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JIY4ar CIIOPAAUYCCKOM A3BEHHO-MYTUIUPYIONICH
akporatuu biopo—bappbepa
M.K. banta6aes, 3.M. MambiToBa, 3.K. XKongoLues

A case of Bureau-Barriere-type sporadic ulcerative-mutilating acropathy

M.K. BALTABAYEV, E.M. MAMYTOVA, E.K. ZHOLDOSHEV

06 aBTOpax:

M.K. bantabaeB — 3aB. kadheipoit AepMATOBEHEPONOrAN 1 (hTU3KONYNbMOHONOMAN

KbIprbI3cko-PoCCUACKOro CRaBsiHCKOTO yHuBepeuTeTa M. b.H. Enbuuna, 1. bullkek, 4.M.H.,

npoceccop

9.M. MambIToBa — [10U. Kadheapb! HEPBHbIX OONE3HEN C KYPCOM MEVLIMHCKON reHETUKM
KbIprbI3CKOM rocyaapcTBEHHON MEANLIHCKOM akafemui, T. BULLKEK, K.M.H.

9.K. XKonpgoLieB — KNMHUHECKNIA 0pAuHATOP Kadeapbl HEPBHbIX G0ONE3HEN C KypCOM
MEJMLMHCKOIA reHETUKIA KbIprbI3CKOI rocyaapcTBEHHON MEANLIMHCKON akaaemmi, T. buikek

KntoyeBble C/10Ba: cnopaguyeckas s3BeHHO-MyTUnupytowas akponarus bropo—bappbepa.

Key words: Bureau-Barriére-type sporadic ulcerative-mutilating acropathy.

| lMepBoe onucaHme cemerHOro 3aboneBaHusi C Mo-
OOLUBEHHbIMW f3BaMu ObINl0 NpeAcTaBneHo B Aoknage
M. Nelaton B 1852 r. [7]. cTopnyecku 31O 3abonesaHve
Has3blBann HacneacTBeHHble nepdopupyolme A3Bbl [8],
CeMelnHbIN TPodoHEBPO3 [9], cemenHasa CUPUHIOMUENUS
[10, 23], HacneacTBeHHasA ceHcopHasa paguKynoHeripona-
™4 [11, 12], a3BeHHO-MyTUNMpytoLLas akponatms [26—28].
B pepmaTtonornyeckon nutepatype TepMUH CUHAPOM Tese-
Hapa—bpayHa [14] Bce eLle ncnonb3yeTcs Ans onpegene-
HUS1 ceMelnHbIX OPM, B TO BPEMS KaK M30SIMPOBaHHbIE Chy-
Yan HerponaTMYECKMX 3B HEM3BECTHOMO MPOUCXOXOEHUS
KnaccudunumpyroTest Kak cuHgpom Bropo—bappbepa [15].

B 1942 r. A. Thevenard [14] Ha ocHoBaHuK 60 cry4aes
onucan KMHUYECKUIA CUHOPOM, B OCHOBHOM MpefncTas-
NEHHbIN:

1. MNporpeccupyowmMmmn TPOPUHECKMMIN HaPYLLEHNS -
MU B HWKHMX KOHEYHOCTSX C OQHOCTOPOHHUMU UNWN ABY-
CTOPOHHUMW PeLnaNBUPYIOLLIMMU A3BaMM U OCTEONN3N-
COM KocTewn cTon.

2. dnccoummpoBaHHOM aHecTe3nen B KOHEYHOCTSX.

3. CHuXeHrem unm oTcyTCTBMEM FNy6OoKMX pedhnek-
COB, 0CO6EHHO NMOAOLLBEHHOMO M axmiioBa.

OTu cnyyam 6bInn OnNncaHbl Kak ceMenHble, No3xe Obl-
nn onucaHbl peleccusHble hopmel [5,19] nnm gommnHaHT-
Hble dopmbi [20, 31].

C MOMEeHTa nepBOro OnNUCaHUs MHOTMMW aBTopamwu
6bINN [OMOXEHbI cnopagunyveckue cnydaun [15, 24, 25,

29, 30], npy KOTOPbIX OCHOBHLIMU OTNINYMAMU OT CEMEWN-
HbIX bopM 6bINK No3gHee Ha4vano (30—40 neT) [1], npe-
obnagaHue nuu MYXCKoro nona [2] n conyTcTByloLLme
aKkTopbl — HepoefdaHue, nopaxeHme nevYeHu, CKIIOH-
HOCTb ankoronbHOW 3aBucumocTy [3].

OTnonorua n natoreHe3 faHHOro 3a6osieBaHnsA U3y4e-
Hbl HOOCTATOYHO [3]. B AaHHyt0 HO30M0rMYeCKyo eanHULY
BKJIIOYEHbI ABa CMMMTOMOKOMMJEKCA pa3HbIX MO 3TUO-
NOrMM 1 NaToreHesy, HO MOYTUM OAMHAKOBbLIX MO KIWHU-
Ke, ¢ HebomnbLMMKN BapuauuamMu. BeligensitoT ceMenHyto
1 NprobpeTeHHyto hopMbl akponatum [1, 2].

CemelHas akponaTtuvs, WnvM cuHapom TeBeHapa—
BpayHa [14], 6b1n onucaH A. Thevenard B 1942 r. (CuH.:
cvHppowm NepoHa—[Opoke—KynoHa [32]).

3aboneBaHne HacnegyeTcs nNo peLeccuBHOMY Un 0o-
MWHaHTHOMY TWMy ¢ Npeo6nagaHueM JOMMHAHTHOMO Tuna
HacneposaHusa. PassuBaeTcs B JE€TCKOM U HOHOLLECKOM
Bo3pacTte y nuy oboux nonoe. lNMopaxatoTca BepxHue
N HWXKHWE KOHEYHOCTM B COHETAHUU C APYrUMU BPOXAEH-
HbIMM ypoacTBaMu. B mepBylo oyepedb noBpexpatoTcs
| nntocHeBas KocTb U dhanaHrm | n V nansues, pexe — ns-
TOYHas KOCTb. VI3bA3BNEeHNa BHa4ane acMMMETPUYHbIE,
CMyCTS HECKOJIbKO MECSALEB BbICbINaHWSA pacnpocTpaHs-
I0TCA N Ha BTOPYO CTOMy. 713Bbl 6€360Me3HEHHbIe, KPY-
rnov unu osasnbHON OOPMbI C NMIIOTHLIMU, POBHBIMU U OT-
BECHbIMW KpasiMun, C HEKPOTMYECKMMIN Maccamm B LIEHTPe,
rnyboKne, NHoraa A3BEHHbIN AedEKT 4OCTUraeT KOCTEN.
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OTpensiemoe 3B FHOMHO-CYKPOBUYHOE, C KOCTHBIMU CEK-
BecTpamu pasHoro pasmepa. B nocnegytolem B pesyrb-
TaTe NOCTOSIHHOIO PaspyLUEHUs KOCTeN U MArKUX TKaHew
cTonbl AedOpPMUPYIOTCS, pa3mep nx ymeHbLuaeTtcs. OTme-
YaeTcsa noteps 60NeBON, TEMNEPATYPHOW N TaKTUIbHOMN
(Mpn coxpaHeHun rny6oKoNn) YyBCTBUTENBHOCTN Ha BCEX
yyacTkax nopaxeHusi. Hepeko npucoeamHsoTCa BUCLIe-
panbHble NPosiBNeHns (TopakoadaoMmnHanbHble 60M1eBbIE
Kpu3bl, Anapes), rnyxora, pacLuenseHve no3BoOHOHHMKA,
WCKPVBIEHMWS KOJleHa HapyXXy. BeretaTtMeHble HapyLLeHNs
B OT/IM4ME OT NPUOBPETEHHON (POPMbI MOTyT OTCYTCTBO-
BaTb. PeHTreHonorm4eckn BHa4ane obHapy>XMBatoTcs sB-
NEeHNs MPOorpeccupytoLero apTpuTa nntocHeanaHroBbIx
1 MexdanaHroBbix CycTaBoOB C 3pO3UAMW CyCTaBHbIX MO-
BEPXHOCTEN, B AalbHelLLeM NOABASAOTCA OCTEOXOHAPO3,
OecTpyKuus u nepenomMsl Kocter. Mopdonornyeckm B 3a-
OHUX KOpeLuKax u ctonbax CNMHHOro mMo3ra BbISBASAIOTCA
JereHepatuBHble U3MEHEHUSs, NOPaXeHMs MOSCHNYHbIX
cuMmnaTu4eckmx y3nos. Mo-sBugumomy, abopTBHOM hop-
MOV CUHOpOMa SIBNSETCA akpOOCTEONn3, OMUCaHHbIN
H. Partsch [13].

MpuobpeTteHHasa akponaTus (CvH.: cuHopoM Bropo—
Bappbepa) onucana B 1953 r. [15, 25].

B naroreHese, No-BnaMMoOMy, UrpaeT posib XPOHWUYe-
CKas ankorofibHasi MHTOKCMKaUMS 3N1EMEHTOB nepudepu-
YeCKOW HEPBHOM CUCTEMBI, BeayLuasa K Tpohruyeckum Ha-
pyweHunam. Npegpacnonaraowmumm dakropamy nOMUMO
NpPO4YMX MOryT ObITb MNATONOrMA NeYeHN, MeTabonnyeckme
HapyLUeHuUsi, rTMNoBUTaMUHO3bI, NEpPeoxnaxaeHws, Tpas-
Mbl. 3abonesaHue 4alle HabnogaeTcs y My>XYuH cpeg-
Hero Bo3pacTa. [NopaxatoTca TONMbKO HOMW, BPOXAEHHbIE
aHomanuu oTcyTCcTBYIOT. BonesHb HaunMHaeTcsa ¢ nosiene-
HUA NafoOHHO-NOAOLUBEHHOMO rMnepruaposa u Kkeparosa.
MocnepHwii Yalle passmBaeTca y ocHoBaHus | n V nanb-
LeB M NATOK, NOCTENEHHO TpaHcopmupyeTca B And-
y3HbIN KepaTos, pPe3Ko OTrpaHMYEeHHbIN OT 3[0POBOW
koxM. o nepudepnm Kepato3a Ha OTAENbHbIX yHacTkax
3aMeTeH 65efHOo-KpacHbId 06040K. ThifibHas NoBepx-
HOCTb CTOMN He BOBMEKaETCA B NaTONOMMHYECKUIA npoLiecc.
Manbubl nprobpeTatoT opmy «b6apabaHHbIX Nanoyek»,
HOITN — «4acoBbIX CTEKON». DOPMUPYIOLLIMECH A3BEHHbIE
JedekTbl He OTNNYaTCA OT TaKoBbIX MpW cuHgpome Te-
BeHapa—bpayHa. Kpome Toro, HabnwogaeTcs runepTpo-
ous TKaHer CTonNbI, BNOTb A0 06pas3oBaHns anedaHTn-
a30Mof06HbIX, OTEYHO-BEPPYKO3HbIX U3MEHEHUA KOXMU.
KOCTHblEe N3MEHEHUs U UX NOCNEACTBUSA MOEHTUYHbI NPO-
SIBNEHNAM Npu cemMeriHon cpopme 3abonesaHus. Hapy-
LUEeHNsi NOTOOTAENEHNs, YYBCTBUTENIbHOCTHN, pedIeKcoB
(oTcyTcTBME axunnoBa pedpnekca), MbllUeYHble aTpo-
dvm n pgpyrue SBnaOTCA 0683aTeflbHbIM KOMMOHEHTOM
cuHgpoma bropo—bappbeepa. OsuratensHas yHKUuUsA
He cTpagaeT. OTU U3MEHEHNS MOryT PacnpoCTPaHATLCA
1 Ha roneHn. Mopdonornyeckn obHapyXXmnBarT nopaxe-
HUS MENKMX COCYOOB KOXM U MOJKOXHOM KneTyaTku, Co-
CyOMCTbIX U YyBCTBUTENbHbIX HEPBOB, AereHepaTnBHbIe
N3MEHEHNs B CMWHAMbHbIX FAHMUAX, 3agHUX KOpeLuKax
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n ctonbax crnvHHoro mogara. bonesHs NpoTekaeT Topnua-
HO, ANUTENBLHO, C 060CTPEHUAMM, HaLle — 3umon [24, 30].

OuddepeHumanbHbIi AMarHo3 NpoBOAAT C CUPUHIO-
MUenuen, 06ITEPUPUPYIOLLIMM SHOAPTEPUUTOM, CYXOT-
KOW CMMHHOIO MO3ra, AnabeTn4eckon aHrmonaTnen, ne-
npou, akpockneposom, cuHgpomom dpupperixa n Lap-
ko—Mapwu [4, 6, 16—20, 21—23].

ObheKTMBHBLIE METOBI NNEYEHMSA NCEBOOCUPUHIOMUE-
NUTUYECKON akponatuu OTCYTCTBYIOT. [PUMEHSIOT CUM-
NaTaKTOMMIO, Ba30aKTUBHbIE Mpenapartbl, HOBOKaWHOBbIE
6nokabl MOACHUYHO-KPECTLIOBOM 0611acTun, BUTaMUHbI A,
E, B, 6buoctumynatopsbl, onepaTtnBHOE yLoaneHne Cekee-
CTPOB, MECTHO — aHTUCENTUKKU, NPOTUBOBOCMANMUTENb-
Hble CpeacTBa, B 3aBMCMMOCTU OT TAXECTU TeYEHUS nC-
nonb3yeTcsa opToneanyeckas obysb [17, 18].

Knununyeckuii cnyvai

BonbHon C.A., 46 net, cnyxalumi, NOCTYNWn B KIu-
HWKY HepBHbIX 6oneaHel Kblprbi3CKov rocyaapCTBEHHOWN
MeauunHckon akagemum 21.10.2010. MNpegbasnsan xa-
nobbl Ha OO0 He3aXXmnearLlme A3Bbl B ANCTasIbHbIX OT-
Aenax H/MXHUX KOHEYHOCTEN, OLLyLLieHNE 36KOCTU B HUX,
B NMoJoLLBax — OLUYLLEeHWNE Xapa, Hanmyne nNpunyxnocTum
W orpaHuyeHne obbema ABMXEHUIA B 06/1acTu NpaBoro
rOfIeHOCTOMHOro CycTaea, B CTOMNe U roneHn, 6ecnokouna
NOTNMBOCTb M NOBbILLIEHME TeMnepaTypbl Tena o 37,7 °C
B HOYHbIE Yacbl.

N3 aHamHe3a: 3ab6oneBaHve Oe60TUPOBAsIoO B Ha-
yane 2009 r. ¢ nosBneHUss 6071I€3HEHHOCTN B JIEBOM
nne4yeBoM CyCcTaBe, Yepe3 HEKOTOPOe BpeMsA 6OneBoWn
CYHOPOM CaMOCTOATENIbHO perpeccupoBarn, 3aTem 60b
BO3HMKMA B NpaBoOM MNie4YeBOM cycTaBe. Torga e no-
SIBUNOCb OLLUYLLIEHME MOKaNblBaHWA B OUCTasIbHbIX OT-
genax HWXHWX KOHe4yHocTeln. B despane B yTpeHHue
Yacbl 60NbHOM MOYYBCTBOBAS BHE3AMNHOE rONIOBOKPYXEe-
Hue, obLLyto cnabocTb, NOCAE Yero NoTepss Co3HaHue.
Mo ckopor nomoLm 60nbHOM 6bI AOCTaBMEH B oTAene-
HWe 3KCTPEHHOW HeBponormmM HaumoHanbHOro rocnura-
na Munsgpasa Kbiprbiackoh Pecny6ivkn B COCTOSIHUU
kombl. [poBefeHa niomM6anbHasa NyHKLUMSA, B IMKBOPE He
06HapPYXEHO 3aMETHbIX MaTONIOrMYECKUX U3MEHEHWUA,
cofepXXaHue caxapa B CbIBOPOTKE KPOBU ObINO CHUXXEHO
Jo 1,7 MmMmone/n, B Apyrux napakinHUYeckmnx n 61Moxm-
MUYECKMX MCCMEeQOBaHUAX NaTtonornm He HargeHo. lMpo-
BefieHa MarHUTHO-pe30HaHCcHasa Tomorpadumsa ronoBHOro
MO3ra, U3MEHEHUI CO CTOPOHbI BELLECTBA FOMIOBHOIO
Mo3ra He o6HapyxeHo. B mapte 2010 r. 6oneBble OLLy-
LLieHNda B AnCTalbHbIX oTAeNnax HOor yCunuiincb, n3-3a 4e-
ro 60nbHOM Nepeasurasncs ¢ Tpyaom. NpoeeaeHsl cnepy-
loLLIMEe MCCNefoBaHuns: Ha caxap KpoBW, PEBMOTECTbI, Ha
MapKepbl BUpycHoro renatuta. OTKNOHEHUI OT HOPMbI
He BbifiBNEeHO. [Npu nccrnegoBaHUM UMMYHOT106yNMHOB
0o6Hapy>xeHo noBbiweHne yposHsa IgG go 20,0 mr/mn.
Mpu ynbTpassykoson gonnneporpadcum (Y3OI) cocynos
wen obHapyXeHO aTepoCKNepoOTMHECKOE MOopaXXeHune
6paxuouedanbHOro creona, reMmogMHaMnyeckn 3Ha-



YNMBIA M3rM6 NO3BOHOYHOW apTepun cnesa. MNpun Y3OI
apTepunn HMKHUX KOHEYHOCTEN BO BCEX CTaHOapTHbIX
TOYKax apTepun HMXKXHUX KOHEYHOCTEN perucTpuposarn-
CA M3MEHEHHbIN MarucTpanbHbIl KPOBOTOK. B oTgene-
HUW BCTan BOMPOC O BO3MOXHOM Hanun4mm y 605bHOro
Yy3ENKOBOro nepuaprepuuta, AMarHo3 KOToporo nocne
npoBeAeHMa KOHCunuyma u o6cnefoBaHvs B 3TOM Ha-
npaeneHumn 6bin cHAT. Co cnoB 60JIbHOrO, B KOHLE aB-
rycta u B Hayane ceHtabpsa 2010 r. Bnepsble NOSABUINCH
Tpodunyeckme A3Bbl B HAPYXHbIX OTAENax rofneHen, Ko-
TOpble CTann pacnpoCcTpaHATbLCA B BbILe- N HUXENexXa-
Wne oTdenbl Hor. B Havane okTabps nosBunacb npu-
NyXf0CTb U OrpaHnMyeHne o6bema ABUXKEHUIA B NPaBOM
roneHocTonHom cycraese. bonbHon oTpuuan 3noyno-
TpebrieHne ankoronem, Ho 6M3KMe POACTBEHHUKU OT-
METUNK, YTO MauMeHT B TeyeHne nocnegHnx 2—3 Mec.
MoYTM eXeOHEBHO MPUHMMAN Kpenkue CnupTHble Ha-
NATKN 0O NOA-NUTPa B AeHb. XapaKTepHOW 4epTon 538
6bININ O4EHb MEASIEHHOE 3aXWUBNEHMNE, HEPOBHbIE Kpas.
B cBA3M ¢ pasBuTMEM Bbllleyka3aHHOW CUMMNTOMAaTUKN
60nbHON ObIN FOCANTANN3NPOBAH B KITMHUKY HEBPONOrMn
ONns yTOYHeHUs guarHosa u neyexus. Hanuune Hacnep-
CTBEHHOro xapakrtepa 60ne3Hu naumeHT u 6nuxanwime
POOCTBEHHWUKW OTpULAIOT.

O6bEKTMBHbIW U NIOKalNbHbIW cTaTyC: 60NBHOW MO-
HWXXEHHOro nuTaHus, Macca Tena 57 kr, poct 170 cm,
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Temnepatypa Tena 36,6 °C. Nepudepunyeckne numda-
TUYeckune y3nbl He yBenuyeHbl, A 110/70 mm pT. CT.,
nynbc 68 ygapos B MUHYTY. CO CTOPOHbI CEpAEHHO-COCY-
anctom cucteMbl — 6e3 ocobeHHocTel. NeveHb nnoTHas
Ha oLynb, BbICTYMaeT U3-nof Kpas pebepHon Ayru Ha 2
CM; ceneseHka, Noyku — 6e3 naronorun. dusuonoru-
YyecKne OTMnpaBneHuns perynspHble. Tpoduyeckne A3BbI
OBalbHbIX OYepTaHWI U Pas3nNn4HbIX pa3MepoB pacnona-
ralTcs Ha KOXe roneHen. Kpas f3Bbl Ha NOJOLUBEHHbIX
NOBEPXHOCTHAX NPaBON 1 NIEBOW CTON MMIOTHbIE, OTBECHbIE,
[HO C HEKPOTUYECKMM COLEpP>XUMbIM; A3Bbl pacnosioxe-
Hbl B Mpefenax o4aroB runepkeparosa Ha Koxxe nopaoLus,
CY6beKTUBHbIE PacCTPONCTBa OTCYTCTBYIOT. [oBEPXHOCTbL
A3Bbl HA NnarepasibHbIX U 3a[HNX y4acTKax rosieHen no-
KpbITa BAMbIMW rPaHynsumMsaMm, 4acTb U3 HUX 3apybueBa-
nacsb. NpaBasa ctona runepemMupoBaHa W oTe4Ha, ¢ ner-
KUM LMaHOTU4YHbIM OTTeHKOM. Onpepensnock nokanbHoe
NoBbILLEHME TemnepaTypbl KOXW, ABUXEHWS B CycTase
6e3605e3HeHHbI, HO crerka orpaHu4eHsl. B odarax nopa-
XeHusi — sABneHns nonkunogepmum (puc. 1).
HeBponoru4yeckun crtatyc: CO CTOPOHbI Yepen-
HO-MO3roBbIX HepBOB 6€3 ocobeHHocTen. Noxoaka —
crnerka npmxpambiBaeT Ha NpaByto HOTy, rnybokue ped-
NeKkcbl C pyK — 6e3 U3MEHEHUN, C HOI — KOMNEHHbIN
cnpaBa CHWXeH (cokpalwleHne m. Quadriceps femoris
6e3 ABuraTenbHOro OTeeTa), axnnnoebl cresa u cnpa-

Puc. 1. Tpocbuyeckmne a3Bbl, pyoLbl 1 NOKKNIOLEPMUA HA HUXKHUX KOHEYHOCTAX Y 60NBbHOIO
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Ba — abs, NOQOLWWBEHHbIA CNeBa — CHWXEH, cnpaBa —
abs, MbIlEYHbIA TOHYC CHUXEH, HO Npu pasrnbéaHuu
B KOHEYHOCTSIX — BMeYvaT/ieHne NoBbILEHNA TOHyca Mo
cnactmyeckoMy Tuny. MellweyHas cuna B NpoKcMMarb-
HbIX U AUCTanbHbIX OTAenax KoHe4yHocTten — 4,5 6anna,
06BbEM aKTUBHbIX ABMXXEHUIN He n3MeHeH. [aTtonormye-
CKUX WU MEeHUHrearsbHbIX 3HaKoB HeT. KoopauHaTopHble
npo6bl BbIMOMHAN yBEpeHHO, B node Pombepra 6bin
ycTon4mB. YyBCTBUTENBHOCTb — CHWXEHWE Temnepa-
TYpHOM 1 60N1€BOWN YYyBCTBUTENBHOCTUN C YPOBHSA cpefd-
HeW TpeTu roneHn. Haénioganice BeretatMBHble Hapy-
LeHUs1 B BUAE U3MEHEHNs fepmorpadmyeckoro pucyH-
Ka ¢ yposHsa Th10.

MapaknuHuyeckue uccneposaHusa: KCP, PUD,
PINrA Ha cudmnuc, N®A Ha BUY-oTpuuartensHble, 06-
LM aHannM3 KpoBM, caxap B CbIBOPOTKE KPOBW HaToLLaK
“ nocne efpl, Ne4EHOYHbIE TECTbI, PEBMOTECTbI, 0630pHas
peHTreHorpamMmma opraHoB rpyfHON KNeTku, peakumsa Xea-
0enbCcoHa — 6€3 OTKITOHEHUI OT HOPMbI. AHITMOXMPYPT He
o6Hapyxun (ot 24.09.10 r.) kakon-nM60 NaTonorMn nepu-
hepunyeckmx cocynos.

il

YnbTpa3ByKOBOE MCC/IefOBaHNe OpraHoB GPHOLLIHOW
MONOCTN — MeYeHb BbICTYNaeT U3 Nof HUXHEro Kpas pe-
6epHoOM oyru Ha 2,5 cM, CTpyKTypa nocriegHen — Kpyn-
HO3epHUCTas, TKaHb — MNOTHas, NOAXenyao4Has xerne-
3a — MOHWMXEHHOW 3XOMSIOTHOCTW, CTPYKTypa HEO[HO-
pofHas, YMepeHHO ynnoTHeHa, 06HapyXeHbl KpucTansbl
Conen B Noykax.

Ha peHTreHorpamme npasoro rofieHOCTOMNHOro cycTa-
Ba B [ABYX NPOEKUUAX BbIIBIIEH CNaboKOHCONMANPOBaH-
HbI NepesioM (NaTosIorm4eckmnin) 06emnx KOCTEN rofieHn co
CMeLLieHeM AucTanbHbIX KOCTHBLIX (hparMeHTOB Mo LumMpn-
He. MNoaBbIBMX TapaHHOW KocTu Knepeau. Mo nogoLuBeH-
HOW MOBEPXHOCTM MATOYHOW KOCTU MMEETCA OeCTpyKums
KOCTHOW TKaHu (puc. 2), No NoBoAy 4ero 6bl1 OCMOTPEH
FHOMHBIM XMPYprom. [MarHo3: acenTuyeckmin HeKpo3 ns-
TO4YHOW KOCTM crpaBsa.

MuKpockonus Maska U3 HOCOBOW MEpPeropopkn un co-
OEepXMUMOro TpodPuyecknx s3B Ha MUKoOGaKTepuu ne-
npbl — Mycobacterium leprae He o6Hapy>KeHbl.

'mcTonorunyeckoe uccnepoBaHne 6UMOMTATOB KOXWM
C o4aroB nopaxeHun (puc. 3, 4): pe3kuin akaHTo3 u cnu-

Acentuyeckunit HEKPO3 NATOYHON KOCTK

Puc. 3. T'nnepkeparos, akaHT03 1 NanuaioMaro3 anuaepMuca, BocnanuTeSibHblii MHGUALTPAT B Aepme. x 200.

3[ecb 1 Ha puc. 4: oKpacka reMaTtoKCMNMHOM 1 303MHOM
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6

Puc. 4. AkaHT03, fIBNIeHWA runepkeparosa 1 BakyorbHas guctpodusa anugepmuca. JIMMGOrncTuouuTapHslin UH-
(OunbTpaT B COCOYKOBOM U CETYATOM CI0SAX, CKIIEPO3 1 MMannHO3 CETYATOro CMos AEPMbI.

ax 200; 6 x 400

AHMEe akaHTOTMYECKMX BbIPOCTOB, rMNepKeparos, napa-
KepaTo3; eOUHNYHbIE POroBble XEMYY>XMHbI; BHYTPUIMNKU-
JepMarnbHbIi MUKpoabCLuecc ¢ HEKPO3OM 3NUAepmMuca;
aHrmomaro3a (KanunnisipHblil) COCOHKOBOrO Crosi AePMbl;
CKNepos, rmanuHo3 B CETHATOM Coe AepMbl; B Cy6anuTte-
NManbHOM Coe MHMNbTPaumsa n3 NMMAQOLMTOB; B AepMe
o4aroBble KPOBOM3NUSAHWSA, CKNepo3. 3akmoYveHre: npu-
3HAKOB rPaHyneMaTo3HOro BOCMaNIeHNs HET; N3MEHEHUS
Hecrneunguyeckmne; He UCKIYaeTCs BTOPUYHbIA Xapak-
TEep N3MEHEHWIA.

MarHuTHo-pe3oHaHcHas Tomorpadgumst CNMHHONO MO3-
ra He NMPOBOAMNAChH B CUIY HEYLOOBNETBOPUTENBHOIO Ma-
TepuanbHOro COCTOAAHMA 6OJIbHOrO U YNEHOB Ero CEMbW.

B peaynbTtate aHanusa xano6, aHamHe3a, comatmye-
CKOrO 1 HEBPOJIOrMHYECKOro CTaTyca, a Takke UHCTPYMEH-
TanbHbIX U N1a60PaTOPHLIX UCCIEAOBaHNIA ObINW UCKIIOYE-
Hbl cnefylowmne 3aboneBaHns: caxapHblil guabeT, nenpa,
CYXOTKa CMMHHOr0 MO3ra, y3eJSIKOBbI NepuapTepumT, cu-
pUYHromMmnenus, 06IMTEPUPYIOLLIMIA S3HO0APTEPUMT.

[Mo3gHee Ha4vano 3a6ofieBaHUs y MyX4uHbl 45 net
C COMyTCTBYHOLIMM aHaMHe30M 310ynoTpebneHuns an-
KOrofieM u Npu3Hakamy nopaxeHwus neyeHu, pa3sutme
XapakTepHbIX 3B, IOKANU3YOLWNXCA Ha AUCTalbHbIX
oTAenax HWXHUX KOHEeYHOCTEeN, OCINOXHMBLUMXCA pas-
BUTMEM apTponatmm n OCTEOHEKPO3OM, OTCYTCTBUE
OTATOLWEHNA CEMEWHOro aHamHe3a no faHHOMY 3a-
60/1eBaHNIO0 MO3BOMUAN UCKIIOYUTb CEMEWHYIO akpo-
naTtuio, unm cuHgpom TeseHapa—bpayHa, noctasneH
OnarHoa: cnopapuyeckas i3BeHHO-MyTunupyouias
akponatusa Biopo—bappbepa.

NMpoBepeHo ne4yeHue: uepebponn3MH no 5 mn
Ha 200 M PM3MONOrMYECKOro pacTsopa BHYTPUBEHHO
(8/B) kanenbHo, Ne 5. HukoTMHoBas kucnota no 1% 1 mn
BHYTPVMbILLEYHO (B/M) 1 pa3 B AeHb, Ne 10. TpokceBasuH
400 mr no ABe kancynbl 2 pasa B aeHb 10 gHen. NposepuH
0,05% no 1 mn B/M, Ne 10. Kap6amaszenuH rno 1 tabnet-
Ke 2 pasa B fieHb, 10 gHen. AkToBeruH 4% 200 mr 5 mn
Ha 200 M M3NONOrM4ecKoro pacteopa B/B, KanenbHo,
Ne 5. Muneramma 2,0 B/M 4epe3 fieHb, Ne 5, renabeHe no
ofiHoM Karicyne 3 pasa B fieHb B TedeHue 10 gHen. AeBut
no kancyne 3 pasa B feHb, 10 gHen. Tnoramma 600 mr
B/B, kanenbHo, Ne 10. Ha ovarn nopaxenun kpacka Ka-
CTeNnnaHn € reHTamuunmHoBOoW Masbio. LledTpnakcoH
no 1 r B/m ABa pasa B AeHb Ha 5 Mn hM3n0ONorM4eckKoro
pacteopa, Ne 7.

BonbHOWM 6bIN BbINMCAH C HE3HAYUTENBHOW AUHAMMU-
KOW, A3BEHHbIV NpoLecCc — B CTaAUN MEANEHHON anuTe-
nmzaumun. MNaumeHT ana panbHenLwero nevYeHns Hanpae-
NeH B oTAefleHne THOMHOM Xxupyprun HauuoHanbHOro
rocnutana MwuH3pgpasa Kbipreidackon Pecny6nvku ans
ornepaTuBHOro BMeLLaTeNbCTBa Mo NOBOAY acenTu4ecko-
ro HEKpO3a MATOYHON KOCTW.

Taknm 06pa3oM, 0CO6EHHOCTLIO AAHHOro cnyvas sB-
nseTcs pedkas BCTpe4aeMoCcTb AaHHOW 60/1e3HM BO Bpa-
4Ye6HOW MpakTUKe, YTO ABMAETCA MPUYMHON HYacTbIX Ava-
FHOCTUYECKUX OLIMGOK. Tepanus [oShKHa MPOBOANTLCA
C y4YeTOM COCTOSIHUA HEPBHOW CUCTEMbl, COCYAMCTOro
pycna HWKHUX KOHEYHOCTEN U rpamMOTHOW Xupyprude-
CKOW TaKTUKOW feyvenns a3B. AnarHo3 gomkeH ObiTb nof-
TBEPXLEH crieumanncTaMmm cMexHbix npodgeccuid.
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