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BbonbHon M, 52 net. [ocnutann3npoBaH B HEPONornyeckoe otaeneHne

KB nm. C.IN. BotkmnHa 14 nionga 2015 .

XanoObl Ha cnabocCTb, FONOBOKPYXEHUE, OAbILLKY, 6051 B MOACHUYHOWN
obnactu

AHaMHe3:

B 1988 r. npn cny4yanHom obcnenoBaHum BbISIBIIEH BUPYCHBIN renatnt B
B 2010 r. obcnenoBaH nepen onepaumen — yganeHne 6asanmomMbl KOXW,
NaTosIoOrMmn He BbIABIEHO

B mapte 2015 r. — ann3og nuxopagku B TedeHne Heaenu, ¢ 3Toro
BpEMEHMU NosaABUNMUCh cnabocTb, oabllka, cepauedbuenme, 6onm n
TSXKECTb B XXUBOTE

B mae 2015 r. obcnegoBaH ambynaTtopHo nNo MecTy xutenoctea: AL
120/80 mm pr.cT., Hb 131 r/n, Tp 222x10%mkn, CO3 14 mm/yac,
KpeaTuHuH 439 mkmonb/n, movyeBuHa 20.8 mmone/n, K+ 5.9 mmone/n,
ACT 35 En/n, AJIT 50 Eg/n, TTTI 135 Ea/n, WP 113 Ea/n, npotenHypus
1,03 r/n, ocagok ckyaHbin. AIAC — 2 asebl xenyaka n OINK

[Mony4an omenpa3son, 6eTa-bnokaTtopbl, COCTOSIHME HE YNy4LLNIOCh



B ntoHe 2015 r. rocnutannamnpoBaH B HEPONormdeckoe otA. No MecTy

XUTenbcTBa

« Hb 94 r/n, Tp 106x10°/MKn, KpeaTUHMH 634 MKMOMb/N, MoYeBMHA 26 MMONb/N,
mMoyeBast K-ta 520 mkmonbs/n, docdop 2.2 mmonb/n, K+ 6.5 mmons/n, pH 7.27,
BE -12,9 mmonb/n.

« Bce ocTtanbHble cTaHOapTHbIE NoKasaTenu KNnH. 1 6/x aH. KpoBU B HOpME

* [lpoTenHypua 1.08 r/cyTkn, 0CagoK CKyOHbIN

* CHwmxeHbl ypoBHHU IgA, 1gG 1 IgM, kpnornobynuHel 1+, CPB 23,2 mr/n

« OrnekTpodopes 6enkoB cbIBOPOTKM KpoBU: M-rpagmeHT 3.4%-2.2 r/n B y-30He

* IgE, P®, C-3, C-4, aHTusgepHsole a/T, ANCA u Tl B Hopme

* [lonoxutenbHble aHTMi-HBV-core I1gG, aHTn-HCV IgG/IgM, aHTn-HCV-core
IgM n aHTN-HCV-NS3-aHTureH. OcrtarnbHble Mmapkepbl HBV 1 HCV
oTpuuaTtenbHble

« [UP HBV: BupycHas Harpy3ska <750 konuu/mn; MNUP HCV: BupycHas Harpy3ka
4x106 konun/mn; reHotun HCV 3a/3b

« OKI' 1 OXO-KI: runeptpodums\ npaBoro v f1ieBoro Xesygo4vkoB

« Y3W OptowHOM NONoCTn: eANHNYHbIN NepunopTarnbHbIn NuMdoysen 12x9 mm,
OCTanbHOE B HOpME

« Y3W nouek: pasmepbl oo 128x54 mm, napeHxmma o 22 mm, YJ1C He
paclIMpPEHbl, KOHKPEMEHTOB N 0O bEMHbLIX 0Opa3oBaHU HET

* KT rpygHon knetku: HeborbLUOe yBeNnyeHne MmegmactuHasnbHbIX TMMoy3nos
(MakcumanbHo 4o 13 Mm)



B cBsaA3n ¢ nogo3perHnem Ha bBINI'H, BO3MOXHO B pamMKkax KpMorrodyrimHEMUYECKOTO
BACKyrnnTa, BbINOSIHEHA BUOMNCUSA MOYKMN.

CBeToBas MMUKpocKonusa: 8 KIybO4KoB, KIyDO4YKM runepTpodompoBaHsbl, C
3aMETHOWN MMMEPKNETOYHOCTbLIO 3a CHET MHAUNBTPALMK KanumnspoB NENKOLUTaMN.
NHTepcTnummn paclumpeH 3a cHet pmbposa u BelpakeHHON anddysHom numdo-
rmcTmounTapHon nHpunstTpaunn. Atpodpua kaHanbues okono 30% nnowagu. B
NPOCBETE COXPaHHbIX KaHasrbLEB — MAaCCUBHbIE rManuHoBble LUNUHAPbLI. CTEHKU
COCydOB apTepuarnbHOro Tuna c OTEKOM, BaKyorn3auuen KneTok MbllLEeYHOro Crios.
Okpacka Ha amunona otTpuuaTenbHas

UmmyHoMopdonoruyecku: IgA B krnybodkax oTpuuaTesieHO, B KaHarbLax
oTpuuatensHo; IgG B knyboukax oTpuuaTenbHO, B KaHanbuax oTpuuaTensHo; IgM
B Knybo4dkax oTpuuaTenbHo, B KaHanbuax otpuuatenbHo; C3 oTpuuaTenbHo;
Kanna - eguHuyHble umnuHapsbl; J1ambaa — B 6asanbHbiX MeMBpaHax Kryobo4vkoB U
KaHanbLUEB sIpKOe NMMHEWHoe, a Takke uunnMHapbl

AneKTpoHHasA MUKPOCKONMUA: Knybovkax B 6asanbHbiXx MemMOpaHax ToTanbHbIe,
NNOTHbIE, IMHEWHbIE N 3E€PHUCTLIE MHTPaMeMbpaHOo3Hble AEeN03NThl. Takue xe
Aeno3nTbl B basanbHbiXx MeMbpaHax Gonbluen Yactm kaHanbueB. Obpawlaer
BHMMaHWE Bakyonusaunsi, 4eCTPyKUns n geckBamaums HedppoTenmoumTos,
ncyesHoBeHne 6asanbHOro nabupuHTta

3aKkroyYyeHue: KapTuHa B Hanbonbluen CTeneHUn COOTBEeTCTBYEeT OONne3Hu
OTINOXEeHUS Nerkux uenem nmmyHornoobynuHos (lambda)



[TyHKLMA KOCTHOrO Mo3ra: nrasmatnyeckmx krnetok 1.8%, numdounTtos
22.9% (NyHKTaT pasBeneH nepndepmnyeckon KpoBbHo)
MMmyHOopeHoTUnmnpoBaHue knetok KM: BbiaBrieHa nonynsauus
nnasmaTndeckmx Knetok B konudectBe 1,5% ot kneto4yHoro coctaBa KM
co cneaywmnm nmmyHodeHotunom: CD45+dim, CD38+(Bbicokas
NfI0THOCTL 3Kcnpeccuun), CD138+,CD56-,CD28+,CD200-,CD117-,CD20-.
KoHcynbTauusa remartosiora: AaHHbIX 32 MHOXKECTBEHHYIO MUENOMY HET,
ONarHoCTMpoBaHa «nepBuYHasy 60Me3Hb OTNOXEHNS NErkux uenem
CbIBOpOTKa U Moya 6onbHOro HanpaeneHbl B nabopatoputo rymopansHOro
nmmyHuteta HLU

NMauneHT KOHCcynbTUpPOBaH Hedponorom Kb nm. C.I. BoTkuHa,
npeanonoXxuresnbHbIW anarHo3 « MHOXXeCcTBeHHass Mmesrioma,
LunuHAap-HedpponaTtuay», rocnutanusnpoBaH AnNa NoATBepPXaeHUs
AvarHosa

BuoncuinHein maTtepuan (cteknonpenaparbl U napadoMHoBbIE 6NOKN)
HanpaeneHbl Ha KOHCYSbTaunio B HaunoHanbHbIN LEHTP KITMHNYECKON
MOPdOSIOrM4eckon AnarHoCTUKMN ONd nepecmoTpa 1 AoNOSIHUTENbLHOro
nccrnenoBaHns



Mpun nocTynneHnn: coctosiHne cpedHeNn TaxecTu, Temneparypa 37,2,

KOXa 4ncrasi, briegHasa ¢ cepo-XenTblM OTTEHKOM. [1aCTO3HOCTb

rosieHen n ctorn. B nerkmx gbixaHne npoBoAUTCA BO BCe OTAENbI,

XpunoB HeT. ToHbl cepaua npurnyweHsl, putMnyHbl, HCC 98 B 1 MUH.

ALl 140/90 mm pT.CcT. 2KNBOT MSArKMNU, yMEPEHHO OOSE3HEHHLIN B

anuracTpansbHon obnactu. lNosicHM4yHaa obnacTb YyBCTBUTESNbHA Mpu

nanbnaunn. MoyencnyckaHne ceobogHoe, moda 06bI4YHOMO LiBETA.

Ouypes oo 1000 mn\cyTku

JKCTpeHHoe obcrneaoBaHue:

* KpeatuHuH 1100 mkmonb/n, pH 7.25, K+ 5.8 mmonb/n, 6enok beHc-
[1>XoHCa B Mmo4ye +

* Y3W: NoYKkM 3HaA4YNTENLHO YBENNYEHLI B pa3mMmepax - 148x66 un
142x68 MM, napeHxnma 25 MM; renaTtocnsieHomMmeranus,
nepunopTansHaa numdgageHonatus (12,8 n 6 MMm); rmnoaxXoreHHble
numMdoyanbl ¢ HapyweHHon audpdepeHumnaumen B NoaMbILLIEYHON
obnactu cnpaBa



OwarHocTuyeckasa koHuenuus:. anarHoctuposaHo Oll1, ¢ y4eToM OaHHbIX
npeablaywero obcnegoBaHusi, BEPOATHEE BCEro B pamMKax LUMHAOP-
Hedponatnmn y 605IbHOro ¢ MHOXXECTBEHHOW MMENOMOW 1 ABONHLIM MEXaHNU3MOM
NOpaXXeHMs rno4vekx

JleueHwme: yctaHoeneH LIBK, akcTpeHHO Ha4yaTbl npoueaypbl remogmanusa,
nposoaunacb MHY3NOHHAA Tepanus

[NoobcnepoBaHue:

PeHTreHorpadua nyockux KOCTeN - KOCTHO-AECTPYKTUBHBIX UIBMEHEHUN He
HangeHo

[Tony4deH pesynstat UMMYHOXMMUYECKOrO UCCriefoBaHNA CbIBOPOTKN KPOBU U
Mouun: csredoeas naparipomeuHemusi D-A u beHc-[)koHc-A. QKkckpeuusi
6enka beHc-[)xoHca-A ¢ moyou 1.22 rlcyTkn. KpunornobynumHel He
obOHapyxeHbl. YpoBeHb IgG, IgA, IgG 1 COOTHOLLEHUE K/A CHUXEHDI,
3Ha4ynTernbHoe nosbieHne CPb n 2-mukpornobynnHa B CbIBOPOTKE KPOBU
TpenaHobuoncma KOCTHOro Mo3ra: yBeSIM4eHO KONMYecTBO rnriasMmaTU4eCKnX
KIeTok. MMMyHormctoxmmmyeckoe nccriegoBsaHmne — 60sbLLINHCTBO
nnasmaTuyeckux KneTok akcnpeccupyrot CD138+, peCTpukumnsa No nerkum
uensim A, odyaroBasi akcripeccuss CD56+, HekoTopble nriasMmaTU4eCKNE KNeTKu
akcnpeccupytor CD19 (abeppaHmHbIU uMMyHOGheHomunn nonynsayuu
naasmMamu4ecKuXx KJ1emok)

[Tony4deHbl pe3ynberaTtbl 4OMNOSTHUTENBHOIO nccnegoBaHns GUONCUNHOIO
maTtepuana
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Ceemoeasi MuKpockonusi

Masson’s, x100



UmmyHopriroopecuyeHmHasi
MUKPOCKOMNUSs

Lambda

Lambda




UmmyHogbniroopecuyeHmHas
MUKPOCKOMNuUsi




UmmyHopbriroopecueHmHasi
MUKPOCKOMUS







MTMMCTOJIONMYECKOE 3AKJTKOUEHUE

CoyemaHHasi napanpomeuHeMu4ecKasi MOHOK/IOHa/lbHasl He¢hponamusi:

- AndbdysHasa BbipaxeHHas uunuHgpoBast Hedoponatmnsa Bence Jones (A)
BblpaXXeHHbIM AN PY3HBLIM TYOyno-UHTEpPCTULMANbHbIM BOCNaneHnem u

TOTalJlbHbIM OCTPbIM KaHalribLieBblM HEKPO3OM.

- OTnoXeHue nerknx uernem MoHoknoHasbHbix MmyHornooynmHos (LCDD/A)
C NnopaxxeHnem Bcex b6aszanbHbix MemopaH TkaHu noyvkn (FBM, TBM, BMIK), c
YMEpPEHHbIM TYOyro-nHTepctmymarnbHbiM onbposom (40%) v BbipaKeHHbIM

apTepuONoCKNepPo3oM.



YctaHoBneH guarHo3: MHoxecTtBeHHas muenoma PIgDA n PBJA,
UMNMHAP-HedponaTusa B COMETAHMN C BONE3HBIO OTIOXEHUS NErknx
uenen. OlI1, cocToaHMe Ha poHe npoueayp remoguannsa. AHeMuUS,
TpombounToneHusi, renartocnieHomMmeranus, nepndepunyeckas,
MeauacTuHanbHasa U nepunopTtanbHasa numdageHonaTus, BTOPUYHbIN
NMMMYyHO4EPUUNT

[okymMeHTbl 605nbHOro KoHcynsTupoBaHbl B MHL, o.m.H U.I. PexTtuHon n
a.Mm.H. J1.C. bnptokoBon, ans npoeegeHna XT 1 npogormkeHnst rnevyeHuns
remogmanusom nauueHT nepesegeH B 'HLU



3akrnyeHue
lgD-Mmunenoma npeactaensieT cobon peako BCTpevaroLLyocs
arpeccuBHYH OMyxornb, U cocTaBndeT 2-2.5% Bcex cnyyaeB
MHOXXECTBEHHOWN MMESTOMbI
[uarHoctnyeckne npobnembl cBs3aHbl ¢ TeM, YTO Y 60% 6ONbHLIX
PYTUHHBLIN 31EKTPOdope3 He BbiABNAET M-rpagumeHT, a npum
NMMYHO3MEKTPOOpE3e KOHLEHTPaUMSA napanpoTemHa 06bl4YHO
MeHee 2 r/an
Y 90-96% 0O0nbHbIX BbIABSAETCS TaKKe rmnepnpoaykumnst nerkmx
uenen, odbI4HO A
Y nauymeHTOB C IgD-Mmnenomoun 4acTo BbiaBnseTca npotenHypusa JiL n
Hepeako pa3suBaetcs AL amyloidosis, Tskenas noyeyHas
HepgocTaTtovHocTband BoigBnsgeTca B 33% criydaeB Ha MOMEHT
YCTaHOBKW gmnarHosa
[MpencrtaBnsiemMbln cnyvan OEMOHCTPUPYET XapaKTepPHble NPU3HaKK
IgD-Mrenombl: MONOAOW BO3PACT, HU3KUIN YPOBEHb
napanpoTeNHEMNN, TMNEPNPOAYKLUMIO HE TONBEKO MOHOKIOHANbLHOro
IgD, HO Takxe MOHOKMOHasbHbIX CBODOAHLIX NErkux Luenen u
napanpotennyputo J1Ll, numdageHonatuio n Ol1l1



3akrnoyeHue
O6HapyxeHne npu NepBoM UccriegoBaHnm BMONCUMHOIoO Marepuana
TUNUYHBIX MPU3HAKOB 6OMNE3HN OTNOXEHUSA NErknX Lenen n HeagekBaTHbIN
3abop marepuana gns nccnegoBaHUsa KOCTHOrO Mo3ra rnpuBenu K
OVNarHoCTUYECKNUM 3aTpyaHEHNAM
Pa3Butne 6bICTPO nporpeccupyrowen no4e4Hom HegOCTaTOMHOCTU, HE
xapaktepHon ans LCDD, n nsmeHeHusi, onucaHHbIE B MPOTOKone 6uoncmmn Ho
He BbIHECEHHbIE B 3aKIOYEHNEe, NO3BOSNIN 3ano403pUTb LUNUHAP-
HedponaTuto
[ToBTOPHOE nccnegoBaHme BUONCUMHOIO Matepuana noaTBepausro Hanuumne
uMnnMHap-HedoponaTun, a AONONHUTENBHOE UccnegoBaHMe KOCTHOMo Moara
NO3BONNSIO YCTAHOBUTb ANArHO3
[1BOMHOWN TUM NOPaXXeHMA Novek nNpu MHOXeCTBEHHOW MUEerioMe ABIAETCSA
PenKuM, HO He 3KCKBU3UTHBIM - KaK Mo AaHHbIM nuTepartypbl, Tak No HaLnMm
CcOOCTBEHHbLIM HAbNOEHNAM
B Hawewn rpynne n3 139 naumeHToB ¢ numdoonponmdepaTtmBHbIMn
3aboneBaHnaMuM nmeroTca bonbHble ¢ codeTaHnem AL ammnonagosa n LCDD,
UunmHap-Hedgponatum, AL amnnongosa n LCDD, v gpyrumu codeTaHHbIMMU
nopaXeHUsAMU NoYek.



