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KIIMHUKO-MOP®OJIOTUYECKHUE OCOBEHHOCTH
MYKOBHCIUIO3A B3POCJIOIO

HUH nynsmonosnornn M3 PP, Mockea

B nocsieine rojibl oTMeyaeTcs NOBBILIEHHbIH HHTEpeC
K MykoBHcLuao3y (MB) — TspKesioMy cHCTeMHOMY 3a-
6oJIeBaHHIO, OTHOCSILEMYCSI K TeéHeTHYEeCKH AeTepMHHH-
POBaHHBIM KOMOHHHPOBAHHBIM MIOPOKAM SK30KPHHHOH JKeJle-
3HCTOH TKaHH H XapaKTepH3YIOLEMYCsl Pe3KHM HapyLIeHHeM
peoJiornueckux cpoictB causu |7]. Yacrora Berpeya-
emoctH MB cpenu HoBopoXkeHHbIX cocTasasiet 0,05% [8].
Y 50% wus nux MB onpenessier neneuust geapra F508
[1]. B cBsI3M ¢ BO3MOXKHOCTSIMH paHHEH JAHATHOCTHKH M
jgeueHusi MB yeenuuwicst cpefHHH Bo3pacT OOJIbHBIX,
COCTABJISIOLLMI B HAacTosILee BpeMst 25 JieT r4]. Y B3pocbix
yalle MarHocTHpyeTcs cMemanHnas Gpopma MB [5,6]. MB
B3POCJIbIX HMEET HEKOTOphle 0COOEHHOCTH, 3aKJII0YaIOLIH-
ecsi B OcJabJIeHHH OCTPOTHl CHMIITOMOB C OKOHYaHHEM
ny6epTaTHOro PasBHTHS, XOTS caM MpOLEcC [O0JOBOro
CO3peBaHHs 3a/lepPXKHBaeTCs [2,3,9]. TTpuBoawm cobeTBenHOE
ayTorncHiiHoe HabJsofeHHe cMellaHHoOH (opmbl MB.

Boasnoit K., 34 mer, noctynuan B Goavuuuy 03.04.93 B kpaiine
TSDKEJIOM COCTOSIHHM, €O CNyTaHHBLIM CO3HAHWEM, He [03BOJIHBIIHM
BCTYNHTL C HUM B KOHTAKT. [laluenT BLICOKOrO pocTa, acTeHH4eCKoro
TEJIOCJIOKCHHST, B 06JIaCTH MEUEBHIAHOIO OTPOCTKA IPYAHHDBI BIABJISVIOCH
BOPOHKOOGpa3Hoe BAABJCHHE TPYAIOH KICTKH AMaMeTpoM 7 CM.
Koxiibie moxpoBbt 6Jiejitble, ¢ BbIPaXKEHHON JKEJTYLIHOCTBIO, Ha BEPXHHX
M HHKHHX KOHEYHOCTSIX ONPE/CIISIHCE MEJIKOTOUCYHBIE KPOBOM3JIHSIHHS,
BLISIBJISKIACh BhIpaXKeHHasl NacTo3HOCThb rosieher. OTMeuanuch Bbipa-
JeHHasi BswlocTh M aguHamus. Temmepartypa Ttena 36,9°C. Aprtepu-
anvhoe fasaenue 130/70 MM pT.CT., HACTOTA CEPAEUHBIX COKPALLEHHH
60 ynapos B MuH. PUTM npaBuabHbLA, TOHB cepua rayxde. Haj serkumu
— KopoGouiiblil nepKyTopHEtil 3ByK. [IpH aycKyJbTalHH BLICYILHBAJIOCEH
JKECTKOE JibIXalue, BO BCEX OT/AeJaX — paccesiHHble CyXHe XPHIbl, B
HIUKHHX OT/leslaX — BJIAXKHbIC MeJikonysblpuaTblie XpHnbl. [Tpu kaune
GOJIbHOM OTXAPKHBaJ He3HAYHTEJIbHOE KOJIMYECTBO BS3KOH CJIM3HCTO-
rHoiiHoi Mokpothl. 2KHBOT yBeauuen B oGbeme, MArKHH, B MOJOCTH
pacrioiarasiach cBoGOAHAS! JKHAKOCTD, MO NMOBOJLY Hero Gbi NPOH3BeeH
napaueHTe3 M BbIJIGJIEHO CCMb JIMTPOB XKCJITOBATOH OnaJecLupyioLei
xuaxocetH. Ileyenb nponanbnupoBath He yaJloch, NEPKYTOPHO Kpai ee
pacnonarasicst Ha yposHe peGepHoit ayru. Ananua kpoeu (npusogsTes
MHHHMaJIbHBIC W MaKcHMaJibHble T0KasaTesld 3a BpeMsi npebblBaHus B
CTaUMOHape): HPHTPOLUTLI 2,4x10'2/n, remorno6un 89,0 r/ 1, useToBOit
nokasateab 1,1, JeHKOUUTHI 3,6—8,5%x107 /1, HEHTPOHIIbLI CerMeHTO-
sepubie 55,0—73,0%, nanouxosnepubie 4,0—7,0%, JauMpOUHTLI
18,0—34,0%, monouutst 2,0—7,0%, COd 4—7 mm/u; Bpems cBepThI-
BaeMocTH KpoBH 3,1—4,3 ¢, caxap kposH 4,2—8,2 MMOJb/ J1, XonecTepHH
o6uwmit 1,7 mmoan/a, obuwit Gemox 42,0—55,5 r/a; Guanpy6un
o6uwmit 219,8—330,6, npsimoii 166,5—211,0, nenpsmoii 42,3—119,0
r/a, mouesnua 1,7 mmonn/ n; sanekrponutn: K 2,92—3,47, Na 138—
139,4, Co 0,98—1,04, xnopuapt 106 mmoan/a; ACT 700,0 MMOJIB/ 01,
AJIT 574,0 mmons/an, amunasa kpoeu 28,0—32,0; npoTpomGuH —
ke 23%. Ananua MOUM: peakuust KHesiasi, OTHOCHTEJIbHAsH JIOTHOCT
1000, Gesmok 0,6 r %, JCHKOUMTB eHHHYHLIE B foje 3peHHs,
IPHTPOLUTOB HeT. DeKTpoKapAHOrpadHuecKH BLISBJISIIHCH CHIyCOBast
TaXHKap/usi M TNPU3HAKH CHHIKCHHS MHTAlMs JIGBOTo JKeJylouKa
cepaua. Ipu yabTpassykoBoM HccJe/ioBalini GPIOUINON MOJOCTH
onpeaesioch GoJbIIOE KOJHUYECCTBO CBOGOIHON JKHAKOCTH, a TakKxke
audpysnoe ymnotHenwe Tkauu neuenu. Ilpu peurresonornyeckom
HCCJIC/IOBAHHH MPYAHON KJICTKH BLISIBJIEH NPABOCTOPOHHHH MHEBMOTOpaKC,

XPOHHYECKHI GPOHXHT, MHeBMOcKiepos. Ha ocHoBanuu BhISIBACHHBIX
KITMHHYECKH MMaTOJIOTHYECKHX H3MEHEHHi GosibHOMY Obli BbICTaBJeH
JIHarHo3 akTHBHOro JIeKOMIEHCHPOBAHHOrO LIMPPO3a MeUYeHH W HasHaueHa
KOMIUIEKCHAsl Tepanus, BKJIIOYAIOLAs NaTOreHeTHYECKHe H CHMITOMA-
THueckHe cpesctBa. CocTosiue GosibHOro Ha (hoHE MPOBOAUMOro
JieyeHHst He yayuuianoch. B GosibHuLe OblIo NPOBEAEHO reHeTHuecKoe
obcnieioBanie 60JIBHOrO W BbISIBJICHO T€TEPO3HIrOTHOE HOCHTENbCTBO
neavta F 508 rena MB. Cmepth HacTynuia Ha 30-e cyTkH npe6LiBaHHs
B CTAlMOHAPE NPH ABJEHHSAX NMEYCHOUHO-TIOUCUHON HEAOCTATOYHOCTH
untokcukauuu. Tpyn Goabtoro K., 34 ser, Gb1 Hanpagsjen B narodio-
roaHaToMHYecKoe oT/iesIeHHe ¢ iHario3oM: MyKoBHeLHA03, CMelaHHAas
dopma (reteposuroTHoe HocHTenbeTBO). CMetlaHHBIA JIeKOMMEHCHPO-
BaHHbLI UMPPo3 neyenu. XpoHHYECKas NeHeHOUHasi He0CTaTOYHOCTb.
XKenryxa. Acumr. 3acroitnas nuesMounus. [Tuesmotopake. ITposesxin
KpecTLoBoi obnacTH. MHTOKCHKauMs.

[Ipu HapyxcHoM ocMmoTpe Tpyna obGpaiiand Ha cebsi BHHMaHHe
BbIPaXKGHHOE HCTOLLEHHE, BAAB/IEHHE B IPYHON KieTKe JMaMeTpoM 7 cM,
npoJiexxeHb B 06/1acTH KpecTia pasmepom 4,5x5,0 cM TeMHO-KpacHoro
BETA, XKEJTYUIHbIH BT KOKHbIX MOKPOBOB M BHAMMBIX CJH3HCTHIX
obosiouek. B nosoctsx Ttesna o6HapyeHO 3HAUMTENLHOE KOJIHYECTBO
1PO3PaYHOM JKeNTOBATOH XKHJKOCTH (B ruieBpasibHbX nosocTax no 200 mu,
B OpiowHoit nonoctd — 1500 mst). Ceposubie 06OJOUKH nosocTed
enTywHsl. OcHoBHbIE NATOJIOrHYECKHE H3MEHEHHS OblIH OGHapyKeHbl
B OpraHax /\bIXaHusi, MHUIEBApeHHsl U CeP/eHHO-COCYAHCTOH CHCTEMe.
[Tpasoe nerkoe Gblio moaxato K KopHio. Ha BHcuepasnbhoil naespe
obHapy»eHbl 3ejieHoBaThle (PHOpHHO3HbIE HanoxKeHHs. Boasitnas npoba
Ha NPHCYTCTBHE BO3ZyXa B IJIEBPAJBHBIX MOJIOCTSX MOJIOMHTEbHAS
cripasa. [lopnnespanbHo B 0GOMX JIETKHX OMpeAesIHCh MOJOCTH
nuamerpom 0,9—1,2 cM ¢ POBHBIMK JKeNTOBATHIMH KpafiMu, B jHe
KOTOPBIX ONpejlesIsiineh nepeMblykH. B 9-M cermenTe nmpaeoro Jierkoro
B BHCLEpPa/ibHON MJeBpe BbisiBJeHO oTBepcTHe jauamerpom 0,6 cm ¢
TIaJIKHMH POBHBLIMH CepbIMH KpasiMM H HaJloXeHusMH (uOpHHa no
nepudepun. Ciusucras 060J04Ka TpaxeH W KPYMHLIX GPOHXOB BJIaX-
Hasi, GnecTauas, Ha BCeM NPOTSIKEHHH xKeaTyuiHoro useta. Jlerkue
TEMHOBATOH KOHCHCTEHUHH, JIEBOE JIErkoe B BEPXHHX OT/eqax HMeso
YYaCcTKH MOBBILICHHOW BO3aylHOCTH. [loBepXHOCTL HMX IKeATOBaTOro
1BeTa, Ha paspese onpejesiics CeT4aThlii PHCYHOK, NTPH HAlaBJIHBAHHH
C TOBEPXHOCTH CcTeKaJa XKeNTOBaTas MeHucTas XKHAKocTh. Bpomxu
BLICTYNAIOT Hajl MOBEPXHOCTBIO pazpesa, NpocseT X ceoboseH. Cepaue
pasmepom 10x10x6 cmM, o snukapadM onpesiensieTcs 60JblLIOE KOJIH-
YeCTBO KeJTOH XXHPOBOM TKaHH, B WHTHME BeHEUHLIX apTepHil
BLISIBJISIIOTCS] CerMEHTapHble KallbIHHUPOBaHHbIe GJSIIKH, CYXKHBaIOLLHe
npoceet cocynos Ha 30%. dupokapa MIaAKWil, GiecTALMIl, CTBOPKH
KJanmaHoB TOHKHe, JKeaToBaToro useta. Mbiua cepaua apsbnoii
KOHCHCTEHIHH, 1Ha paspese XeJTo-KopHuHesoro useta. B mexokenynou-
KOBOI Meperopojike onpesesisuicst MIOTHLIH 3anajaloiii y4acToK cepo-
GesiecoBatoro ugeta. Tonuuna MHokapaa npasoro xeaynouka 0,3 cm,
nesoro 1,5 cM. B HTHME aopThl yMepeHHoe YHCI0 (hHOPO3HLIX GAsIeK.
Cansuctan obGoJioyka MHILEBOAA, XeJyAKa W KHILEUHHKa cepo-
XKEJITOBATOrO UBETa, CKJA3AYaTocTh criaxkena. B npocsete xesyaka
BbisiBJeH0 500 M1 XKeJITO-KOPHYHEBOH XKHAKOCTH, B MPOCBETe KHLew-
HHKa — COJICPXKHMOE CJIM3HCTOH KOHCHCTEHIHH 3eJIeHOBATO-Ceporo
usera. O6pauasno Ha ce6st BHUMaHHe pe3Koe B3JLyTHe JIeBOH MNONOBHHbI
ToIcTON KHWKK. YKesuHble MyTH CBOGOAHO MPOXOAHMBI, MKEJUHbIH
nysuipb HOpMajbtoro Buia M paamepa. [leuenn ¢ MesKoGYrpHCTOH
MOBEPXHOCTDIO, APSIGNOBATON KOHCHCTEHLHH, Ha paspese 3eJIeHOBAToO-
6yporo usera. [TopxenynouHas »Kesesa IJOTHOH KOHCHCTEHUMH, Ha
paspese cepo-6eJioro 1BeTa, HaMoOMHHAET MSCO PbiGbl, PHCYHOK CTPOCHHS
ee CLJaXKeH, OnpejledsioTesl JKiL MEJKHe y4acTKH J0J1b4aToro
ctpoenus. [IpoToky nojKedyouHoit xenesnl paciunpenst 1o 1,0 cm B
AHaMeTpe, MPaKTHYECKH TOTAJbHO 3amnoJHeHbl GesibIMH MJIOTHBIMH
KaMHAMH. B OT/ie/bHBIX y4acTKaxX BBISBJISUIMCH KHCTO3HbIE M0JIOCTH 110
1,2 cM B auamerpe. Bokpyr nojkenyfouHoM enesbl 60JblIOe KOJH-
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Puc.l. Mopgosiornueckye H3MEHEHHS B JIETKHX.

a — no.

P potaopa, npeact

b dpa rPaMNONOXKUTEAbHBIMH GAKTCPHAMH H OGPHIBKAMH MHUeAHR rpuGa. Masok—oTneuaToK ¢ NoBepXHOCTH ovara Bocnasenusi. Oxpacka no I'pamy.

x1000. Macasuasn ummepcus. 6 — dparMenT GPONX0IKTA3a: aTPOPHA M CAYWIMBAHHE GPOHXHANBHOTO SMHTEAHA, HCTOHUEHHE CTEHKH, aTPodHA MbllueyHoi o6onouku. Jluctenekras. Okpacka

il

Ta3a, Gpubp 7t n.

1. OKf remMaToxcuanHoM 1 soautom. X100, 2 — ovarosas no

paspbisa

o
Uit g

reMatokcHarHoM 1 sosunoM. X100. 8 — kpait paspuisa Gp
GponxxonosKkTaza. OKkpacka reMaToKCHAHHOM H 303nHOM. X40.

4ecTBO XKHPOBOH TKaHW. CJIOHHBIC W OKOJIOYILHBIE XKeJie3bl OObIUHbIX
pa3MepoB, Ceporo UBeTa, J0JbYaToro crpoeHHsi. MuKpocKonuyeckoe
HCCJ/IeIoBaHHE MOATBEPAHIIO BBISIBJCHHYIO MaKPOCKOMHYECKH MaTOJOTHIO.
OcHOBHblE MaToJIOrHYeCKHe H3MEeHEeHHs! GbUIH BBISIBJIEHbl B JIETKHX,
TOJKeJyI0UHOM JKeJle3e, neyeHH. B GpoHxax BbisBJIs/IaCh THCTOJIOrHYEC-
Kasi KapTHHa XPOHHYECKOro KaTapajlbHO-CK/IePOTHYEeCKOro GPOHXMTA.
Onpepenisiiach pe3kasi runepriausi GpOHXHANbHBIX JeJies, CofepKalliX
3HauMTeJbHOEe KoJHuecTBO Bsiskoro, pesko IIMK-nonoxkutensHoro cek-
peta. BuisiBaisinach peskast gedopmauust GpoHXHaIBHOTO JiepeBa ¢ o6paso-
BaHHeM GpoHxo- W 6poHxHon09KkTa30B (puc.l, 6). B napenxume Jerkux
o6Hapy>XeHO uepejiloBaHHe Y4acTKOB SM(pH3eMbl W aTeleKTasa c yyac-
TKaMH, rJie B [IPOCBETE aJIbBEOJ1 BLISIBJISJIOCh CKOMJIEHHE JIEHKOLUTOB C
TPHMEChIO SPUTPOLMTOB H (puGpHHa. MecTaMu alibBeoJIsipHbIe NepPeropojkH
GbTH paspyleHbl BOCMANMTEJbHBIM MH(pHALTPATOM ¢ 06pa3oBaHHeM
abcuecco. B Maskax—oTneyaTKax ¢ MOBEPXHOCTH OYaroB BOCMaNEHHs!
onpeJIesisIoch 3HAYMTEILHOE KONMYECTBO rPaMIoJIoXKHTE/IbHBIX MHKpoopra-
HHU3MOB, OGPLIBKM CenTHpoBaHHOro MHueHs rpuba (puc.l, a). Otmeyanocs
peskoe paciuMpeHHe H MOJHOKpoBHe cocyoB. Ha niieBpe BhISBASIHCE

HanoXeHust hubpHHa ¢ NPHMECHIO JIEHKOLMTOB, B MECTaX paspbiBOB —
BbIPa)KeHHbIe OYaroBble JIeHKOLHTapHble HH(HJIbTPATH fpuc.l, 8,2).
Ob6HapyxeH (H6po3 BHCLepalbHOH MJeBpbl. TKaHb MOAXKeJYN0YHOH
xeJie3bl aTpohHpoBaHa, cy6ToTaNbHO 3aMellieHa HHOPO3HOH H HHUPOBOI
TKaHbio. OCTPOBKOBBIH anmapat coOXpaHeH B BHJE OTAEJbHBIX MEJKHX
ouyaro. [To nepudepuu nx B (hHOPO3HOH TKAHH BHISABJISIHCH Pe3KO
paciupeHHbIe POTOKH, 3anosiHeHHble rycTbiM pesko IITWK-nonoxurenbHbimM
cekpeToM H KanbuuHatamu (puc.2, @,6). OnpesensiMch ovarosbie
Hekposbel. CTpoMa 04aroBo HH(HJAbLTPHPOBaHA JHM(POUHTAMH H
THCTHOLMTAMH. B TKaHH neueHH BbIsIBJICHO 3HAUHTEJIbHOE pa3pacTaHue
COeIMHHUTEJIbHOH TKaHH, AM(DY3HO M 0YaroBOo HH(QHILTPHPOBAHHOH
JuMbOLMTAMH, MIa3MaTHYECKHMH KJeTKaMH, Makpodaramu. B mecrax
JIECTPYKIHH JKeNUHBIX NPOTOKOB BLISIBJSJIHCH €/IHHHYHBIE CapKOMONO-
Jlo6Hble rpaHy/ieMbl H3 JHM(OLUHUTOB M SMHTEJHOHAHLIX KJETOK.
OTMeyanuch BbIpaXKeHHasi npoaudepauus ¥ pybueBaHHe XKeNYHBIX
NPOTOKOB, COMPOBOXKAAIOLIHECS CKJIePO30M NEPHNOPTaJIbHBIX MoJiel H
ruGesibio remaTouMTOB MNe mﬁepuu nonex, obpasoBaHHe CeNT H
noxubx ponek (puc.2, ). Ilocne Makpo- M MHKPOCKOMHYECKOro
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Puc.2. Mopgosornueckue H3MeHeHKs TIOJKeYIOUHONH XKeJledbl, MeYeHH i NHIIeBoja.

a — Kuctob YAOUHOM JKe/ie3bl CO CKOMACHHCM B HeM KaAbUAHHPOBAHHOTO ceKpeta, ckaepos ctpomu. Okpacka no Ban-Tnaomy. x100. 6 — kucrosno
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# TRanH. OKkp no Bau-Tusony. x100. 8 — Guanaphbiit WHPPO3 NEUEHH: JOKHAR R0ALKA

te cekperom. Paspactanue ¢

pacmp NPOTOKH YAOHHOM 3t p

OKpyXeHa COCAMHHTEALHON TKAHBIO, B NPOTOKAX ONpPeAeasoTCH AeAHBE TPDNGH. Oxpacxa FeMATOKCHAMHOM H

cos nuiesofa, OKPacKa reMaTOKCHAKHOM H 303xHOM. X250.

HcenenoBanna Obll CHOPMYJIHPOBAH CJEAYIOUIHH NaToJOroaHaTOMH-
YeCKHIt IarHos: .

OcHosHoe 3aboresanue. MyKoBHCUHL03, cMellaHHas (opma
(reTeposnroTHoe HOCHTEJILCTBO): MAcCHBHBI (PHOPO3 M KHCTOSHOE
paciliperue MpOTOKOB MOJKEY0HHOM eJle3bl CO CryleHHeM cexpera
H 06pa3oBaHHeM KOHKpeMEHTOB, GHIIHAaPHBIH LHPPO3 NeYeHH, yMepeHHoe
OCJIM3HEHHE COIePXKMMOTO TOHKONM M TOJICTOH KHUIKH, B3JyTHe JIeBOH
NOMOBHHBI TOJICTOH KHIUKK, XpOHHUeCKHH AU py3Hbiii GPOHXHT, AUG-
by3HbIi ceTuaThiit MHEBMOCKJIEPO3, aM(H3eMa JIETKHX, O4aroBble MpeHMy-
ECTBEHHO MOAIVIeBpaJIbHbE GPOHX0- U GPOHXHOJIOIKTa3bl B HHMKHHX
AONIAX 06OMX JIerKHX. :

Ocnosxcrenus. Kaxexcus. Tlopranshas runeprensus. Bapukostoe
aclIHpeHHe BeH HHXKHeH TpeTH nuuieBoja. ['Mnepnuasusi cese3eHKH
macca 350 r). Acuut (1500 ma). TTapenxumarosnas xentyxa (o6uuit
6uanpy6un 330,6 Mmoan/a, mpamoit 211 mmoab/ a1, cBoGoaustii 119
mmoutb / n). Tunonporentemus (o6uwit Genok 42 r/ a1). [nnoxonecteputemus

%100. 2 — Bap pacuup " F BEH MNOAC. TOro

(xomectepun 1,7 r/n). JBycToponHsis ouaroBasi aGcuesupyiouias
nHesMonHs. Anemus (remorno6un kposu 89 r/ ). Paspbis 6poHxHoN0-
sKTasa B 9-M cermeHTte npaeoro Jjerkoro. OTex JieBoro Jierkoro.
TpaBocTOpOHHHIT IHAPONHEBMOTOPAKC (200 mu1). PHOPHHOSHDIH MPaBo-
CTOpOHHH MuIeBpHT. ATesekras npasoro Jjerkoro. [Tponesxenn B o6nacTh
KpecTua.

Conymcmsyiowas namonozus. YMepeHHO BbIPaXKeHHbIH aTepo-
CKJIepn3 aopThl, BeHeuHbIX apTepuii cepaua. locTuHbapKTHbIH HHTPA-
MypasbHbIi KapAHOCK/IEPO3 MeXKe/1yI0uKoBOii neperopojiki. Baasnetine
YacTH TPYAMHBI B MepejiHe3ajHeM HanpasJeHHH.

Takum o06pa3oM, HHTepec OINHCAHHOIO HaGJIOAEHHS
3aKJII0UAeTCS B HEOBBIYHOM ISl JAaHHOM MaTOJIOTHH 6eCCHM-
[ITOMHOM Te4YeHHH 3a60JIeBaHHsI, KOTOPOE MOXET ObITh
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06yCJIOBJIEHO “MSITKHMH” MYTALHSIMH HJIH F€T€PO3HTOTHBIM
HocuTesabeTBoM reHa MB [1]. ¥V pannoro naumenra 6b1a
BhIsiBJIeHa jeJeuusi jgedbra F 508 B rereposurotTHom
COCTOSIHHM, YTO U OOYCJIOBMJIO OTHOCHTEJILHO TMO3JHIO0
MaHH(pecTtauuio MB, B KIHHHYECKOH KapTHHE KOTOPOro
npeo6Jiagaii CUMITOMBI TOPaXKEHHS MHIIEBAaPHUTEJbHOH
M IbIXaTeJbHOH cHcTeMbl. TsKecTh cocTosIHHS 60JBHOTO
M OTCYTCTBHE aHAMHECTHYECKHX JaHHBIX 3aTPYAHHJH
auarHoctuky MB, Koropasi, TeM He MeHee, Oblj1a TPHKH3-
HeHHoM 6s1aroiapst reHeTHYeCKHM MEeTO/IaM HCCJlIel0OBaHHSI.
JleTanbHbli HeXo GBI 06YCIIOB/IEH BbIPayKeHHBIMH M1aTOJIO-
rHYeCKUMH H3MEHEHHSIMH MeYeHH, KOTOpPbIe BhISBJISIOTCS,
o gaunbiM C.Ciofu et al., B 10% cayuaes cmemanHoi
dopmbr MB Bapocasix [10].
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PEIIMIMBHUPYIOIIMUN CIIOHTAHHBIM MIHEBMOTOPAKC KAK
[IPOSIBJIEHUE CUHIPOMA MAPD®AHA

Kagenpa kaninueckoii rematosiorui 1 uutencusion tepanuu PIINNO MMA um. U.M.Ceuenosa,
Goabnnia Ne 2 r.Bockpecenicka, 7-1 ropofckas KianHHueckasi 6oabHHUA r.MocKBbl

[Toutn 100 set ToMy Hasaz (ppaHLy3CKHH NeauaTtp
A.Map@an npejicTaBH/ ONMHCaHHe S-JIeTHEH JAEBOYKH C
HEOOBIYHO Y/UIMHEHHBIMH JHCTaJbLHBIMH OT/AeJaMH KO-
HeyHocTeH, 0603HA4YMB JlaHHBIH CHHJAPOM KaK JOJHXO-
creHomenuio (yasuHeHue KoHeuHocTel). B mocieayommx
MHOTOYMCJIEHHBIX OIHCAHHfAX KJIHHHYeCKasl KapTHHa
CHHApOMa Obla JOTOJNHEHAa H3MEHEHHSIMH CO CTOPOHBI
IJ1a3 B BU/Ie MHOIIHH C MOJBBIBHXOM XPYCTaJIHKa, 1aTOJIOrHeH
cepieuHO-coCyIMCTOM cHcTeMbl (pacciianBaioliasi aHeBpH3Ma
aopThl, BPOXKJAEHHBIE TOPOKH, MPOJIarc MHTPaJbHOro KJa-
naHa u ap.). [To coBpeMeHHbIM NpeACTABIEHHSIM, CHHAPOM
Mapdana siBasieTcsi pe3yJibTaTOM HacJeACTBEHHOTO Jie-
(peKTa B CTPYKType COEJHHHTEJbHOH TKaHH Ha YypoBHe
MOpaX{€HHSI CTPYKTYPHBIX WJH PEryJsTOPHbIX TFeHOB.
CrpykTypHble Ae)eKTbl COEMHHTENbHOH TKAaHH TPHBOAST
K yTpaTe el0 OJHOIl M3 BaXKHBIX (PYHKUHH — OIMOPHO-
MexaHuueckoi (Kapkachoil), obecrieunBaioleiicst B Hopme
MHOTMMH 3JieMeHTaMH. Tak, KapkacHble cBoHcTBa obec-
MeYHBAIOTCS KOJJIAreHOM, 3JIaCTHHOM, INIMKONPOTeHHAaMH,
(pHOPOHEKTHHOM; MPOYHOCTh — KOJIJIAT€HOM, TIHKOMpOTe-
HHAMH; JJaCTHYHOCTb — 3jacTHHOM. [IpoBenenHble 3a
nocJie/IHHE Tojibl HCCJIeJOBAHHSI NTOKa3aJH, YTO Y 60JIbHBIX

¢ cunapomom MapdaHa HapyleH HIIH OTCYTCTBYET CHHTeE3
B KyJbTYype (hubpobsacToB KOXKH OCHOBHOIO INTHKONPOTEHHA
MHKPO(PHOPHIIJI COEMHHUTENbHOH TKaHH, Ha3BaHHOrO
¢pubpuanunom [7]. Boiwieykasauubie geekTbl cOeHHHU-
TeJIbHOH TKaHH MPHBOASAT K Pa3sBHTHIO PA3JIHUHBIX KIH-
HUYECKHX MaHH(]ecTalluH cO CTOPOHbI MHOTHX OPraHOB H
cucTeM (OropHO-IBHraTeJIbHbIH arnapar, CepAeYHO-COCYAUCTast
cucTeMa, 6POHXOJIErOuHast TKaHb M JIp.), YTO H 0BYCJIOBIIH-
BaeT KJIHHHYECKYIO reTeporeHHoCTh cuHapoMa Mapdana.

Ha natosoruio sierkux npu cuHapome Mapdana 6bu10
BriepBeie obpauleHo BHUMaHue B 1926 ropy npu 06-
Hapy>XeHHH Yy GOJIbHOrO C BbIlIeyKa3aHHbIM CHHAPOMOM
aMH3eMbl PABOro JIETKOTro ¢ OJHOBPEMEHHbIM Hejl0pas-
BUTHeM JieBoro Jerkoro (uut. no [4]). [opaskeHnue serkux
NpH AaHHOM 3a6oJieBaHHH OTMeydaeTcsl NPHOJIH3HTEebHO
B 10% cayuaeB u nposiB/sieTcs IMIaBHBIM 06pa3oM BPOXKAEH-
HBIMH TIOPOKAaMM pa3BHTHS Jierkoro (HeopasBHTHE OAHOI
u3 josieit), AuddysHol HiaH Gye3Ho sM(pH3eMOoH, MoJH-
KHCTO30M, IBYCTOPOHHHMH GPOHX03KTa3aMH, CMIOHTAHHBIM
nuesMoropakcoM [1,2]. [ToparkeHue Jierkux mpu CHHAPOME
Mappana cBsisaHO ¢ reHeTHYeCKH 00YCJIOBJIEHHBIMH Jie-
(heKTaMH COe/IHHHUTEJILHOH TKaHH, B YACTHOCTH C HapyLIIEHHEM
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