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M AkanTonuTUYeckas ny3bipyatka — All (pemphigus
acantholyticus) — pegkuii TXxenbin gepmMaro3 u3 rpynnbi
ayTOMMMYHHbIX MHTpasnugepMasbHbiX 6ynnesHbiX gep-
MaTO30B, XapaKTepu3yloLLMIACA NPOrpeaneHTHbIM Teve-
HMeM, 06pa30BaHMEM Ha KOXE U/Mnn CAM3NCTbIX 06050Y-
Kax BHYTpUanugepmarnbHbIX Ny3biper, dopMMpoBaHueEM
ANUTENBHO HE3aXWUBAaKLLMX 3PO3UNA, CKIOHHbIX K Nepu-
hepryecKoMy pOCTy, PasBUTUEM TAXKENbIX OCMOXHEHWIA.

[e6ioT 3a6onesannsa Al npuxoantcs Ha Bo3pacTt 50—
60 net, B nocnegHue rofdbl YyBENMYUIOCH YNCINO G6OSbHBbIX
MOJ1I040ro Bo3pacTa.

Mo paHHbIM KUccnepoBaTenen, B npouecce 3abone-
BaHWS MHULUNPYIOTCH pacrno3HaBaHWe aHTUreHNpe3eH-
TUPYIOLWMMN KNeTKaMn COOCTBEHHbIX MOJNEKYJ, BXO-
OALMX B COCTaB AEeCMOCOM, OTMeHa TONepaHTHOCTU
T- n B-KNneToK K CO6CTBEHHbIM ayToaHTUreHam, B pe-
3ynbTaTe 4ero NPoucxXoauT BbipaboTKa ayToaHTuTen.
AyTOMMMYHHbIE NPOLECChbl MPUBOAAT K pas3pyLUEHUIo
CBA3M MEeXAy KneTkamu anugepmuca (akaHTonusy)
3a c4yeT o6pasoBaHua IgG-ayToaHTUTEN K Nnemdwuryc-
HbIM aHTUreHam u CBA3bIBAHUS UX C FNKoNpoTenaamm
KNeTo4HbIX Mem6paH. CchopmMmpoBaBLLMECH UMMYHHbIE
KOMMNNeKChbl B ,EI,aJ'IbHeI7ILIJeM BbI3blBAOT pa3pyLleHune
JECMOCOM W MOSIBMIEHNE BHYyTpUanuaepmalsbHbIX Ny3bi-
pen [1—4].

[o BHefpeHus B neve6HYI0 MPakTUKY FNIOKOKOPTU-
kocteponpoB (FKC) 6onbHble All nornbanu B Te4veHue
1—2 nert. MNMpumeHenne TKC, a 3atem 1 MMMyHogenpec-
CaHTOB Y/yyLUNI0 NPOrHO3 3ab0oneBaHus, OQHAKO 1 B Ha-
cTosiLiee BPeMsi CMEPTHOCTb COXPaHAeTCs Ha YPOBHe
npumepHo 10%, YTO Takxe CBA3aHO C Pa3BUTUEM OCIOX-
HEHUI M NOBO4YHBIX IPPEKTOB rOPMOHANBHON Tepanuu.
B HacToswwee Bpems cuctemHblie NKC no-npexHemy aBns-
IOTCA OCHOBHbLIM METO40M JiedeHuss 605bHbIX All.

OnutenbHbii npuem KC conpoBoxaaeTcs pasBuTU-
€M TAXKEeNbIX OCNOXHEHUN, TaKNX Kak CTepounaHbIN caxap-
HbIh gnabet, cnHapom NueHko — KyluuHra, aptepuarnb-
Has rMNepTeH3usl, CTEPOMAHbIE A3BbI XXENyO0YHO-KMLLIEY-
HOro TpakTa, rOKOKOPTUKOUAHbIA OCTEONOPO3.

CTepovgHbIi 0CTEONOPO3 ABNSAETCA OCHOBHOM hOpMOW
BTOPMYHOrO OCTEOMNOPO3a M XapakTepuadyetcs ObICTPON
noTepen KOCTHOW MaccCbl U MOBbILLEHNEM pUCKa Pa3BUTUA
nepenoMoB YXe B paHHWe CPOKM Mocfie Havana tepanuu
'KC. MexaHnambl genctena NKC Ha KOCTHYHO TKaHb MHO-
rorpaHHbl: NogaBneHne pennnkaumm 1 audhepeHLMpoBKU
CTPOMarbHbIX KNETOK Me3eHX1MbI B 3perble 0CTeo61acThl,
ycuneHme ux anonrosa, a Takxe WHrmbuposaHue yHK-
LMK 3penbix HOpManbHbIX ocTeobnactoB. Kpome Toro,
'KC ycunmBaioT pe3op6Lmio KOCTHOM TKaHM 3a CHET ornoc-
penoBaHHOrO BAMSHUA Ha OOGMEH Kanbuus B OpraHu3me,
CHWXasa abcopbumio KanbLums B KULLEYHMKE U yBENMYMBas
3KCKpeumio Kanbums C MOYOW. YMEHbLLEHME KOHLEeHTpa-
LUuM Kanbumsa B CbIBOPOTKE KPOBWU BbI3bIBAET BTOPUYHYIO
rMnepdyHKLUMIO NapaLlUTOBUAHbIX Xene3 C MOBbILLEHNEM
CekpeumMm 1 akTMBHOCTU MapatropmMoHa, 4TO MPUBOAUT
OOHOBPEMEHHO K CTUMYALMN OCTEOKACTOB U MHIMOUPO-
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BaHUIO OCTe06NacToB U, KakK crneacTBue, K MOBbILLEHUIO
pe3opbumm KOCTHOW TKaHM U HapyLLEHUI0 MUKPOapXUTeK-
ToHUKW. TKC cHMXaoT NpoayKumio roHagoTPONMHOB U Mo-
JIOBbIX FOPMOHOB, BbI3bIBAKOT Aerpajaumio KonnareHa,
a YMeHbLLEHMEe KOIMYeCTBa 6ENKOBbLIX KOMMOHEHTOB B pe-
3ynbTaTe katabonmama 6e1IKOB MOXET TakXe NpuBOAUTb
K U3MEHEHMIO MPOYHOCTU KOCTHOWM TKaHu. Bbi3biBaemMoe
TKC cHWXeHne MbILeYHOM Macchl CNOCOBGCTBYET MOBbI-
LeHno pucka nageHuin. CHMXXEHNE KOCTHOM MacChl Mak-
CUYMaribHO BbIpaXkeHo B nepsble 3—6 mec. nevenus. Mpu
3TOM YCTaHOBJIEHO, YTO MPW MOBbILLEHNM [O3bl CUCTEMHbIX
KC puck passuTus NepesioMoB TakXe yBenu4MBaeTcs.
KC 60nbHbIM All Ha3Ha4alTCA MO XNIHEHHbIM NMoKa3sa-
HUSM, Tepanua MakCUMasnbHbIMU 03aMy cucTeMHbIX TKC
coctaenset 80—100 Mr B CYTKW, MpU TAXENOM COCTOAHUU
605bHOro — A0 200 Mr B CyTKM U BbILwe. JleyeHne nposo-
OVTCS MOXM3HEHHO, U NULLIb B pegKux cryyasx oT npume-
HeHus FKC ynaeTcst oTkasatbes [5—11].

BonbHble Al oTHOCATCS K rpynne pucka BO3HWKHOBE-
HUS TIIOKOKOPTUKOWOHOMO OCTEONOPO03a, OOHAKO acneKTbl
pacnpocTpaHeHHOCTU OAHHOIMO OCMOXHEHUS Y 60MbHbIX
Al ocBeLleHbl He[OCTaTO4HO.

Marepuan n meToabl

B nccneposaHuu npuHANK yvactne 26 60nbHbIX 6yI-
ne3HbIMKM aepmartodamu, u3 Hux 12 naumeHtos ¢ All. Odua-
rHo3 All yctaHasnusanu B COOTBETCTBUWM CO CTaHAAPTOM
oKasaHusi crneuuanu3vpoBaHHOW MeOULMHCKOW NMOMOLLM
60MbHbIM Ny3bIpYaTKON, yTBEPXAEHHbIM npukazom M3CP
P® Neo 856 ot 15.12.2006, 1 KIMHUYECKMMU PEKOMEHAa-
umsamun Poccuinickoro obliectsa epMaToOBEHEPOSIOroB
(2013 r.) Ha OCHOBaHMM KIIMHMYECKOW KapTuHbl 3abonesa-
Hus (pyc. 1, 2), NONOXUTENBHBIX CUMNTOMOB HUKOSILCKOro
(puc. 3, 4), 06Hapy>xeHus KNeTok TuaHka LMTONorM4eCcKnm

boNibHas akaHTONWTMHECKOW My3blp4YaTKON:
60/1e3HEHHbIE 3PO3UK Ha CIIM3MCTON 060/104Ke
LLieK 1 3eBa

Puc. 1.
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BONbHOM aKaHTONUTUYECKON My3bIPYATKOM:
ny3bIpyn ¢ ApA60N, BANOI NOKPbILLIKOWA, 3anon-
HEHHbIE MYTHBIM COLEPXXUMbIM, SPKO-KpacHbIe
3p03KK, OKAMNEHHbIE 0OPbIBKAMI ANUTENNS,
CepO3HO-reMopparn4eckne Kopouku

Puc. 2.

Mpamoit cumnTOM HUKONBCKOrO — Mpu WH-
TEHCUBHOM, CKONb3ALLEM, TPYLLEM [ABUXEHUM
BU3YalIbHO HEW3MEHEHHON KOXU OTMeyaeTcs
nerkas oTc/oMKa anuaepmmca

Puc. 3.

KOCBEHHbIN CMMNTOM HUKOJIbCKOrO — Mpu
MOTArMBAHUN MUHLETOM 33 Kpas MOKPbILLKN
ny3bIps HA6MIOLAETCS OTCIOEHWE dnuaepmuca
6onee 0,5 cm

Puc. 4.

MeTofoM. [narHo3 noaTeepxaanu rucTonorm4eckum umc-
cnefoBaHveM, npy 3ToM B BUONCUAHOM MaTtepuarsne y4u-
TbiBanM ob6HapyXeHne BHYTPMINUAEPMasbHOIO Ny3bIps,
akaHTonu3a (puc. 5) n akaHTONUTUYECKMX KneTok. MNauu-
€HTbl KOHCYNbTUPOBaHb! TEPANEBTOM U PEBMATOSIOMOM.
MauneHTamM npoBOAUNOCL [ABYX3HepreTuyeckas
peHTreHoeckas abécopbumometpus (Dual-energy X-ray
Absorbtiometry — DXA) annapatom dmpmel HOLOGIC
c onpepenennem MMKT, T- unn Z-kputepus. C uenbto
WHTEpnpeTaumm pe3ynbTaToB U3MEPEeHNs MUHEpPasnbHOM
NNOTHOCTN KOCTHOW TKaHu (MIKT) y XeHWwWH B nocT-
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Puc. 5. AKaHTONM3, BHYTPUANUAEPMANbHbIA My3bIpb

MeHornayse 1 y MyX4uH ctaplie 50 net ncrnonb3osanu
T-KpuTepui, a ONA XeHLWWH [0 HaCcTynieHns MeHona-
y3bl U MYX4UH Monoxe 50 net — Z-kputepuii (puc. 6).
HopmanbHbiMy BenuinHammn MIMKT cuutanu nokasarte-
nm T-kputepwmsa oT +2,5 0o —1 cTaHOapTHOrO OTKIOHEHUS
OT NUKOBOW KOCTHOW MaccChl, OCTEOMNEHNIO perncTpmposa-
M nNpu 3HadveHusx ot —1 go —2,5 crtaHgapTHOro OTKIo-
HeHWsi, OCTeonopo3 — Mpu nokasarene T-kputepus —2,5
CTaHOAPTHOrO OTKOHEHUS U HUXe, TSXenbli OCTeo-
nopo3 — npu —2,5 ctaHgapTHOro OTKI/TIOHEHUS U HWXE,
C yKasaH1eM Ha oaviH nepenom u 6onee B aHamHese. ns



OLIEHKW pUCKa pas3BUTWS OCTEOMOPOTMYECKMX NEPEIoMOB
cornacHo pekomeHpaumam BO3 uvcnonb3oBanack Mo-
genb FRAX. JaHHasa mogenb NpefctaBnseT KOMNboTepy-
3UPOBaHHLIN anropuTM, NO3BONSAIOLLMA MPOrHO3VUpPOBaTh
abConMOTHBIV PUCK NepenomMoB y MyX4uH 50 net u crap-
LLE W Y XXEHLUMH B NOCTMEHoNay3e B TeHeHne 6rmkanmx
10 net. Mpu aTom y 60nbHbIX Al ncnonb3oBanuck nonpa-
BOYHble KOhMLUMEHTLI: onsa nepenoma 6egpa 1,2 n ans
OCHOBHbIX nepenomos — 1,15 (puc. 7).

O6paboTka pe3ynbTaToB OCYLLECTBIIEHA C MOMOLLbIO
ctaHgapTHbIX nporpamm Microsoft Excel, Attestat. [ns
N3y4EHUS Ka4eCTBEHHbIX MPU3HAKOB MUCMONb30Bascsa TOY-
HbIn MeTog PuLlepa (ABYCTOPOHHUIA BapuaHT). Pasnnuns
cuMTanMCchb JOCTOBEPHbIMM Npu p < 0,05.

Pe3ynbtartbl

Cpeau 26 60nbHbIX My3blpHBEIMX AepMaTo3amu y 12
(46,2%) 6bINa gnarHocTtuposaHa All, 14 (53,8%) naum-
€HTOB COCTaBWWN rPynny CpaBHEHUs: 7 60JbHbIX C rep-
neTugopmMHbIM fepmatutom ioprHra, 2 — ¢ 6ynnesHsIM
nemcurongom Jlesepa, 2 — C cemenHon gobpokade-
CTBEHHOW ny3blpyaTkor [Nyxepo — Xennn — Xewnnu, 3 —
C Tokcmaepmueit. BonbHble uccnegyemon rpynnbsl U rpyn-
Nbl CpaBHEHMA 6blNN COMOCTaBMMbI MO MOy, BO3pacTy,
AnuTenbHOCTU 3abonesanHuii (p > 0,05).

Al gnarHoctuposaHa y 8 XeHLUH 1 4 My>X4UH B BO3-
pacTe oT 23 net o 71 roga, MeguaHa cpefiHero Bo3pac-
Ta y XeHWwuH coctasuna 59,5 roga (MexKkBapTUbHbIN

MMKT no3BoHOYHMKA

Wat

Puc. 6.
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nHtepsan — MKW: 54,0—66,5), y Mmyx4mH — 51,5 roga
(MKW: 35,0—57,0). 13 Hux 9 (75%) cTpapanv ByfbrapHoWn
ny3blip4aTkon, 2 (16,7%) — Beretupytowen, 1 (8,3%) —
cebopenHon. Y 1 6onbHOro 3apeructpmpoBaH geérot All.
B rpynne cpaBHeHusi 66110 8 XEHLUH U 6 MYX4MH OT 35
0O 72 neTt, MeamMaHa cpegHero Bo3pacTa Y XXEHLUMH CO-
craBuna 61,5 rogpa (MKW: 56,0—65,0), y MyX4nH —
55,5 roga (MKW: 38,0—61,0).

VY 6 (50%) nauuneHToB ¢ All Ha6n[aNoCb NopaxeHme
KOXW N KPYMHbIX CKNagoK, COYETaHHOE MOPaXKeHNe KOXMU
N CNn3ncTbix o6onodek — y 5 (41,7%) 60nbHbIX, NOpaxe-
HMe TOJIbKO CININ3UCTLIX 060/104EK OTMEeYeHO ¥ 1 nauneHTa
Cc 0ebloToM BYJIbrapHoOW ny3blp4aTky, NPy 3TOM 3pO3uun
NOKanM30BasIMCb Ha CIN3NCTON 06004Ke NONOCTYM pTa.

OnuTenbHOCTbL CTEPOMAHOW Tepanuu y o6crnefoBaH-
HbIX 60JbHbLIX BapbupoBasna oT 2 fo 6 neT, MakcumarsbsHas
cytouHas pgo3a 'KC coctaensana ot 80 o 160 mr, noa-
nepxuarowiasd — ot 10 go 35 mr. OcnoxHeHus oT neve-
Husa FKC Ha6noganuce y 10 (83,3%) 60nbHbIX All. Cumn-
Tomatuka cuHgpoma MueHko — KywimHra passunach
y 8 (66,7%) naumeHToB, y 5 (41,7%) OTME4€EHO NOBbILLIE-
HWe apTepuanbHOro gaeneHust Ha goHe Tepanun TKC,
y 2 (16,7%) AmMarHoCTMpOBaH CTEpPOUAHbIA caxapHbIv
anabet. Kpome Toro, y 4 (33,3%) nauneHToB Ha hoHe
neyveHus cuctemHbiMu FKC Habntoparncs cTeponaHblin He-
Bpo3. Cpeaun o6cnenoBaHHbIX 60sbHbIX ¢ Al y 4 (33,3%)
YCTaHOBMEH MIOKOKOPTUKONAHBIA OCTEOonopos, ewe y 4
(33,3%) 3aperncrpmpoBaHa OCTEOMNEHUS.

L2—L4

MIIKT (r/cm2) T-kputepui

L4 N 4 5N X X B ox ow
Bospacrt (rogs!)
O6nactb MIIKT (r/cm2)  T-kpuTepuid Z-KpuTepuii
L2—L4 0,925 -2,3 -1,6

PesynbTar o6cnefosanus nauueHtkn 59 net. BMD: 0,525; T-kputepuit: —2,3; Z-kputepuii: —1,6
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cTpaHa; PoccuA s /1D O gaKTopax pucEa
dHKeTa: 10. BTopuusLi 0CTEONOpoI @uwer Opa
1. Boapact (ot 40 A0 90 N&T) MNK JATA poNaeHHA 11. Anzorone ot 3 eguHuy ¥ Gonee ® par O aa

BospacT: [laTa pomasHUR: B AeHb

54 rog: | 1959 mecAy: LEHE: 12, MuHSpPANbHAA NNOTHSCTE KOETH

(MK
2. Nan O Mymcrod @ wenckni
nokazaTene T | % | -2.3

4, Poct em) 165 OYHCTHTE [ Mocuwrars ]
5. MpegwecTeyowuA nepanom @ per O aa
6. Nepanon Begpa ¥ poguTenad ® wer O pa
7. KypeHne 8 HACTOAWSE BpeuA ®

ype e Epe ®rer O pa Major cstecperotic
8. FROKOKOPTHID 0 @

PTG - wer © na Hip fracture

9, PegmaTongHeild apTpuT ® pyer O ga

| Puc. 7. Pacyet nHgekca FRAX. 3akntoueHue: puck octeonopoTuyeckux nepenomos 18%. Puck nepenoma weiku 6eapa 3,3%

KomnbloTepHas Tomorpadus no3BOHOYHMKA 60MbHOA A., 60 neT, ctpagaeT All B TeueHue 4 neT. [MIoKOKOPTUKOUA-
HblA 0CTEONOPO3: KOMNPECCUOHHBI nepenom ThXII no3BoHKa, 3acTapenblil 0CKONbYaTbid nepenom LI no3BoHka
¢ aecpektom Tena, BMK 2-i1 cteneHu

Puc. 8.
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OueHka pucka pas3BuTUS OCTEOMOPOTUHECKMX Nepe-
nomoe B mogenu FRAX nposegeHa y Myx4nH 50 net
M cTapwe u y XeHWMWH B MOCTMeHonay3e HayuHas
c 40 net: y 9 60onbHbIX Al ny 11 13 rpynnel cpasHe-
Hus. ObpallaemM BHUMaHWe, 4To B rpynne 60nbHbIX All
y BCEX NaLMEHTOB (Y 3 MyX4YMH 1 6 XEHLUMH) Habnio-
pancsa Bblcokuin (6onblue 10%) pUCK pasBuTUS OCTEO-
NOpOTUHECKMX MEePenoMOB, 4YTO TakXe CBA3aHO C pas-
BUTMEM TJIIOKOKOPTMKOMAHOro ocTeonoposa. Cnepyet
OTMETUTb, 4TO Yy 2 60MbHbIX All ¢ Xxanobamun Ha 6onun
B CNWHEe 3anofo3peH, a B nocrnegyowem n nogreepx-
JEH KOMMPECCUOHHBIN NepesioMm No3BOHKOB NMOSACHUYHO-
ro otgena no3BoHo4HMKa (puc. 8). B rpynne cpaBHeHMs
Wb y 2 NauMeHToB Habnwaancs BbiCOKMIA (6onbLue
10%) pvcK pa3BnTMA OCTEONOPOTUHECKUX MeperioMoB
(p <0,05).
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BbiBoAbl

[ NIIOKOKOPTMKOMAHBIA OCTEONOPO3 AMArHOCTUPOBAaH
y 33,3% 60rnbHbIX All, nonyyasLUMX rMIOKOKOPTUKOCTEPO-
WAHyto Tepanuio, octeoreHns — etle y 33,3% Takux na-
LMEHTOB, NPV 9TOM MOBbILLEHHbI PUCK Pa3BUTUSA OCTEO-
NMOPOTUYECKNX NEPENOMOB Habnoaancsa y Bcex 60nbHbIX
Al ctapwe 40 net, 4To TpebyeT paHHEN ONArHOCTUKMK
NaToNOrM4eCcKUX U3MEHEHUN KOCTHOW TKaHM M npodu-
NaKTUKU TakKnx OCIIOXXHEHWI, Kak OCTeonopoTuyeckme
nepenomsbl. Beicokuit (83,3%) yaenbHblh BEC OCNOXHEHWUI
oT npuema cucteMHbix [KC obycnoenueaeTt Heob6xoam-
MOCTb BKJIlO4EHMs B NiaH o6cnefoBaHns naumeHToB ¢ All
uccnegosaHue MIMTK u aHanma pucka octeonopoTuye-
ckux nepenomos no mogenu FRAX, a Takxe nosbliLle-
HWA B3aMMOAENCTBMSA [epMaTonoros co cneymanucramm
CcMeXHbIX npocheccuid. [l
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