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| Cknepomukcegema ApHgra — lottpoHa (CMAT; cuH.:
MUKCELEMATO3HbIN NINXEH, Nanyne3HbIi MyLMHO3) — pea-
KWA OepMaTo3 U3 rpynnbl MMKCEOeMaTO3HOro JIXeHa,
B OCHOBE pas3BUTUS KOTOPOrO NEXMWT namonaTuyeckuii
MYLIMHO3 KOXMW, HE CBA3AHHbIA C HapyLUeHNeM OyHKLMK
LNTOBMAHON Xenesbl [1]. B uenoMm K MyumHO3am KOXWu
OTHOCSIT NOPaXKEHWUST KOXMW, XapaKTepU3yoLLMeCs OTNIOXe-
HWEM B HEW MyLMHa — BELLIECTBa, COCTOSILLLEr0 U3 KUCIIbIX

rMUKO3aMWHOMNIMKAHOB, B HOPME MPOoAyLMpyeMbIX B Ma-
NIOM KOJNM4ecTBe.

[NepBoe HabnogeHne cknepoMmnKceaeMbl, OTHOCSLLe-
ecsl K Ha4yany npoLuioro Beka, npuHagnexut . ApHaTy [2]
1 6b1110 NPEeACTaBneHo UM Kak 3aboneBaHue, TpedyroLlee
anddepeHumnanbHOM guarHoCTUKN ¢ NporpeccupyoLLen
cknepogepmuent. NepBoHa4anbHO TEPMUHBI «MUKCene-
MaTO3HbINA NINXEH», «Nanyne3Hbli MyLMHO3» U «CKNepo-
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MUKCedema» He pasnuyanumcb U UCMoNb30BaCh Kak Cu-
HOHWUMbI. Bnepeble NpedcTaBneHns o MMKCeAeMaTo3HOM
nnxeHe cuctematmanposanu B 1953 r., korga 6b1510 Bbl-
geneHo 4 tuna aTtoro 3aboneBaHus: 1) reHepann3oBaH-
HOe NINXEHOMAHOE MopaxXKeHne KOXW, MO3Xe Ha3BaHHoe
CKJIEPOMMKCEOEMOMW; 2) AUCKpETHasA nanynesHas gopma;
3) nokanuaoBaHHas UMW reHepanusoBaHHas nuxeHong-
Hasa 6nswe4Has dopma un 4) ypTukapHo-6nsawieyHas cop-
ma [3]. MpakTnyeckn cpasdy nocne NosBNeHWs 3TON Knac-
cudbvkaumm Hemeukun gepmatonor . FoTTpoH B 1954 T.
onucan reHepannM3oBaHHy0 TIMXEHOMAHYO hOpPMY MUKCe-
[eMaTO3HOro NIXeHa Kak CKnepomMukceaemy, nocne yero
370 3ab60NneBaHne cTanu paccmaTpmBaTh Kak CKNepoOMUK-
cegeMy ApHata — [ToTTpoHa [2, 4].

Hoeasa knaccudpumkauusa, npegnoxeHHas s 2001 r.
®. PoHrnonettn n A. Pebopa, onpepenuna Mukcegema-
TO3HbIM NMXeH 605ee LLUMPOKO, 8 UMEHHO Kak COCTOsIHUE,
BKNtoYawLee B cebs cknepomukcegemy (anddysHas,
cucTemMHas opma) U nanynesHbin MyumMHO3 (pokanbHas

topma) (puc. 1) [5].

Jdtuonorusa n naroreses

OTuonorus cknepomMmnkcenemsl HemdeecTHa. MNpegno-
naraeTcsi, 4TO BaXHyl0 ponb B passutum CMAI urpaet
napanpotenHemus. MNapanpoTeMHaMu ABASAOTCA MMMYHO-
rnobynuHel knacca G, cogepXatlme UCKIUUTENBHO Lenu
TMna naMo64a unv Kanna, KoTopble BblpabaTtbIBaroTCA nnas-
MaTu4ecknMmn Knetkamm. MoHOKIoHanbHbIM 6enok — na-
panpoTenH — o6HapyXmnBaeTcs B nepndepryecKon Kposu
npakTu4deckun y scex 6onbHbix CMAIT, a y 60nbHOro ¢ ot-
CyTCTBMEM NapanpoTerHa B KPOBW MOHOKJIOHASIbHbIN 6e-
110K 6blIS1 BbISIBNIEH B NMOPaXKEHHOM KOXe [6].

Ipyron oco6eHHocTbio CMAIT siBnsieTca nponudepa-
uns prnbpobnacToB U CUHTE3 MMU BOMBLLLIOIO KONNMYecTsa
rmuKo3amuHornmkaHos. CBA3bIBasACb C 6€1IKOM, rmMKo3a-
MUHOMMKaHbI (DOPMUPYIOT BbICOKOMOJIEKYSISAPHBIE Yriie-
BOOHO-6EJIKOBbIE KOMMMIIEKCbI — MPOTEOrNINKaHbI, y4acTBy-
IOLLIE BMECTE C KOJMIareHoM, 31acTUHOM U FIMKONpPOTeu-
JamMu B (0OPMUPOBaHNN MEXKNETOYHOIO MaTpuKca coeau-
HUTENbHOM TKaHW. M36bITOYHOE OTNOXEHWE MyumnHa npwu
CMATI nponcxoguT He TONbKO B KOXE, HO U BO BHYTPEHHUX
opraHax [7]. 9To npuBOANUT K Pa3BUTUIO COMYTCTBYIOLLIEN
naTonornn Xxenygo4Ho-KULLEeYHOro Tpakra, KapanoBacky-
NSAPHBIX U LiepebpanbHbIX HapyLUEeHUR, CBUOETENLCTBYS
0 CUCTEeMHOM XapakTepe 3abonesaHus [8].

YuuTbiBas siBHyto accounaumto CMAIT n napanpoteu-
HeMun, 6bIM NPEeQNPUHATLI MOMbITKW OLEHWUTL NaTOreHHoe
3HaveHne napanpoTeNHOB B pa3BUTUK 3a6onesaHus. [oka-
3aHo, YTO CbIBOPOTKA KpOBM, B3ATasA y 60nbHbIX CMATI, cTu-
MynupyeT nponudepaumio dmopodnactos [9, 10]. Tem He
MEHee 3Ha4eHVe 3TUX Pe3ynbLTaToB NOOBEpPraeTcs COMHe-
HMIO B CBA3M TEM, YTO MX HE YAasnioCb BOCMPOU3BECTU MpU
MCMOMb30BaHMMN O4YMLLEHHOIO MMMYHOrNo6ynMHa U3 Chbli-
BOPOTKM 60nbHOro [11]. 910 nogpadymeBaert, 4To CTeneHb
BNUSAHUA napanpoTerHa Ha AeATeNbHOCTb TKaHeBbIX u-
6po6acToB He UrpaeT onpedensioLlen ponm B natoreHese
cknepomMukcegemMbl. OTCyTCTBME accoumaumn Mexagy Kiu-
HWYECKUM YNyHLLEHWEM MOCEe TpaHCMNaHTaumMm CTBOMOBbIX
KNneTok nepudepuyeckon kKposn 605bHbIM CMAI 1 ncHes-
HOBEHVMEM MOHOKJI0Ha/IbHOCTN J06aBNASET COMHEHUI B 3Ha-
YMMOCTU NapanpoTenHa B natoreHe3e 60ne3Hu [12].

B HacTosLee BpemMs npegnonaraeTcs, YTO B OCHOBE
natoreHe3a CMAI mMoxeT nexartb BHYTPEHHWUIA AedekT
pnbpo61acToB UM, BO3MOXHO, MHOM NOKa eLle He UOEeH-

Mwukcenemarto3sHbii

[eHepann3oBaHHbIil

v

['eHepann3oBaHHbIli nanynesHbIn
1 cKnepogepmonofo6Hblint MJ
(cknepomukcenema)

JINXEH

JToKann3oBaHHbI

1. [nckpeTHbiii nanynesxoin MJ1
2. AKpasbHblil NepPCUCTMPYIOLLNIA
nanysesHblil MyLMHO3
3. Camonpou3BOIbHO paspeLuatLniics
nanysesHblil MyLMHO3
4. MlanynesHbIn MyLUUHO3 deTen
5. HogynsapHsIil MyLMHO3

ATUNNYHbINA

v

1. Cknepomukcenema

663 MOHOKJIOHANLHON rammanatum

2. JlokanusoBaHHble (HOpMbI
C MOHOKJIOHaNbHOW raMmanaruen
U/ CUCTEMHBIMU NPOSBIEHUAMN

3. JlokanusoBaHHble HOPMbI

C KOMOUHALMEN NPU3HAKOB

5 cy6Tunos
4. HeonpepeneHHble cryyan

Puc. 1. Knaccudmxauusa mukcepgemarosHoro nuxena (MJ) [5]



TUPULMPOBAHHBIN LMPKYNUPYIOLWMIA dakTop(bl), KOTOPbIA
MOXeT aKTMBupoBatb hmubpodnactsl [11].

Jdnugemuonorus

TouHble nokasartenu 3abonesaemoctn CMAI Hens-
BECTHbI, TaK Kak dhopMasibHble 3MMAEMNONorn4yeckmne mc-
cnepoBaHus HMKorga He nposogunuck. CMAIT cumTaeTtcs
OYeHb pefnkum 3abonesaHmem, npudem B 2008 r. oTme-
4anock, YTO B aHrNOSA3bIYHON MEAMLMHCKON NuTeparty-
pe onuncaHo Bcero okono 150 cnyyaeB 60ne3Hn. Tem He
MEHee M 3TO YMCNO MOJBEPraeTCsi COMHEHMIO, TaK Kak
onncaHue JaHHOro COCTOSIHWUSA MEHSNIOCh CO BPEMEHEM,
W MHOrMe ciiy4am Mornn 6biTb HENPaBWUIBHO MHTEPNPETYU-
poBaHbl. Hanpumep, fo Toro, kak HedpPOreHHbIN CUCTeEM-
HbI PNOEPO3 BbIN BbIJENEH B KAYECTBE CaAMOCTOATESNIbHO-
ro 3abonesaHvs, ero nepeble cry4an MOrfiv oLM6O4HO
paccmMaTpuBaTtbCs Kak ckrnepomukcepema [11].

CMAT cTpapatoT, Kak npasunsio, XeHLUMHbI B BO3pacTe
40—50 ner. lMporpeccypoBaHre 3a60neBaHNs MOXET ObITb
CNPOBOLIMPOBAHO PasnNyHbIMU MH(PEKLMOHHBIMK 3a6one-
BaHUsIMW (NMHEBMOHWSA, SHLLEDanuT, aHrMHbI 1 gp.) [13].

KnuHuyeckas KapTuHa

KnuHunyeckue nposiBneHns 3abonesaHus [OBOJSILHO
TUMUYHBI. XapaKkTepHas nokanusauus mukcegematos-
HbIX BbICbIMAHUA — MU0, LLesi, BEPXHAS YacTb TyNoBumLa,
pasrubaTtenbHas NOBEPXHOCTb KOHe4YHocTen. B pebiote
3aboneBaHns BbICbINAHWA NPeACcTaBneHbl Menkumn ne-
CTAWMMN NOMYLLAPOBUAHBIMM ManynamMn, Hepepko pac-
nonararoLwmMmMmncs Ha ooHe 3puTemMbl C YETKMMM rpaHmua-
mu. Mo Mepe nporpeccupoBaHns npouecca Konm4ecTso
NIMXEHOUIHbIX Y3e/IKOB BO3pacTaeT, OHW rpynnupyoTcs,
cnmneatoTcs, MOPMUPYs 0Haru NoOpaxeHusi C BOCKOBUOHLIM
611ECKOM 1 BbIPaXEHHbIM YMIOTHEHMEM noanexatien Ko-
XKW, KoTopas npuobpeTaeT CUHIOLLHO-PO30BYIHO OKPACKY.
B pesynbTaTe NnoTHOrO OTEKa KoxXa ¢ TPYAOM cobupaeTcs
B CKNagky, npuv HagasnueaHuu He obpasyeT AMKW. Jluuo
MOXET MPUHNUMaTb Mackoo6pasHblil BUA, C YTOMNLLEHHBIMU
ry6amu 1 HocoM, HanomuHas facies leonina. Hepegko Ha-
6noJaeTc paspexeHHOCTb BOMOC Ha ronose 1 Hapy>XHOM
YyacTu 6posent — cumnTom XapTora. KoxHbI npouecc Mo-
XeT COMpOBOXAATLCA NapecTeanamm nunu 3yaom [14, 15].

MoxeT HabniogaTbCcs cknepopaktunusa. Kpome no-
paxeHus KOXKn y 60MbHbIX MHOFAA 06HapyXuBaeTcs Mno-
paxeHne BHYTPEHHMX OPraHoB, HaNMoMMHalLLee TaKoBoe
npu cknepogepmun. bbinu onucaHbl cUHgpom PeiHo,
ancyHKumA nuwesoda n muonatus [8]. MeHee yacTbiMm,
HO MOTEHLUMANbHO YrpoXatoLmUM XU3HMU OCNOXHEHNEM
MOXET CTaTb NOpa)KeHne HEPBHOM CUCTEMbI B (DOPME 3H-
uedanonartuu, kombl 1 ncuxosa [16—19]. N3peagka CMAIT
MOXeT NPUBECTU K CMepTU, rmaBHbIM 06pa3oM Bcref-
CTBWE HEBPOSOrMYECKNX OCNOXHeHWN [8, 20].

Matorucronornyeckas KapTuHa
[vctonornyeckne nameHeHuss koxu npm CMAD xa-
paKTepU3YIOTCA 04aroBbIM OT/IOXKEHWEM MyLMHA WU pas-
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PbIXSIEHMEM KOMNareHoBbIX BOIOKOH, rMaBHbIM 06pa3om
B BepxHen TpeTu gepmbl. [pu ncnonb3osBaHuM cneum-
anbHbIX Kpacutenen B MOBEPXHOCTHbIX COSX AepMbl
ONpeNEensOTCA CKOMEHNs MyLMHa Mexay nyykamu Kor-
nareHoBbIX BOJIOKOH, a Takxe 3Be3gyaTon KoHdurypaumm
punbpobracTel, KOTOPbIE, Kak NpegnonaraeTcs, u npoay-
uupytoT MyumH [21]. CyecTByeT npsimas CBA3b MexXay
XapaKTepoM 3TUX N3MEHEHWI 1 CTEMEHbBIO BbIPAXEHHOCTH
KNMMHUYECKMX NPOosiBNeHnn 3abonesanus [13, 22].

AndpchepenymnanbHas guarHocTuka

OnddeperHunansHbeii gnarHo3 CMAIT nposogaT
C AndpdpysHom cknepodepMuent, ckrnepogepmon byluke,
303MHOUNBHBLIM hacumnTom [23]. OnddysHasa ckne-
pogepmua otnunyaetcs oT CMAI otcyTcTBMem nanynes-
HbIX 3/IEMEHTOB, XapakTepHbIM Te4eHNeM, Npyu KOTOPOM
3a cTagmen oteka crnegyet cTagusa YMIOTHEHUS KOXM,
a He ee NHMUNbTPaUKs, YacTbiM PasBUTUEM aKPOCKIepo-
3a. OTAnMunTeNbHBIMK NPU3HaKaMu ckrnepegemsl Bylike
ABNAIOTCA BHE3anHoe Havano rnocrne nepeHeceHHow WH-
heKLUN 1 OTCYTCTBME NOPAKEHUSA KOXU KUCTEN. D0o3u-
HOMPUMBHBLIN PacuUMUT OTNNYHAETCH BbIPaXEHHbIM YNOoT-
HEeHMEeM KOXW 6e3 UHUNbTpaumMmM u nanynesHbix ane-
MEHTOB, crmbartefibHbIMU KOHTPakTypamMn KOHEYHOCTEMN,
303VHOMMNUen nepudepruyeckom KpoBHu.

KnuHnyeckyto kaptuHy CMAIT MOryT HanoMuHaTh npo-
ABNEHUSA HEIPOreHHOro cucteMHoro ubposa (Hedpo-
reHHov chnbpo3supytoLLen gepmonaTum) — 3abonesaHus,
OMUCaHHOro B BUE CaMOCTOATENbHOM HO30JI0rM4ecKom
dopmbl B 1997 r. B aHaMHese y 605bHbIX He(PpPOreHHbIM
CUCTEMHBIM (DMOBPO3OM MPUCYTCTBYET 3ab60neBaHne no-
YeK, OCINOXHMBLLUEECA OCTPOWN UNN XPOHUYECKOW MoYey-
HOW HedocTaTOYHOCTbIO. PasButmne 605ne3Hn cBA3bIBAOT
C MPUMeHeHneM npenapaTos rafofiuHNA B Ka4eCTBE KOH-
TPacTHbIX CPEACTB NPW NPOBEAEHNN MAarHUTHO-PE30HaHC-
How Tomorpadum [11].

Neuenne

Jlevenne CMAI npegctasnseT cobon TpygHyko 3a-
Jady. Ons neyeHus CKNnepoMmkcegembl C NepemMeHHbIM
YyCMexoM MCNofb30BannCb PasnuyHble METOAbl Tepanuu.
TpagnuMOHHO NpYMeHsiemMas Tepanus CUCTEMHbIMM [Ito-
KOKOPTUKOCTEPOUAHLIMK MnpenapartamMmun (NpeaHM305IoH
20—30 mr/cyT.), uMTocTatmkamm (mendanaH), apomaTu-
YeCKMMWU peTuHoMaamMn (M30TPETUHOMH M Op.) He Bcerga
6bIBaET YCreLLHON.

MendanaH paHee 6bi1 nNpenapaTtom Bblibopa npwu
CMAT, ogHako 4acTo MposiBAsAfachk ero BblpaXeHHas re-
MaTo- 1 He(PPOTOKCUYHOCTL [24]. Apyrmne nmmyHogenpec-
CaHTbl — umknodochamma 1 LMKIOCNOPUH — UCTONb30-
BannCb C NepemMeHHbIM ycnexom [25—27].

B coveTaHnn ¢ MMyHOCYNpeccuBHOM Tepanuen ans
neyenns 6onbHbix CMAIT okasancs sdhdekTvBeH nnas3ma-
dhepes, C MOMOLLIbI0 KOTOPOro 4octTuranacb HopManaaums
peosiorMyeckmx CBONCTB KPOBW M SNMMMHALMSA napanpo-
TEWHOB 13 KpoBu [28]. B cnyyae MCnonb30BaHUS TOMbKO



74 N

LMTOCTaTUKOB OTMEeYaeTcs HopManusaums yHKUMOHamb-
HOW akKTMBHOCTU (Pn6PO6NacToB, OfHAKO COXpaHsAeTcA
BbICOKMIA YPOBEHb MapanpoTEVHOB B CbIBOPOTKE KPOBW.
Bo3MOXHO, co4eTaHMe MMMYHOCYNPEeCCUBHOWN Tepanuu
N aKTMBHOIO «BbIMbIBAHUS» OCHOBHOIO NMaToOreHeTUHECKO-
ro pakTopa — napanpoTenHa — 13 KpoBu n obecne4msa-
€T HEKOTOPbIN KNMHUYeCKnii adppekT y 60nbHbIx CMAT.

OnuncaHa ahheKTUBHOCTb NPUMEHEHNST OTOXMMMNO-
Tepanuun y 6onbHbIXx CMAI 1 0CO6EHHO 3KCTpakopno-
panbHOW POTOXMMUOTEPANUN, Bbipa3nBLUAACH B YMEHb-
LLIEHNN BbIPAXXEHHOCTM MHAYPaLUMM KOXWU U KONnyYecTBa
o4aroB nopaxenws [7, 29].

CoBpeMeHHble OaHHble YKa3biBaloT Ha TepaneBTu4e-
CKYI0 9(P(PEKTUBHOCTb TpaHCnAaHTaumMm ayTonornyHbiX
CTBOSOBbLIX KneTok [12, 30]. [laHHasa MeToaMKa NpUMeHs-
€TCsl TONbKO B YMOPHbIX cny4vasx. OnucaHo KnnHUYeckoe
ynydweHne 60nbHbIx CMAIT nocne BHYTPUBEHHbIX BWBA-
HUI MMMyHOrno6ynuHa [16]. B nocnegHee Bpems nayya-
etca acpdekTmBHOCTE npu neveHnn CMAIT nHrmébutopa
npoTteacom 6optesomunda [31].

MpuBogum co6CTBEHHOE KIMHMYECKOEe Habnwoge-
HWe (naumMeHTKa OeMOHCTpupoBaHa Ha 3acefaHum Mo-
CKOBCKOro ob6uiectsa gepmatoseHeposioro Ne 1057
oT 15 ceHT6ps 2011 r.).

MaumeHTka 44 net, xutenbHuua CTaBpPOMOSLCKOro
Kpasi, mocTynuna B OTAEeSIeHne KIIMHUYECKOW depmaro-
norum ®IeY «MHUOK» Munsgpasa Poccumn 9 aBrycTta
2011 r. c xano6amu Ha BbICbINaHUS Ha KOXe nuua, Bepx-
HMX WU HWKHUX KOHEYHOCTEW, TyNoBMLLA, a Takxe Ha 06-
LLyt0 cnaboCcTb U CHMXeHWe paboToCnoCO6HOCTH.

Cuutaet cebs 6onbHON ¢ Havana 2009 r., korga Bnep-
Bble OTMETWA MOSBNEHNE MHOXECTBEHHbIX MENKMX BbIChI-
NMaHU Ha KOXe roneHen, nepegHern NoOBEpPXHOCTH 6eaep,
Hapy>XHon noeepxHocTu nned. B mapte 2009 r. 6onbHas
nepeHecna OCTPbI MHOMHbIA MEHUMHIOSHLUEANNUT TXXENo-
ro TeYEHMA, OCNOXXHEHHbIA KOMOW 1-i1 cTeneHn (B TeveHne
6 gHelt). CnycTa Mecsl nocne paspeLleHnst MHEKLMOH-
HOro mpouecca NMXeHOMAHbIE BbICbINaHWs, aHaNorM4Hble
npeaLecTBOBaBLUMM, MNOABUMIUCE HA KOXE pasrvbartenb-
HOW MOBEPXHOCTN BEPXHUX KOHEYHOCTEN U CnWHbL. YXya-
LLeHNe COCTOSIHUS KOXW 6onbHas oTMeTuna B anpene
2010 r., korga NosIBUMUCH BbICbINaHUA Ha KOXe nuua, co-
MPOBOXJatoLLMecsi OTEYHOCTHIO U MOKPACHEHWEM.

BonbHass HeogHOKpaTHO o6pallanacb 3a MeauunH-
CKOW MOMOLLbIO, Npegnonaranmncs aMarHo3bl onamKynur,
pacnpoCTPaHEHHbIN KCaHTOMAaTO3 KOXW, KOXHasa dopma
runepnapatumpeosa, cuHgpom bepta — Xorra — [bto6a.
MpoBeneHHoe o6¢cnenoBaHMe Kakom-nnmbo naTonornm nu-
NUOHOrO N KanbUMeBoro obmMeHa He BbISBUIIO.

B Hosi6pe 2010 r. 6bina KOHCYNbTUPOBaHa Ha Kadenpe
JepMaToBeHeposiorMn n kocmetonornm CTaBponosibCKom
rocyaapCTBEHHON MeOMUMHCKOW akagemuu, rge 6bina
npoBefeHa gvarHoctudeckas 6Moncus KoXu ¢ nocne-
OYIOLWMM TMCTONOMMYECKUM UCCIIefOBaHMEM, COrNacHo
KOTOpoMy Mopdonormyeckas KapTuHa CooTBeTCTBOBana
MYLMHO3Y KOXMW. [pyn NOBTOPHOWM KOHCYNbTaumm Obia no-

CTaBfeH AMarHo3 CKiepoMmnkcegema n HasHa4eHo nede-
HVe: NpefHN3051oH B fo3e 30 Mr B CyTKM C NOCTENEHHbIM
CHWXEHWEM [103bl B Te4eHne 5 Mec. 0 MOSIHON OTMEHBI.
Ha coHe Tepanum oTMedanach cnaboBblpaXxeHHas noso-
XuUTefbHas AMHaM1Ka B BUAE YMEHbLUEHWNA UHTEHCUMBHO-
CTW OKPaCKM KOXW nuua. Ha npoTsxeHun nocnegyomx
3 Mec. nauMeHTKa K Bpa4vy He obpalyanacb, CamoCcTosI-
TeflbHO He fe4Yunnacs.

B uioHe 2011 r. naumeHTKa 6blna KOHCynbTMpOBaHa
BPa4yOM-peBMaTonoromM. Bbino pekomMeH[oBaHO MMMY-
HOXUMWYECKOe nccrnegoBaHne 6enkoB CbIBOPOTKM KPOBU
N MOYM, MO pesynbTaTtaM KOTOPOro okasanacb BbisiBfieHa
MOHOKoHanbHasa cekpeums IgG-kanna (4,2 r/n) 6e3 cHu-
XEHVS YPOBHS MONMUKIOHASbHBIX MMMYHOrNo6ynuHoB. Ce-
Kpeumsi 6enka beHc-[bkoHca He BbisiBneHa. CogepxxaHue
B,-MvKporno6ynuHa, C-peakTvBHOro 6enka, pesmarov-
HOro cpaktopa — B npefenax Hopmbl. [1py NOBTOPHOM KOH-
CynbTauyn Bpa4oM-pPeBMaTonoroM 6bin NOCTaBeH AMarHo3
CKNnepoMuKceaema, accoLmmpoBaHHas ¢ MOHOKIIOHabHOM
runepnpogykuuen IgG-kanna, n Ha3Ha4YeHo neyveHve: npesa-
HU300H B 0o3e 40 Mr B CyTKu, nNpenaparbl kansums. B non-
HOM 06beMe NauUneHTKa PEKOMEHAALMMN HE BbINONHAMA.

B koHue uioHsA 2011 r. gna Bepudmkauum gnarHosa
1 BblbOpa afeKBaTHOW Tepanun nauueHTka obpartunach
B KnuHuko-gmnarHoctuyeckmn uentp ®rby «MHUOK»
MuHagpaBa Poccun, rge 6bin1 NocTaBneH QuarHos ckie-
pomukcegema ApHara — [TOTTpoHa U peKOMeHO0BaHo fe-
YeHue B YCMOBUAX CTaumoHapa yypexpeHus. Ha MmomeHT
MOCTYNSIeHNs B OTAENIEHNe KITMHUYECKOW JepMaTonormm
Orey «rHUOK» Munagpasa Poccun naumeHTka npuHu-
Mara npegHuU3osoH B gose 40 Mr B CyTKU.

KOXHbI cTaTyC Ha MOMEHT MOCTYNNEHNsa XxapakTe-
pv30Barsncsa pacnpocTpaHeHHbIMU BbICbINaHUSAMKM C rnopa-
XEHMEM KOXW nuua, TyNoBULLA, BEPXHUX N HUXKHUX KO-
HeyHocTel. Ha koxe nuua Ha (poHe pasnuTon apuUTeMbI
SIPKO-KpPaCcHOro LBeTa pacnonaranMcb MHOXeECTBEHHbIE
NUXeHOVHbIe y3enKn 6neHO-pO30BOro LBeTa pa3mepomM
0o 2 MM B anameTpe. B nepropbuTansHon v nepuoparns-
HOM 06M1aCTAX UMENUCH Pe3ko BO3BbILLALMecs rpyéoie
cKknapgku, npugatowme nuuy sug facies leonina (puc. 2).
B o6nactu nepeHocuubl 0TMeYanncb TEMHO-PO30BOro
LuBeTa C BOCKOBMAHbIM G/1IeCKOM BepTuKanbHble CKnag-
KW, TakXe OTeK M MacCMBHble O4arn MHQUIbLTpaLmn.
B oyarax nopaxeHusi Ha nvue onpepensanca oTeK KOXw,
He OCTaBNABLUMIA AMOK Npu HagjasnmeaHuW. BonocsHble
onnukynbl pacLuMpeHbl, BTAHYTbI, MOAYEPKHYTO Bbipa-
XXEH CUMMNTOM «anenbCUHOBOM KOPKM». Ha Koxe XunBoTa,
CMVHbI, HAPY>XXHOM MOBEPXHOCTN BEPXHUX KOHEYHOCTEN,
nepegHer NOBEpPXHOCTN 6efep v roneHen Ha oHe YeT-
KO OTrpaHWYeHHON 3pUTEMbI OTMEYaNnCb MefnKue y3en-
KM gnameTpoM Ao 3—5 MM MOMYyKPYribIX O4epTaHumn,
6nectawue npu 6o0koBom oceelleHun (puc. 3). OTmede-
Ha CKJTOHHOCTb BbICBINAHUIA K CANAHWIO C 06pa3oBaHEM
0Y4aros rnopa)KeHus ¢ yTOmLLEeHHON, NNOTHOW, He cobupa-
oLencsa B cknagky koxew. [NyLKoBble BONOCHI B o4arax
nopaxeHus OTCYyTCTBYIOT.
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Puc. 2. MNopaxeHne KoXun nepmopouTanbHoii (a, B) U nepuopanbHoi (6, r) o6nacTen:

a, 6 — [0 neyeHmns. Ha Koxe nuua Ha hoHe 3pUTEMbI IPKO-KPACHOIO LiBeTa 0TMEYaKTCH MHOXKECTBEHHbIE NTNXe-
HOWAHbIE Y3enKu. B nepmop6uTansHOM U nepuopanbHoi 061acTax onpeaenstoTcs BbipaXKeHHbIe rpy6ble CKNaaKM
KOXW; B, I — MOCIE NIe4eHNs. YMEHbLLEHNE UHTEHCUBHOCTM 3pUTEMbI. YNIOLLEHME CKNAA0K KOXW U CriaXunBaHue

Yy3€e/1KOBbIX 3/1EMEHTOB

Ons yToYHeHus gmarHosa npoBedeHOo rucTonormye-
CKOe nccnefoBaHne KOXu U3 oyara nopaxeHus nona-
TOYyHOM obnactu cnesa (puc. 4). B 6uonTtarax anngep-
MUC OObIYHON TOMLWMHbI, cron AnddepeHunpoBaHsbl.
B BepxHuMx u cpegHux otpenax gepmbl Habnwgaetcs
pubpobnacTuyeckas peakums, pa3BOSIOKHEHHbIE MyYKU
KonniareHa OpueHTMPOBaHbl B Pas3fiMyHbIX HanpasneHu-
SIX, MO XOAY KOMNareHoBbIX NMy4KOB BbISBAETCA YyMEPEH-
HO BbIpaXXeHHas MHPUIbLTPaLUS U3 rMCTUOLIMTOB U Pu-
6pobnacToB. [pn OONONHUTENBLHOW OKpacke ToNnyuau-
HOBbLIM CWHMM MO XOAQY MY4YKOB BbIABASAETCA YMEPEHHO
BblpaXeHHas MeTaxpomasus. 3aknoyeHue: BbIBIIEH-
Hble M3MEHEHMWS XapakKTepHbl ANA CKIepPOMUKCEeAEeMbI
ApHaTa — loTTpoHa.

B KNUHW4YECKOM 1 BUOXMMMYECKOM aHanmsax KpoBw,
obLLemM aHann3e Mo4YM NaToNorMyYeckn 3Ha4MMbIX OTKIO-
HEHWI He BbISIBIIEHO.

Mepep Havyanom Tepanuu 661510 NPOBEAEHO UMMYHO-
XMMUYECcKoe UccrnefoBaHne CbiIBOPOTKM KPOBU W MOYM:
npy aNeKkTpohopeTMHECKOM UCCNENOBaHNN BENKOB KOH-

LEeHTPMPOBAHHON MOYM onpefensioTcsa cnefbl anboy-
MUHa, 6enok BeHc-[xoHca He BbiiBNIEH. 3aknio4veHue:
MOHOKIOHanbHasa cekpeuusa IgG Ttvna kanna (4,2 r/n)
6€3 CHWXEHUSI YypPOBHSA MOJIMKNOHANbHbIX UMMYHOIJ10-
6ynuHoB. Cekpeuus B,-MMKpOrno6ynuHa, nokasatenb
C-peakTuMBHOro 6enka u akTMBHOCTb PEBMaTtoOUMHOro
hakTopa B npegenax HopMmbi.

Ha ocHoBaHuW AaHHbIX aHaMHe3a, KIMHUYECKON Kap-
TWHbI 3a60neBaHns, pe3ynbTatoB UMMYHOXMMWUYECKOrO
aHanusa, rucTosiorm4eckoro uccrnegosaHns buontara
KOXW OblNl NOCTaBMEH AMarHo3 cknepomukcepema Ap-
HOoTa — loTTpoHa.

[NpoBeneHo neveHune: 8 npouenyp PUILTPALNOHHO-
ro nnasmagepesa, MeTOAXeKT B fo3e 10 Mr NOAKOXHO
1 pa3 B Hegento Ne 3, npegHU30noH B fose 40 mr/cyT.,
ans6ymunH 10% — 100 mn BHYTpPMBEHHO KanesnbHO Ne 4,
aHTMrMCTaMMHHbIE Npenaparbl, MHFIMOUTOPbI MPOTOHHOIO
Hacoca, BUTaMUHHO-MWHeparnbHble npenapaTthl, a Takxe
TOMMYECKMe MMIOKOKOPTMKOCTEPOMAHBIE Mpenaparbl, Kpe-
Mbl U Masu, cofepxalune HadTanaH n NXTUon.
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Puc. 4. Tuctonornyeckoe nccnegosasume 6ruontara Koxu u3 o4ara nopaxxeHus:

a — (PUéponnacTNyecKas peakums B BEPXHUX 1 CPeAHMX 0Thenax Aepmbl. x 50. OKpacka reMaToKCUMHOM W 303U-
HOM; 6 — My4KN KOJMareHa OpUeHTUPOBAHBI B PASNNYHbIX HAMPABJIEHNAX, MO XO4Y NY4KOB BbIABMAETCH YMEPEHHO
BbIP@XEHHAs MHPUIbTPALUMUS N3 TUCTUOLUTOB U hMO6P06IAcTOB (YkasaHo cTpesikamu). x 100. Okpacka rematokcu-
JINHOM U1 3031HOM; B — METaxpomMasins B 30HaX 0TNIOXKeHMs MyumHa. x 200. Okpacka TonynauHOBbIM CUHUM

BecTHuK aepmMmartonorun n seHeposiormm



[Mocne BbINUCKM N3 cTaumoHapa NaumeHTka nponos-
Xuna rnpuem npegHn3onoHa B Jose 15 Mr B CyTku ¢ Map-
Ta 2012 r., meToTpekcaTa B fgo3e 7,5 mr 1 pa3 B 7 gHen,
Hapy>XXHO MpUMeHsANa yBNaxXHSLWWe U KepaTonutuye-
cKne masmu.

CnycTta 6 Mec. OT Hayana fnevyeHnss oTMe4vaeTcs no-
NOXUTEeNbHaa OMHaMuKa: yny4dlleHme obLuero camo4ys-
CTBUS, YMEHbLUEHNE UHTEHCUBHOCTU SpUTEMBbI, MHAYpa-
LUK 1 OTeKa Ha Koxe nuiua u Tynosuwa (cm. puc. 2, 3).
[Mpn NOBTOPHOM MMMYHOXMMUYECKOM UCCNEAOBaHUN Cbl-
BOPOTKN KpoBu OT 29.03.2012 r. OTMEYEHO CHUXeHue
ypoBHs napanpoTenHos IgG Tvna kanna go 3,2 r/n.

Takum o6pazom, CMAI sBnsieTcs TSXEeNbIM CUCTEM-
HbiM 3ab6ofieBaHWeM, TPyAHO noadaroumca Tepanuun.
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hecTaummn NposiBNeHN fepMaTosa y Hallen naumeHTKu
pasBuICa MEHUHIO3HLEeManmT, OCIOXHUBLLNACA KOMOW,
nocrne Yero HacTynuIo yxyaLeHne KoXHoro rnpotecca. Xo-
TA NaTONOrns HEPBHOM CUCTEMBI, B TOM 4YMClle KOMa, MO-
XeT 6bITb NnposineHnem CMAT, B gaHHOM criyqae MOXHO
npegnonaraTtb, YTO NepeHeCceHHbI MeHWHrosHuedanuT
cTan conyTCcTBYOLWMM (DaKTOPOM, YXYALUMBLUMM Te4eHue
3a6oneBaHna KOXMW. YunTbIBas, YTO B OCHOBE MaToreHesa
NeXWUT napanpoTerHeMusi, NaToreHeTU4eckn 060CHOBAH-
HbIM SIBNSIETCA Ha3Ha4veHne nnasmadgepesa. HasHaveHne
CUCTEMHbIX TNIOKOKOPTUKOCTEPONAOB N LUUNTOCTATUKOB
OOHOBPEMEHHO C Nnnasmadepe3oM No3BonseT 4OCTUYb 60-
nee BbIPaXEHHOro TepanesTnyeckoro addekra. MporHos
onpefenseTca AANTENbHOCTLIO TeYEeHUA N Hann4Mem oc-
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