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AHHOTaums

OnucaH NepBbii B MUPE CAyHai AMArHOCTUKM FEHEPAAM30BAHHOM (POPMbI KaAbLIMPULIMPYIOLWEN anOHEBPOTUUYECKON PUOPOMBI Yy 52-AeT-
HEro My>UmHbl, AAMTEABHO MOAYYaBLIEro TePanuio Mo MOBOAY CEPOHEraTUBHOINO PEBMATOMAHOIO apTpUTa C PEBMATOUAHBIMU Y3E€AKAMMU.
YuutbiBasi pacnpoCTPaHEHHOCTb MOPAXKEHUs! (HAAMUME MHOXKXECTBEHHBIX MOAKOXHBIX Y3€AKOB B 0OAACTM arnOHEBPO30B U (DACLIMIA TOAOBbI,
Len, TYAOBMLLA, BEPXHUX U HUXKHUX KOHEYHOCTEN C MACCUBHbBIM OTAOXKEHMEM COAEN KaAbLIMSI), COHETaHWE C MOHOKAOHAAbHOWM CekpeLmen
(IgGk B cbiBOpoTKe, BJK B MOUE), BbIpDQKEHHOM BOCMAAUTEALHOM aKTUBHOCTbIO, CAyYai 3a00AEBaHUs IBASETCS YHUKAAbHBIM, TaK Kak B OTe-
YECTBEHHOM M 3apyBeXHON AUTEPATYPE OTCYTCTBYIOT OMUCAHUSI TAKOTO HEOOBIYHOIO TEUEHMS] AAHHOM ME3EHXMMAAbHO OnyxoAu. [okasa-
HO, UTO MPOBEAeHME BUOMNCHM MOAKOXKHbBIX Y3AOB C MOCAEAYIOMM MOP(OAOTUHECKMM U UMMYHOTMCTOXMMUUYECKMM UCCAEAOBAHUEM $IB-
ASIeTCsl 00513aTEAbHbIM B AMArHOCTHKE 3ab0AeBaHMsl. [TpMBEAEHbI AQHHBIE AUTEPATYPbI, KaCAIOWMECS KAMHUYECKMX MPOSIBAEHWI, METOAOB
AMArHOCTUKU 1 AUDhePEHLIMAABHOM AMATHOCTMKM 3TOrO 3a60AEBaHMSI CO CMEKTPOM MATOAOIMI, COMPOBOXAAIOLWMXCS PA3BUTUEM MHOXKE-
CTBEHHOIO KaAbLMHO3a.

KatoueBble croBa: KaAbLlMd)MUMpyIO[Uaﬂ arioHeBpoTnveckas 47M6POMH, peBMaTOMAHbIVi apTpuT, TyMOpO3HbII/7 KaAbLUMHO3, MOHOKAOHaAbHasl
cekpeums.

Multiple calcifying aponeurotic fibroma: case report and review of the literature
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We describe the first case of diagnosis of generalized calcifying aponeurotic fibroma in 52 year-old man receiving long-term therapy for
seronegative rheumatoid arthritis with rheumatoid nodules. The prevalence of lesions (presence of multiple subcutaneous nodules in the
aponeuroses and fascia of the head, neck, trunk, upper and lower extremities with massive deposition of calcium salts), and a combination
with monoclonal secretion (IgGk serum, BJx in the urine), raised inflammation markers, suggest that this case of the disease is unique, so both
in domestic and foreign literature contains no description of this unusual course of this type of mesenchymal tumor. We have shown that sub-
cutaneous nodules biopsy followed by morphological and immunohistochemical study is required in the diagnosis of the disease. We have
given the literature data on the clinical manifestations, methods of diagnosis and differential diagnosis of this disease with a variety of patholo-

gies, accompanied by the development of multiple calcification.
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AH® — anTuHyKeapHsblit (pakTop

ALUIT — aHTUTENA K UMKIMYECKOMY LUTPYJTIMHUPOBAHHOMY TNENTHITY
KA® — kanbuudripmpyrolias anoHeBpoTuyeckas pudpoma

KT — komnbtotepHast Tomorpadust

MIIK — MuHepanbHasi IIOTHOCTb KOCTH

MCKT — MyJabTHCIIMpabHasi KOMIBIOTEPHast ToMorpacust

MOP[ — nporpeccupytoiias occuprumpyroiast puOpoanCIIIaZus

P® — peBmarousnblit (hakTop

COD — cKOPOCTb OCEJJaHMUSI IPUTPOLIUTOB
CPB — C-peakTuBHbIi 60K

Y3U — ynbTpa3ByKOBOE UCCIIEIOBAHNE
Ix0KTI — sxokapauorpadus

Ig — UMMyHOTTIO0Y THBI

Kansuudpuuupymomas anoneBporndeckasi ¢pudpoma
(KA®) B MupoBoil JIUTepaType OMUCHIBAETCS KaK PEAKO
BCTpeuaroleecs 3a060JeBaHne HEU3BECTHON 3THUOJIOTHM U3
TPYMNIbl ME3EHXUMAaJIbHBIX OMYyXOJIei, COMPOBOKAIOIIEeCs
MOSIBJIEHUEM TJIOTHBIX MEJIJIEHHOPACTYIINX 6e300J1e3HEHHBIX
MOABUKHBIX 00pa30BaHUIl pa3MepoM 10 3 ¢M B 06J1aCTH amno-
HEBPO30B, CYXOXWINI1, (hacuuil IUCTANbHBIX OTAEIOB KOHEY-
HOCTel (Kak MmpaBuJIo, OfiHOIT). [laHHOe 3a00/eBaHne BCTpeda-
€TCsl B pa3HbIX BO3PACTHBIX I'PyMnax, HanboJjee 4acTo onuca-
HO y ieTell 1 MOJIPOCTKOB C MUKOM 3a00JIeBAEMOCTH B BO3pac-
Te oT 8 70 14 neT u npeBaJMpoBaHMEM JIML, My>KCKOTO MoJa
(mo 70% B opHolt cepun GoabHBIX [1]), ofHAaKO B uTeparype
MpeficTaBlIeHbl MyONMKalum, Korja Bo3HukHoBeHne KAD or-
MEYaJoch Y B3POCIIbIX U MOXUIbIX (HanboJsiee Mo3AHUi BO3-
pact — 69 ner) magueHTos [1-5].
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B 1953 r. L.E. Keasbey [2] BrepBble onucana HOBOOOpa3o-
BaHue ¢ GpuOPO3HON CTPYKTYPOU U 30HAMU KalblUpuKanmu,
BO3HMKAlOIlee MPEUMYIIECTBEHHO Yy IeTeil Ha JUCTAILHBIX OT-
fleJlax KOHEUHOCTEN, U lajla eMy Ha3BaHUe IOBEHUIILHON aro-
HeBpoTHueCcKoll ¢ubpombl. Brnocnegcrsuu, B 1961 r.,
L.E. Keasbey u N.A. Fanslelau [3] onucanu cirydyan BO3HUKHO-
BEHMsI JAaHHOU NATOJIOrMK B 60Jiee CTapIUMX BO3PACTHBIX IPyTI-
nax M onucany 3a60JeBaHne Kak aoHeBPOTHYECKYIO (PUOpo-
Mmy. C 1983 r. B nepenspaBaeMoit MoHOrpacun «Onyxonu Msir-
KMX TKaHei» UCTOJIb3yeTCsl OOLIENPUHSITBIN /17151 3TOro 3aboue-
BaHUSl TEPMUH — «KalbLUU(ULNUPYIOIas anoHEeBPOTHUECKAs
¢ubpomar», — U paccMaTPUBAETCSI OHO B pasfeiie (huOPO3HbIX
omyxouneit [1].

I'ucronornueckas kaptuna KA® xapakrepusyercst puo-
POMATO3HBIMU BePETEHOOOPA3HBIMU KJI€TOUHBIMU 3JIeMEHTa-
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b.A. HYaabLieB 1 coaBr.

MU, OYaramy KaabuguKaum, 30HaMu (DOPMUPOBAHUS XPSIIIie-
BOI1 TKaHM ¢ snutenroniHbivu kietkamu [6]. L.E. Keasbey [2]
BbIJIeJIUIIA JIBE TUCTONIOTNYecKue cTagun pa3putus KAD: 1-s
cTajiisl — MH(UIBTPATUBHBIA POCT (PUOPOMBI, KaTbL(pUKALMS
60 coBCeM He BbIpaskeHa, MO0 BhIpaskeHa B C1aboil CTeneHn
(mannast ctagust xapaktepHa At KA®, Bo3Hukaroien y ferei
Y TIOJIPOCTKOB); 2-51 cTaiusl — (pubpoMa npuoGpeTaeT 4yeTKue
rpaHuipl, 60siee KOMIAKTHYIO, y3JI0BYIO (hOpMY, IPUCYTCTBY-
€T BbIpasKeHHAs KaJIbIM(UKALHS, TPOUCXOAUT (DOPMUPOBAHNE
30H XPsILEBON TKaHU (AaHHasi cTaaust xapakTepHa st KAD
CPEJIHMX U CTapLIMX BO3PACTHBIX rpym). [Ipy uMMyHOrHCTO-
XUMHAYEeCKoM ucciiefopannn KA® nomnoxkurenbHa Ha BUMCH-
tiH, CD99, CD68, MbIieuHo-crienunuecKnil ak THH, TIaIKo-
MblleyuHbli aktud, CD34, CD57, EMA, S100-npoTeuH, pe-
LenTop nporecrepona [7].

B nopasnstomem GonbumHeTBe ciiydyaeB KA® Bo3HuKaeT
Ha JUCTAIBHBIX OT/IeJIaX KOHEUHOCTE!, OJJHAKO OMyXOJIeBbIe
00pa30BaHKs ONMKMCHIBATNCH B 00J1aCTH JIOKTEBbIX , KOJIEHHbBIX
CYCTaBOB, SITOJML], & TaKKe yeperna, 0COOEHHO B ClIyvyasix pas-
BUTHS OMYXOJH Y B3pocibIX [1]. MbI BCTpeTUIN HECKOIBKO
nyOonuMKanuil  ciiydaeB HETUNUYHBIX JoKamm3amuin KA.
B 1996 r. B.A. Murphy u coast. ony6aukoBanu ciaydait KAD,
BO3HUKIIIEH B MOSICHUYHO-KpeCcTLoBOI obmactu [8]. B 1998 r.
J.F. Fetsch u M. Miettinen npuBenu onucanue 22 ciyyaeB
KA®, nmpu KoTopbIX cpeiu JTOKanu3aluil OMyXoJyiel ObuIn
06J1acTh CMUHBI, KOJIEHHBIX CYCTaBOB, Oefiep, Mperieyuni,
JoKTeBbIX cycTaBos [7]. B 2007 r. M. Oruc u coasr. [9] onuca-
m KA® B o6nactu yepena, a B 2008 r. S.I. Yura u coasr. [10]
omucanu ciy4ail BosuukHoBeHUs1 KA® B o6nactu men. [Ipn
aHaJM3e MUPOBOI JIMTEPATYPbl Mbl HE BCTPETHIIM CJIy4yaeB
KA®, npu KOTOpbIX BO3HUKAIIO ObI 60JIee TPEX y3JI0B y OJIHOTO
MalMeHTa, a Tak>Ke He OMUCAHO CIIy4yaeB, IPY KOTOPBIX JJaHHAS
OTIYXOJIb JIOKAJIN30BANACh Obl Y OJJHOTO MAIeHTa B HECKOJb-
KHX aHATOMUYECKUX OOJIACTSIX M COMPOBOXK/ANIACH JIMXOPAJIOy-
HBIMM peaklysIMK, 3HAUUTENILHOI NMOTepeil Macchl Tela, BbIpa-
JKEHHOH BOCTIAJIMTENIBHOIN aKTUBHOCTBIO 1 HAIMIMEM MOHOKJIO-
HanbHoM cekpeuun [gGk B chiBopoTKe 1 BJK B Moue. B annoi
CTaThe Mbl MIPUBOJIUM OMKMCAHNE YHUKAIBLHOTO, C HALLIGH TOUKU
3peHust, KinmHudeckoro ciydass KA® ¢ MHOXKeCTBEHHBIMU JI0-
KaJu3alMsIMi Y3JI0B B Pa3HbIX AHATOMUYECKMX OOJIACTSX,
BKJTFOUAIOIIMX TaK>Ke Y BHYTPEHHUE OPraHbl.

MMaument K., 52 ner, nocrynun B ®I'BHY HUUP
M. B.A. HacoHoBoli ¢ xXamo6aMy Ha MHOXKECTBEHHBIE TOJI-
KO>KHbIE Y3IIbl, OTPAaHUYEHUE MOBUXKHOCTH BO BCEX CyCTaBax,
OCHIIJIOCTB r0JIoca, MONEepXMUBaHUE MUILLEH, HapyIeHHe TOXOJI-
KU, CI1ab0CTh, IEPUOANIECKN BO3HUKAIOLMI cyO(peOpuInTeT,
KyTUpYHOIHiics Ha (hOHEe TOPMOHAJIbHOM Tepanuu. V3 anamHe3a:
¢ 2012 r. nosiBuIMCH 60J1b U OrpaHUYSHUE ABUKEHUI B JTyue3a-
MSICTHBIX , TOJICHOCTOIHBIX , JIOKTEBbIX CYCTaBaX, KOJEHHBIX CY-
CcTaBax, MOAKOXKHbBIE Y3€JIKM B OOJIAaCTH JIOKTEBBIX CYCTaBOB,
OTEYHOCTh BeK M KcaHTesna3Mbl. B ananmmzax or 2013 r.: Hb —
122 v/m, .- 4.8 -10°, Tp. — 530 - 10°, CO3 — 15 Mm/u (HOp™Ma —
0—10 mm/49), ypoBenb C-peaktuBHoro 6enka (CPB) — 44 mr/n
(1opma — 0-5 mr/im), peBmatounslii hakrop (P®) — orp., IgA —
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04 r/n (mopma — 1,049 r/m), IgM — 1,2 r/n (Hopma — 0,5-3,2 1/m),
1gG — 24 r/n (nopma — 8—17 r/m), o6umit 6enok — 80 /1, Kanb-
it — 2,6 MMoJb/11 (Hopma — 2,2-2,65 mmonb/n). IIpu pentre-
Horpacum KMCTEeN 1 CTON 3pO3MBHOIO Tpolecca He OOHapyKe-
HO. YCTAHOBJIEH AMAarHO3 CEPOHEraTMBHOTO PEBMATOMIHOTO
apTPUTA C MOJAKOXHBIMU PEBMATOWIHBIMU y3€JIKaMHU, HAYaTO
JIeYeHHe METOTPEeKCAaTOM B TIOJIKOXKHOI opme B [o3e
10 Mr/Hen ¢ mocyey oMM yBeJaudeHreM 1o 15 mMr/Hen, MeTui-
TIPEHU30JIOHOM BHYTPB 4 MTI/CYT C MOCIIEYIOIUM yYBEINIESHH-
eM J103bl 10 12 Mr/cyT 6€3 BbIpaXKEHHOT'O MOJIOXKUTEIBHOIO 3h-
¢rexTa, ABasK/IbI MPOBOAMIIACH MYJIbC-TEPAINus METHITIPEHU30-
JIOHOM BHYTPUBEHHO (B/B) C KPAaTKOBPEMEHHbBIM YJIyUllICHUEM B
BHJIe CHUXKEHUs 60JIell B CycTaBax ¥ HOpMAJIM3aluy TeMIepa-
Typbl Tena. C 2013 r. Ha peHTreHOrpaMMax OOHApY>KUBAETCs
KaJbuuguUKaluus NepuapTUKyIspHbIX MATKUX TKaHeH cycTa-
BoB. B 2014 r. B anaim3ax: Hb — 123 r/u, tp. — 426 - 10°, 1. —
10,7+ 10, CO3 - 33 mm/u (Hopma — 1o 15 mm/4), CPB+, IgA —
0,3 r/n, IgM — 1,4 r/n, IgG — 20,6 r/n (B ramma-30He M-rpajau-
€HT), o0t 6es10K 1 anekTpoauThl B Hopme. C 2013 mo 2016 1.
noxyped Ha 25 kr (¢ 90 go 65 KT), NOSBUINCH MHOXKECTBEHHbBIS
MIJIOTHBIE TIO/IKOXKHbIE 06PA30BaHNUs IO BCEMY TeIy, KOHEUHO-
CTSIM C KOHTPAKTYypaMu CyCTaBOB, U3MEHUJIMCh OCaHKa U 10-
XOJIKa, MOSIBUJIACh OCUIIIIOCTH royioca. [Ipu o6cneoBaHun B
2015 r.: Hb — 110 r/n, CO3 — 37 mm/4 (no [Tanuenkoy), CPB —
46 Mr/n, B GUOXMMUYECKOM aHaIM3e KPOBU — Oe3 BUIMMON Ma-
TOJIOTMHU, AaHTUTEJIA K UUKJINIECKOMY LUTPYJNIMHUPOBAHHOMY
nentugy (AIUIT) u P® — oTp., aHTUHYKJIEapHblid (haKTop
(AH®) — 1/160, anturena x apycnupainbHoi JHK — Hopma,
napatropmoH — 1,99 nmonw/n (Hopma — 1,6—6.,9). YunteiBas
HETUIIMYHOE /17 PEBMATOUIHOTO apTpUTa TeUeHue 3a00JeBa-
HUSI M OTCYTCTBUE XapaKTEPHbIX PEHTTCHOJIOIMYECKUX U3MEHe-
HUI1 CO CTOPOHbBI CYCTaBOB Ha MPOTSLKEHUH 3 nieT 3a00JieBaHus,
6GOJILHON TIOCNIe KOHCYJIbTanuuu rocnutanu3uposad 8 HUMP
uM. B.A. HaconoBoii anist yrounenus fuarnosa. IIpu ocmotpe:
MalEeHT TTOHKEHHOTO MUTaHWs; MHOYKEeCTBEeHHbIe 0e30071e3-
HEHHbIE MOJIKOXHbIe 00pa3oBanus 10 3—4 cM BJ10JIb (hacuuii o
BCEMY Telly, KOHEUHOCTSIM, Ha JINIIE, & TAaKXKe B MepUapTUKY-
JIIPHBIX MSITKUX TKaHSX CYCTaBOB CO CrMOaTeJIbHbIMU KOHT-
paKTypamu KOJIEHHBIX CYCTaBOB, KCAHTEa3Mbl, YINIOTHEHUE U
y3€JKM B 00J1aCTH BeK M BUCOUHBIX 00JsIacTeil, OrpaHuyeHue
ABVKEHMIA B IIEHHOM OT/IeJie TIO3BOHOYHUKA; TUC(OHMSI, [C-
¢harusi; orpaHMUeHUEe BMXKEHUI BEK U 3aTPY/IHEHHUE TPU OT-
KpbIBaHUU pTa (puc. 1, M. Ha HBeTHOM BKJeliKe). [Tansnupo-
BAJINCh MJIOTHBIE, OYIpUCTbIC, YBEIMUYEHHbIE B pa3Mepax Moj-
HUYKHEUEJFOCTHBIE CIFOHHBIE XKene3bl. [lepudepuueckre mum-
haTrueckue y3ibl He YBEJINYECHBI.

[Ipu o6cnenoBannu B cranponape HUWP: o6mmit n 6noxu-
MHUYecKMi aHamu3 kposu: . 10-8-10-10°, COD -
12-25-10-17 mm/u (mo IlanyeHkoBy), GeTa-riao0yianH —
16,15% (nopma — 8—15%), kanbumit — 2,44 MMoub/a (HopMma —
2,1-2,62 mmonb/n). OOmMil aHaIM3 MOYH, AHAJIN3 CYTOYHON
MoOuM: 6e3 OTKJIOHEHUII OT HOPMbI. B MMMyHOJIOrYecKoM aHa-
m3e kposu: CPb — 65-50-8-26 mr/n (Hopma — 1o 5 mr/n), PO,
AH®, antu-Jo-1, aHTuHENTpO(UILHBIE HUTOMIA3MATUYECKUE
anrurena, IgG, IgM, IgG4 — B npepienax Hopmbl; IgA — 0,3 r/n
(nopma — 1,0-4.9). YuursiBas runep6erario0yimHeMuto, 00-
HapyxeHne M-rpajiueHTa B anamHe3e, fepuuuT ypoBHs IgA,
ObIJIO BHIMOJIHEHO MMMYHOXMMUYECKOE UCCIIE/IOBaHne OEJIKOB
KPOBH U MOYH, 110 Pe3yJIbTaTaM KOTOPOro oGHapy>kKeHa MOHO-
knoHanbHas cekpeuus 1gGx (9,9 r/n B kposu) u 6enka benc-
I>xonca k B moue (BJx; 0,05 r/cyT), Bropnunas runoramMmma-
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KAMHUYECKII CAYHart MHOXKECTBEHHOM KaAbLIMGDULIMPYIOLLEN arlOHEBPOTUHECKOM (hnbPOMbI

rao6ynuHeMus (CHUKeHne oavkiaoHanbHbiX 1gG, IgA). [on-
TBEP>K/IEHNE HAJTMUUSI MOHOKJIOHANbHOM cekpeuun [gGk B Kpo-
BU U Genka BJK B Moue MOCITy>KMII0 MOKa3aHUueM JijIsl UCKITFoUe-
HUSI MHOKECTBEHHOI1 MuenoMbl U AL-amunounposa. Mueso-
rpamMma: KOCTHBII MO3T KJIeTOuHbli. [InasmMaTnueckue KaeTku
cocTaBysitoT 4—7,4%. IMMyHO(EHOTUTMPOBAaHUE MyHKTaTa
KOCTHOT'O MO3ra: IIa3MaTU4ecKue KJIeTKU KOCTHOrO MO3ra Xa-
pakTepusytoTcs abeppaHTHbIM (enotunom CD45+CD19-
CD56-CD117CD20+. Takum 06pa3oM, MHOKECTBEHHAsI MUe-
JIoMa He Oblila MOATBEP K/eHa. [IeHCUTOMETpHSI: MUHEepallbHasI
miotHocTh Koctu (MIIK) B mo3Bonkax Liv = -2,0 SD (ocTeo-
NIeHUs1), B IPOKCUMAJILHOM OT/eJIe JIEBOIl GeJpeHHOI KOCTU
-2,7 SD (ocTeonopos), B 1IeiiKe JeBON 6eJpeHHON KOCTH =
-4,3 SD (ocTeonopo3s). MynbTrcnupalibHasi KOMIbIOTEPHAS
Tomorpacus (MCKT) npaBoro KojeHHOro cycTaBa, yepena:
MHOXECTBEHHbIE NEPUAPTUKYJISIPHBIE, PaClOJIaratoluecst
BJI0JIb AIIOHEBPO30B KaJIbLUMHATBI MSTKUX TKaHE, KOJIEHHOIO
cycTaBa ¢ KanblimHaTamu Teja ['odda, nepuapTukynspHbIx
MSITKUX TKaHEll, CyCTaBHbIe IOBEPXHOCTH POBHbIE, HET fleheK-
TOB KOCTHOI1 TKaHU; B MAIKUX TKaHsIX yepena, 00Jblle B BU-
COYHBIX 00J1aCTSIX, BEK, JIMLEBOIO CKEJIETA, B MATKUX TKaHAX
[HA PTa, sI3bIKa, B MPOSKLUU FOPTAHU U MATKHUX TKaHSIX TopTa-
HU — KaJIbLMHATBI; MOPaXKeH!sl KOCTEN uepena HeT, KalbLUHO3
cKkIepbl Tia3 (puc. 2, 3, cM. Ha BETHOM BKJeliKe). [To pe-
3yJbTaTaM yJIbTpa3ByKoBoro ucciefgoanusi (Y 31) n Marant-
HO-pe3oHaHcHoiT Tomorpaduu (MPT) cycTaBoB CHHOBUTOB U
NaTOJIOTMU CYCTaBHbIX MOBEPXHOCTEH, BKIIIOYAsl 3PO3UU, HE
BbIsIBJIeHO. Dxokapauorpadus (IxoKI'): KanbluHO3 CTEHOK
AO0PThI, IMJIATALNS JIEBOTO NPEACEPAMs, CUCTONUYECKas (PyHK-
LMs MUOKAap/a yAOBJIETBOPUTENIbHAS, YTONIIEHEe MUOKap/aa
3aJiHell CTEHKHU JIEBOTO XKeJIy[J0UKa, MUOKAp/, MEX KEIyJOUKO-
BOI1 IEPErOPOJKY C TUNEPIXOrEHHbIMU BKIIIOUEHUSIMU (MEJIKIE
KalbLUMHATBI?); KaJbLMHO3 CTBOPOK A0PTAJIBHOIO, MUTPAIIbHO-
ro 1 TPUKYCNUAAILHOTO KIIANAHOB; HE3HAUMTEIbHOE YIIJIOTHE-
Hue JcTKoB nepukappa. C uenbro Bepudukauuy auarsosa
IIPOBOAUTCSI OGUONCHSI NOAKOXKHBIX 00pa30BaHUI C MOCIENYI0-
MM MOP(OJIOTMYECKUM U UMMYHOTMCTOXMMHUUECKUM UCCIIe-
noBaHueM. MUKPOCKONHUsl MOIKOKHOIO 00pa30BaHusl IPaBoro
JIOKTEBOI'O CYCTaBa: FUCTOJOrnYeckast KapTuHa KanbUuguiu-
pyolieil anoHeBPOTUYECKO! (PUOPOMBI C HAJIMUUEM CUIaHT-
CKUX MHOTOSIEPHBIX KJIETOK TUIIA OCTEOKJIACTOB BOKPYT OTJIO-
>KeHMI1 coJiell Kanblust. Mukpockonusi 00pa3oBaHuii 00J1acTH Be-
Ka U JIeBOro JIOKTS1, IOJ{YEIIOCTHON CIIFOHHO Xele3bl (puc. 4,
CM. HA IBeTHOW BKJIelKe): THICTOJIOTHYecKast KApTUHA M3Me-
HEHUIl COOTBETCTBYET KaJlbLU(PUUUPYIOLIEH alloHeBPOTUYE-
ckoil pubpome. IMMyHOrMcTOXMMHUYECKOE UCCIIefJoBaHKUE 00-
pa3oBaHMil 06JIaCTH BeKa U JIEBOT'O JIOKTS: BUMEHTUH+, CD99+,
CD68+, MblllIeuUHO-crIe(pUIECKUl aKTUH+; MOPOUMMYHO-
FUCTOXMMMYECKAs KAPTUHA COOTBETCTBYET KalbLU(ULUPYIO-
1ieil anoneBpoTUYecKoil puopome. Takske, yunThbIBask HATMUME
KCaHTeJa3M, IJIOTHbIX, YBEIMUYEHHBIX, OYTPUCTLIX MOJHUXK-
HEUEIIOCTHBIX CIIIOHHBIX XK€JIe3, MOHOKJIOHAIIbHOM CEKpeLyH,
nckimoyancs AL-amuonyo3; okpacka OuonTara NojjHUXKHeYe-
JIIOCTHO CITFOHHO >Kelle3bl Ha aMUJION]] lalla OTPULATENbHBIN
pe3yabraT. MCKT opraHoB rpyAHOil KJIeTKU: 00pa3oBaHue B
S IpaBoOro JIerkoro (KajabLUUHAT I0f BOIPOCOM), TpeOyrolliee
KOHTpOJIsl yepe3 3—4 Mec; KalblMHO3 a0PThl, KOPOHAPHBIX ap-
TepUil; KaJbLHATB! B IPOSKLUN NEPUAPTUKYISPHBIX MITKUX
TKaHel [IeueBbIX CycTaBoB, B auadpparme. Ha ocHoBaHuu faH-
HbIX [IPOBEJIEHHOT0 00CJIEI0BAHNS YCTAHOBJIEH IUArHO3: MHO-
JKeCTBEHHAs! KAbIM(PUILMPYIOIast anoHeBpoTuieckast pudpo-
Ma C MOpayKeHUeM MSTKMX TKaHell BEPXHUX, HIDKHUX KOHEUHO-
CTell, TYJIOBUILA, FOJIOBbI U 11eu. MOHOKJIOHAJIbHASI FaMMara-
TuUst HeyTouHeHHoro npoucxoxuenus (IgGk — 9,9 r/n B cbiBoO-
potke u BJx B Mmoue — 0,05 r/cyT). OcTeonopo3 cMemaHHOTO
reHesa.
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OO6cyxaeHne

Hamu npepicTaBieHo onucanne yHUKAJIBHOTO CIIydasl MHO-
SKECTBEHHON KalbUM(PUIMPYIOLLEH anoHeBPOTHYECKOi (hubpo-
MBI, TIOITBEP>K/IEHHOW KJIMHUYECKNUM TeUeHNeM, peHTIeHOpa-
JAMOJIOTMYECKUM, MOP(OJOTUUECKUM U UIMMYHOTUCTOXUMUYE-
CKMM METOJIaMU ucciiefioBanus. B xone quddepenpanbHo-aum-
ArHOCTUYECKOro MOMCKa UCKITIoYasCs IMPOKHIA KpyT 3a00J1e-
BaHUI, KOTOPbIE MOTYT COMPOBOXK/IAThHCSI 00pa30BAHUEM TIOJI-
KOXHBIX y3710B. PEBMaTOW/IHBI apTPUT UCKJIFOYEH Ha OCHOBa-
HMM OoTpuUIaTesbHoro aHamusa Ha P®, ALILIT, orcyrcTBust Tu-
MUYHBIX APTPUTOB HA NMPOTSI’KEHNM BCEro nepuoja 3adosena-
HUSI M XapaKTEPHBIX PEHTTeHOJIOTMUECKX N3MEHEeHNI , HeYI0B-
JIETBOPUTEILHOTO 3(h(heKTa OT MPOTUBOPEBMATHUECKOI Tepa-
MY B aHaAMHE3€, a TAKXKe Ha OCHOBAHUM TMCTOJIOTMYECKON Kap-
THHBI TIOJIKOXKHOTO 00pa30BaHus, He XapaKTepHOM /sl peBMa-
TOUJTHOTO y3eJIKa. Y YNThIBasl HAIMYKNE Y3eJKOB, KCAaHTEIa3M,
UCKITIOYAJICSl MYJIbTULEHTPUUECKUN PETUKYJIOTMCTUOLNTO3,
MpPY KOTOPOM HarOoJiee 4acTo MOPaKatoTCsl AUCTATIBHbBIE MEXK-
(panaHroBble CyCTaBbl ¥ MPOLECC HOCUT CUMMETPUYHBIN 3PO-
3WMBHBII XapakTep, a TaKXKe MPUCYTCTBYIOT XapaKTepHbIe KOXK-
HbIE BBICBINAHUS Y TUCTHOLMTAPHAS MH(UILTPALMS 110 JJAHHBIM
6uorncuy 06pa3oBaHuUil, Yero B HalleM ciydyae He HaOurofa-
JI0Ch; GoJiee TOro, MOHOKJIOHAJIbHASI CEKPELUs He XapaKTepHa
nust tuctuouyTo3oB [11, 12]. Takske, yunThbIBas HAIMUME KCaH-
Tena3M, TJIOTHBIX OYTrPUCTBIX YBEJNIUUYEHHBIX TMOJIHUKHEUe-
JIIOCTHBIX CITIOHHBIX 3K€JIe3 M MOHOKJIOHAILHOW CEKPELUH, Tpe-
60BaJIOCh UCKITIOUNTE AL-aMIIION03 U cOYeTaHne ero ¢ MHO-
KE€CTBEHHOW MHUEJIOMOM, UYTO CAeJIaHO Ha OCHOBAHUM JIAHHBIX
PeHTreHOpanoIOrnYecKUX MeTO/I0B nuccaenoBanus, DxXoKI',
W3Y4EHUs] MUEJIOrpaMMbl M1 KOCTHOT'O MO3r'a, a TaKyKe OKpacKy
6MONTATOB HAa HAJTM4YMe amuionsia. TakKe cielyeT nojyepK-
HYTb, uTO Ansi AL-amunonio3a 6oJiee xapakTepHa CeKperust
A-ueneit (B HAILIEM ciyyae — K-LEMNn), MAaKPOTJIOCCHS, & TAKKE
HE TUIMUYHO 00pa30BaHME MOAKOKHBIX Y3JI0B U MHOXKECTBEH-
HBIX KajbuuHaToB [13, 14]. [Tocne nonyyeHus: pe3yabTaToB
6GHMONCHY UCKITIOYAINCH 3a00JIeBaHNs, TPU KOTOPBIX MOXKET Ha-
O1I0/1aTHCSl MACCUBHOE OTJIOXKEHME KalbLIMHATOB B OpraHax u
TKaHsx [15]. He mony4eHo u JaHHBIX, CBUIETELCTBYIOLIUX B
MOJIb3Y CUCTEMHON CKJIEPOJIEPMUH, TOCKOJIbKY OTCYTCTBOBAJIN
cunyipoM PeliHo, XapakTepHble KOXKHbIE MPOSIBICHUS, TIOBbI-
nieHHble 3HaueHnss AH®, nuarepcTuimanbHble ©13MEHEHUs Jier-
kux 1o faH#biM KT opraHos rpyjgHoit kietku. [JJepMaTomuo-
3UT/TMIOJIMMUO3UT MCKITIOUAIINCh HA OCHOBAaHWM OTCYTCTBUS
KJIMHUYECKHU BBIPASKEHHOW MBIIIEYHON CIa60CTH, TIOBBIICHNUS
YPOBHeil TpaHCAaMUHa3 M KpeaTuH(OC(hOKMHA3bI, XapaKTePHbIX
MMMYHOJIOTHYECKHUX MapKepoB, a TaK>Ke KAJIbLUHATHI MO [aH-
HbIM MCKT pacnonaranucek He B MbIIILAX, a B 00JIACTH aro-
HeBpo30B 1 dacuyii. Kanbimdunakcus: B mofaBisitomiem 60b-
HIMHCTBE CJIy4yaeB BO3HMKAET Ha (DOHE MOYEUHOIl HefloCTaTOu-
HOCTH M CONPOBOXK/IAETCSI MACCUBHBIM U3bSI3BICHUEM KOXKU 1
60JIE3HEHHBIM BCKPBITUEM KAJIBIIMHATOB, YTO TAKXKE HE UMEJIO
MecTa B HaieM ciydae [16]. ['unepnapaTtupeos UCKIIOUEeH Ha
OCHOBaHUM OTCYTCTBHUSI THUNEPKAIbLMEMUU U HOPMAaJbHBIX
YPOBHEIT MapaTropMOHa B CHIBOPOTKE. TyMOPO3HBIN Kalbln-
HO3 CONPOBOK/IAETCS] MACCUBHBIM OTIIOSKEHUEM KaJIbLHsI B MSIT-
KUX TKaHSIX MePUapTUKYJISIPHBIX 06JacTeil, B MOAABISIONIEM
OOJIBIIMHCTBE ClIyyaeB BO3HMKAET Ha (hOHE reMojiain3a y mna-
LUEHTOB C XPOHUUYECKOI MTOYEUHON HEJOCTATOUYHOCTBIO WITU T'H-
nepnapaTipeosa, OfJHaKO ONMMCaHbl U TeHETUYECKNE BAaPUAHThI
JAHHOW MAaTOJIOTUHU, CBSI3aHHBIE C MyTaluell B reHe hakTopa
pocTta ¢pubpobaacToB-23 1 conpoBoXKAatoLmecs runepgocga-
Temueil. Tak>ke IMMYHOTMCTOXMMUYECKas KApTMHA TYMOPO3-
HOTO KaJIbIIMHO3a OTJIMYaeTcs oT TakoBoil pu KAP n xapak-
TEpU3YyEeTCsl MO3UTUBHOCTBHIO K TAPTPAT-PE3UCTEHTHON KUCIION
docdaraze, peuenTopy, akTUBMpPYOLIeMy (haKTOP TPAHCKPUII-
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uuu sifepHoro ¢axktopa KB, u penenTopy Kanbuutonusa [17,
18]. JIokanu3auus KalbLMHATOB HE TOJbKO B EPUAPTUKYJISIP-
HBIX 00JIACTSAX, OTCYTCTBHE MOYEYHON MATOJOTUU, HOPMAJTb-
HbI€ YPOBHM MapaTropMoHa, Kajublus 1 occopa B Halem
cllyyae, a Takye pe3yJbTaTbl UMMYHOTMCTOXMMHUYECKOTO UC-
CJIe/JOBAHUSI O3BOJISIIM OTBEPTHYThH MPE/NOJIOXKEHNE O TYMO-
po3HoM KanbluHo3e. [Iporpeccupytomiast occuuuupyromas
¢ubpomucnnazus (IIOPJ) B mopasisitonieM OONBIIMHCTBE
ciyyaeB JIeOIOTUPYET B IETCKOM BO3pAacTe, COMPOBOKIAETCS
BPOXK/ICHHBIMHU CKEJICTHBIMU aHOMAJIUSIMU, U JITIS Hee, KaK 1 JIJ1sl
BCEX BbIIICNIEPEUNCIICHHBIX HO30JIOTUI, HE XapaKTepHa Npu-
CYTCTBYIOILAsl B IAHHOM CJIy4dae CelleKTUBHOCTD B BUjIe 00pa30-
BaHUS y3JI0B B 00JIaCTH allOHEBPO30B, CYXOKUIMIA U hacumit
[19, 20], yTo 3acTaBasieT cKIOHATHCS K uarHo3y KA®. B ner-
CcKOM Bo3pacTe uddepeHnpanbHas tuarnoctuka KA® nposo-
JNTCSL C ISTCKUM JIQ/JOHHBIM (prOPOMATO30M U MOJIOIIBEHHBIM
¢nbpomMaTo30M, CHHOBHAIILHOW CAPKOMOH (pOPO3HOro THMA,
TOr/a KaK y B3POCIbIX U MOXKWIIBIX OOJBHBIX — C XOHAPOMON
msirkux Tkanen [1]. Ha I craguu pazsutus KA®, a Takxe npu
M30JIMPOBAHHOM TOPAXKEHUN TOJIBKO BEPXHUX MIIM HUSKHUX KO-
HEYHOCTE! BO3MOXKHBI OIIMOKY MPU TpoBeieHNN A hepeHIy-
AJIbHOM JIMaTHOCTUKH, OJHAKO MPH MOSIBJICHUU BbIPAXKEHHOM
KalbLUU(UKaIMU rucTojiornyeckue nposisieHnss KA® nmeror
OTYETIIMBbIE MPU3HAKU, TOITOMY MCKIIFOYEHHUE 3THX MATOJIOTUI
y Hallero nayueHTa He MpefoCcTaBJIsio TpyjHocTeil. OfHako,
KaK Mbl YK€ YIOMUHAJIM PaHee, B JIMTepaType He OMKMCAHO CJTy-
yaeB KA®, npu KOTOpBIX y OIHOTO MaeHTa BO3HUKAIO Obl
6oJiee Tpex y3J0B, KaK M CIly4aeB CO CTOJIb pa3HOOOpa3HbIMU
ux jokanm3anusMu. Takske o6paiaroT Ha ceOsl BHIMaHue Ha-
JIMYME Y HAILEero MauveHTa MOHOKJIOHATILHOM CEKpelyn U Bbl-
pakeHHasl BOCTIAJMTENIbHAS aKTUBHOCTD 3a00J1eBaHus (MOBbI-
menne COD, yposust CPB), 4To paHee He HALIIIO OTPaKEeHUS
npu onucanusax KA®, u Ha maHHBIII MOMEHT He MpeCTaBIIsIeT-
Cs1 BOBMOXKHBIM CY/IUTh, 32 CYET Yero Mpu JIAaHHOK MaTOJIOTUU
MOKET MOJJIePXKMBATHCS CTOJIb SIBHOE BocHalieHne. Bo3mMokHO
MIPEANOJIOXKUTD JIBE MPUYMHBI TOJIeP>KaHUSI BOCTIATIUTEILHON
AaKTUBHOCTH B HAIlIEM Cllyyae: OCTOSIHHOE 00pa30BaHue HOBbIX
MOJIKOXKHbIX y3710B KA®, korja Ha 1-i1 cTagun NpucyTCTBYET
yMepeHHast MH(pUIbTpanus B 0071acT 00pa30BaHus y3J0B, U
MacCUBHas KalbLU(UKALKMS Ha 2-i CTalUN C peakuuein IMMYH-
HOW CHCTEMbI U GIM3MIeKAIMX TKaHel Ha 00pa3oBaHue JysKe-
POJIHBIX KaJbLMHATOB ¥ MUKpOTpaBMaTu3auuto. Kpome Toro, y
MalMeHTa BbISBUIIACh MOHOKJIOHaJbHAs cekpeuust [gGK B Kpo-
BU 1 6enka BJK B Moue, 4TO MOTpe6OBaIO UCKIIIOUEHHUST MHO-
>KECTBEHHOI MuesnoMbl. OTCYTCTBUE UNEepKaAIbLUEMHUN, OC-
TEOJIMTUUECKUX OYaroB, Miia3MaTU3alyuu KOCTHOIO MO3ra 103-
BOJIMJIO UCKJTIOUMTH JIaHHYIO matosoruio. CieyeT nojguepk-
HYTb, UTO JlaXe TIPU MOATBEPXKJACHNUH JUarH03a MHOXKECTBEH-
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HOMl mMuenombl unm AL-amunownsosa npuiunHa oOGpa3oBaHus
KJIbLMHATOB B 00JIaCTU allOHEBPO30B OCTABANACh Obl HESICHOM .
B MupoBoii MTEpaType Tak>Ke HE OMUCAHO CIIy4YaeB COUYETaHUs
KA® 1 MOHOKJIOHAJTLHO CEKpelyu, MO3TOMY CY/IUTh O MaTo-
TeHEeTUYECKON CBSI3U MEXK]y JaHHBIMU SIBJIEHUSIMU HE MPEJICTaB-
nsieTcs BO3MOXKHbBIM. Hanmune Yy Hamero 0O0JILHOTO YIUIOTHEH-
HBIX YBEJMUYEHHBIX MOJHUKHEYENIOCTHBIX CIIIOHHBIX XeJes3,
MOHOKJIOHAJILHOM CEeKpeLrH, a TaKXKe a0eppaHTHOr0 MMMYHO-
¢peHOTHINA KIIETOK MO3BOJISET MPEANOIOXKNATh BO3MOXHOCTh
pa3BUTHUS B laJIbHENIIEM y GOJIBHOTO MJIa3MaTUYECKON AUCKpa-
3un. Mbl paHee ONMUChIBAIIM CJy4ail MO3/IHO IMarHOCTUPOBAH-
HOTO reHepann3oBaHHOro AL-aMuioniosa, Korjaa 3HauYMTeNb-
HOE YBEJIMYEeHHUE TOJIHMXKHEUEIFOCTHBIX CIIIOHHBIX Kelle3 3a
10 net nmpepuecTBoBano renepanuzaunu AL-amunounsosa, a
CJIEIOBATENIbHO, CYLIECTBYIOT TIElolIue (POPMbI HE TOJIBKO
MHOKECTBEHHOI MUEJIOMBbI, HO 1 AL-amuinonyio3a, Korja no-
CTAHOBKA JIMarHo3a 3ajlep>KMBaeTCs Ha JIOJIr1e Tofibl OT BpeMe-
HU Pa3sBUTUS NEPBBIX KIIMHUYECKUX HpOﬂBJ’leHl/lﬁ 1 MOHOK/JIO-
HanbHOU cekpeunn [21]. HecMoTpst Ha Bce 0COGEHHOCTH Teve-
HUS 3200J1eBaHusl y Haiiero 6oabHOro, iuarios KA® nopreep-
KJIeH HEOIHOKPATHBIMU MOP(OJIOrMYECKMMU ¥ UMMYHOTHUCTO-
XUMHNYCCKUMU UCCIIEJOBAHUSAMU OMOITATOB TKAHEN PasIMIHbIX
nokamm3auuii. KpaiiHe MHTEPECHBIM MPEACTAaBISAETCS TOT
¢akT, 4YTO NMPU CTOJb BLIPAXKEHHON KaIbLUU(MUKAIIA TKAHEN
YPOBHU KaJblusi, pocopa 1 mapaTropMoHa B CbIBOPOTKE KPO-
BU OCTaloTCcs B npefenax Hopmbl, npu atoMm MIIK Tkann y na-
LMEHTa 3HAYUTENbHO CHMXeHa (ocTeonopo3 = -4,3 SD), uro,
BEPOSITHO, CBUJIETEIILCTBYET O HEKOEM CHel(UIecKoM Hapy-
IIEHNH KalblreBoro Metabonusma. B HacTosiee Bpemst, 1o
JIaHHBIM MMPOBOI1 JIMTEPATYPbl, TEPANIEBTUUYECKUX MOIXO/I0B K
nevyennto KA® He cyuiecTByeT, MOCKOJIBKY BO BCEX CIIydasix
3a00s1eBaHNe TPOSIBIISIOCH €JUHUYHBIMU y3JIaMU, YCIEHIHO
TMIPUMEHSITNCH XUpyprudyeckue Metopuku nedenus [1-10], aro
B JAHHOM KJIMHUYECKOM MPUMEPE HE MPEACTABIISACTCA BO3MOXK-
HbIM. Y UNTbIBas BbILIECKA3aHHOE, TEPANIEBTUYECKUI MOIXOJ] B
JIAaHHOM cllyyYae SIBJISIETCS B KAKOW-TO CTENEHU 3KCIepUMEH-
TalbHBIM. BBUTYy BbhIpaskeHHOTO (hrbGpo3a Mo AaHHbIM OMOTICUM
y3J10B Obli1a HauaTa Tepanust aHTUUOPO3HbIM areHToM D-ne-
HULMJNIAMUHOM, a TaKKe, BBUJY PUCYTCTBUS BBIPAsKEHHOTO
0CTEOINOopO3a 1 CYLIECTBOBAHMSI MOJIOKUTENILHOTO OIbITA Jieye-
Hus 6ucocoHaTaM TaAKMX KATbUU(PUIUPYIOUUX COCTOS-
Huit, Kak [TO®]I u kanbuuduaakcus, 661710 PeKOMEHI0BaHO
JieueHUe 30JIeHIPOHOBOI KUCIIOTON Ha (hOHE MaJlbIX 03 Me-
TUANpeaHr3ooHa. [InanupyroTcs ocylecTBieHne JUHaMuye-
CKOT0 HaOIMofIeHNs ¥ OlleHKa 3(P(PEeKTUBHOCTH MPOBOJIUMOM Te-
panuu.
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