.I'. CaBuenko, T.M. CoraukoBotit, E.C. Cronspesny, A.b. Ta-
peeBoi, CA. YIbsgHOBY.

ABMOPbL 3aAGIAI0M 00 OMCYMCIMEUU KOHPAUKMA
unmepecos.
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