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OT3bBIB HA CTATBIO

A.B. TapacoBou u A.A. EBAOKMUMOBOU
«KcaHTorpanyaema c rmopa>xkeHmueM TOHKOU,
TOACTOU KHUIIIKU U OPIOMIIUHBI — pPeAKad (popma
3A0KaUYEeCTBEHHOI'O TUCTHUOITUTO3a»”

E.A. AykuHa

(F'emamoaoruueckuti Hayunslli yenmp PAMH)

paccMarpuBaeMoll CTaTbe IPUBOAUTCS OIUCA-

HIe BeCbMa MHTEPECHOrO KJIMHUYECKOTO CJIy-

Yas, AMArHOCTHUYEeCKas KOHIENIUs KOTOPOTO
HaM IIPeJICTABJISETCSI HEBEPHOI.

OcHOBHbBIE KJIMHUYECKHE 1 JTaGOopaTOPHBIE MPOSIB-
JeHus: 3a6oJieBaHusl y narnuentku I., 19 jer, BKJO-
YaJIn:

— CaMOINPOU3BOJIbHBIN BBIKUBII Ha CPOKe Gepe-
MmenHoctu 12 Hex;

— OCTPO Pa3BUBIINICS OTEYHO-ACTIUTHIECKUN CHUH-
ZIpoM, 00YCJIOBJIEHHBIN TJyGovaiitieil rumomnpoTenHe-
mueit (26 r/a!) u runoansbGyMuHeMueR, KOTopble He
GblM cBsA3aHbI ¢ toTepeii Geaka (0TCYyTCTBOBAIN TPO-
TEMHYPHs W Juapes) WiN ¢ HApYIIEHNEM ero CHHTe3a
(pyHkIma meyeHn GblIa HOPMaIbHOI);

— Ppe3KO MOJIOXKHUTeTbHAs peakuusi Baccepmana
(¢ KapAMOJIMIMHOBBIM aHTHIeHOM!) IPU OTCYTCTBUH
KJIMHUYECKUX TIPU3HAKOB CUMUINCA U OTPUIATEID-
Has [UHAMHKA KJIWHWUYECKUX TTOKa3aTeseil B OTBET Ha
npoGHOE JieueHue TEHUTILITHOM;

— TPaH3UTOPHBIE JIUXOPAJKAa W THIOXPOMHAS
aHeMHS.

TirareqpHbIH KANHUYECKHUI ITOUCK, BKJIIOYABIINN
JIMArHOCTUYECKYIO JIAMAPOCKOINUIO, He BBISIBUJI KAKO-
ro-mm6o 3a6ojieBaHMsI, HAJIWYHE KOTOPOTO MOTJIO
6bI OOBSICHUTH pPa3BUTHE CTOJAb TJAyGOKO# THIO-
nporenneMuu. B nepuon Habuiogenust 3a GOJIBHOIL
HOJIOKUTENbHBIH KINHUYECKUI OTBET JOCTHTAId Ha
done: 1) cumnromaTuyeckoil Tepamum, 2) JedeHHs
IPEJHN30J0HOM, 3) IHUTOCTaTHYECKOH XHMHOTEpa-
muu. IIpogosskurenpHocTh 3a6oaeBannst (Ha MOMEHT
myGIMKAIIMK CTaTbU) COCTABJIsIA 4,5 TOJa OT TEPBOTo
KJIMHIYECKOTO IIposiBaenus (BBIKMABII) U 3,5 roza

* Poccuiickuil )kypHaJI racTpOdHTEPOJIOTHH, TellaToJOruH,
kosonpokrooruu Ne 6 3a 2007 r.

OT TEPBOTO 3MM30/la OTEYHO-ACIUTUYECKOTO CHHJPO-
Ma. CToib AJIUTENbHOE BOJHOOOpDA3HOE TevyeHue WU
MIOJIOSKUTEIBHBIN OTBET Ha KOPTUKOCTEPOHIHYIO Tepa-
[IMI0 He XapaKTepHbl [/ 3a00JIeBaHMil OIyXO0JeBOi
IPUPO/BI, HO BECbMa THUINYHBI IS ayTOMMMYHHBIX
IIPOIIECCOB.

AHaMM3 KJIMHIMYECKOH KapTHHBI M TedeHHs 3a60-
JIeBaHWS y TAIMEHTKHN [. 1af0T ocHOBaHMe MPEeATOoJIo-
KUTh AMArHO3 aHTU(HOCHOJNINIHOTO CHHAPOMA, JIS
MOATBEPK/IEHNST KOTOPOTO HEOOXOAWMO OIpesese-
Hue antudoc@oMMIMUIHbIX aHTUTET U BOJTYAHOYHOTO
AHTUKOATYJISHTa B KpoBU. Hasnmume JIOKHOOTOXKH-
TEJTbHOHN peakinun Ha CUMUINC SBJSETCS XapakTep-
HBIM JTa60OpATOPHBIM TNPU3HAKOM aHTH(OCHOMUTII-
HOTO CHH/IpOMA.

Hamomuum, 4to antudocdonmnuinble aHTUTeNd
CJTy’KaT CEPOJIOTHYECKNMHU MapKepaMu CBOeo6pasHo-
r0 CHMIITOMOKOMILIEKCA, BKJIIOUAIONIETO BEHO3HbBIE
u/ WK aprepuajbHble TPOMGO3bI, PasinuHbie (HOPMbI
aKyIIepCKOil TAaToJIoTuN, PpasHooOpas3Hble HEBPOJIO-
TUYecKue, KOXXHDBIE, CEepPAECYHO-COCYANUCTble M TeMa-
tosiorndeckue Hapymienus. B 1986 r. G. Hughes un
COABT. MPEJIOKMIN 0603HAYATH 3TOT CUMIITOMOKOM-
TIEKC TEPMUHOM «AHMUGDOCHOIUNUONbI CUnopom»
(ADC). C Toukn 3peHus Hato(pU3MOJOTUN, B OCHOBE
ADC sexar TepeKpecTHble B3aMMOJIENCTBUS AHTHU-
ochomMmUIHBIX aHTUTEN € PA3JUYHBIMU GeTKaMu
IIJIa3Mbl KPOBM M KOMIIOHEHTAMHU COCYJUCTOTO 3H[O-
TeJqUsl. DT PEAKINU COMPOBOKIAIOTCS YCHJIECHHEM
IIPOKOATYJISTHTHOI aKTUBHOCTU 3SH/IOTENNsI, WCTOIIe-
HHEM €ero AHTHKOATYJSHTHBIX CBOMCTB M PasBUTHEM
HEBOCTIAJNTETbHONH TPOMOOTHUECKON BacKyJIOMATHH,
BOBJIEKAOMIEH cocyAbl J060TO Kaaubpa M JIOKAJH-
3alUM, YTO OODBSCHSET UCKJIIOYATENbHO IITHPOKHH
crekTp kamHMdecknx mposiBiaeHnit ADC. B cayuae,
OIMCAHHOM aBTOpPaMU, MUIIEeHbI0 aHTUdOCHOTUITII-
HBIX aHTUTEJ, BO3MOXKHO, CJYXKHIJI aJIbOyMIH.
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PHRITTE o 8 2008

KcanrorpanyjsemMbl B OHOINTATe TOHKOW KHIIKH
HabJo1aBIIeiicss OOJIbHOW  clleZlyeT paccMaTpuBaTh
KaK CONYTCTBYIOIIWI WJW PEAKTUBHBIN (PEHOMEH,
naTopu3N0JOrHIecKoe 3HaUeHIe KOTOPOTO aHAJIOTHY-
HO PEAKTUBHOW TUTEPIIa3un JuM@OaTUIeCKX y3J0B
canmpHUKa W AuddysHpiM nHOUIBTPATAM U3 M-
(porrToB, MIA3MANNTOB U 303MHO(PUIOB, OGHAPYKEH-
HBIM B OUOMNTATEe BOCHATEHHOW CIM3UCTON OOO0JOUKN
JIBEHA/IIIATUTICPCTHON KUTIKH.

KcanrorpanysemMa Kak caMOCTOsITelbHOE 3a00-
JieBaHUE OTHOCUTCA K TPYyNIe MANONATHYECKUX THC-
THOIUTO30B IPEAIOJOKUTETbHO HEOIyX0JeBONH HpPH-
poabl. Mopdonornueckuii cy6erpar 3a6oseBaHUS
COCTaBJISIET JIOKAJIM30BaHHAs B JiepMe IpoJudepalus
MakpodaroB ¢ TPUMECHI0 303MHOPUIOB, JUMPO-
IIUTOB M XapaKTEePHBIX TMTAHTCKUX KJeToK TyToHna.
KrinHmueckast kapTHHA 3a60JI€BaHNS Y IeTell paHHEeTo
BO3pacTa XapaKTepusyercsl Hopa)KeHueM KOXKU JIMLA,
men, TYJIOBHUINA B BU/Ie KPACHOBATO-KOPUYHEBBIX WA
JKEJTOBATBIX HOAYJISIPHBIX MOPKeHWH. Y feTeil crap-
1Iero BO3pacTa M B3POCJBIX OMUCAHBI PEIKUE CJaydan
[INCCEMIHUPOBAHHBIX KCAHTOTPaHyJieM, XapaKTepu-
3YIOIIUXCS PACIPOCTPAHEHHBIM TOPaKeHHEM KOXH,
CIM3UCTBIX O000JI0YEK MOJIOCTH PTa, JAbIXaTeJbHbIX
myTell, a TakKe I[EHTPAJbHOW HEPBHOWU CHUCTEMBI C
pasBuTHeM HecaxapHoro auabera. Ilopaxenue cansu-
CTBIX 060JI0YEK PECHUPATOPHOTO TPAKTA MPOSIBJISETCS
OCHUILTIOCTBIO T0JIOCA ¥ HApacTAIOMIUM 3aTpyJHEeHUEM
AbIxaHusg ¢ yrposoil acukcuu. To ecTb Hamuyue
IPaHyJ/IeMaTO3HOr0 IOPaXKeHUsI COIIPOBOXK/IAETCS pa3-
BUTHEM OTeKa M ANUCHYHKINH CIU3UCTBIX 060JOYEK.
Ecnu nipeAnonoxuth, 4TO THIIONPOTEMHEMUS M OTEY-
HO-aCIUTUYECKNii CUHJPOM y GosbHOI I'. O6bL1 00y-
CJIOBJIEHBI /IUCCEMUHUPOBAHHBIM TPaHyJIeMATO3HBIM
HnopakeHeM KHUIIEeYHUKA, TO BELYIIMM CHMITOMOM
3a6osmeBannst Obuta Obl gauapes. OJHAKO HMEHHO
OTCYTCTBUE JHaped CTAaBWJIO B JAUATHOCTUYECKUIl
TYIUK KJAUHUIUCTOB. KpoMme Toro, y 60JIbHOI OTCYyT-
CTBOBAJIO IIOP’KEHUE KOXU — OCHOBHOI IIPU3HAK
KCAHTOIPaHyJIeMbl KaK HO30JIOTUYECKOH eMHUIIbI.

Ciaepyer 1IOAYEPKHYTb, YTO KCAHTOIpaHyJjeMa He
SIBJIsIETCST  «(POPMOIT  3JI0KAUECTBEHHOTO TUCTHOIIN-
TO3a», a TEPMHUH <3JOKAYECTBEHHBI THTCTUOINTO3>
VIpa3fHeH U He HCIoab3yeTcs Ooiee 15 ser Kak
CKOMIIPOMETUPOBAHHbBINA U He OTPAKAIONIMIT GUOJIOTH-
YeCcKyl0 TPHUPOAY 3a060JeBaHUS — 3JI0KAYeCTBEHHYIO
nposudepanuio rucTHOnUToB (CHHOHUM — KJIETOK
cucmemvl MOHOHYK.IeApHvlx (hazouumog — CMD).

B coorBerctBum c kimaccuduranuein BO3 mnpumens-
eTcsl TEPMUH TIMCTHOLUTapHas capkoMa (JIOKaamu30-
BaHHasg U JUCCEMHHUPOBAaHHALA). MopdoJiornueckuit
JINATHO3 THCTUOIUTAPHOI CAapKOMbBI GasupyeTcss Ha
BBISIBJIEHUN OITyX0JIeBOH TIposndeparii  KJETOK C
MapKepaMH aTUIMUYHLIX MaKpoQaroB WJIW JEHPUT-
HBIX KJIETOK.

Kinandeckas KapTuHa TUCTHONUTAPHON CAPKOMBI
XapaKTepu3yercss TopaxeHueM obJacteli, comepKa-
mux GoJplIoe Koam4ecTBo Makpodaros (Iedenp,
cene3enka, JuMdaTuyecKue y3Jbl, KOXa, JErKue,
ceposubie 0601049Kkn). COOTBETCTBEHHO KJIMHUYECKHE
MPOSIBJIEHUS BKJIIOYAIOT TeNaro- M CIJIEHOMETAJNIO,
aumdajieHonarnio, mnoJuMopdHbIE BbBICHIIAHUS Ha
kKoxke. Hawubosiee TOCTOSSHHBIMH CUMITOMaMU 3260-
JIEBAHUS SIBJISIIOTCS  BBICOKAST MHTEPMUTTHPYIONIAS
JINXOPAJIKA, TSKEJBI TEeMOPPArnvyecKuii CUHAPOM,
TMopakeHne KocTell M 2—3-pOoCTKOBas IUTOMEHUS B
KpoBHU. JIoKaJm30BaHHAS TUCTUOIUTApHAS CapKOMa
XapaKTepU3yeTcs JIOKATbHBIM TMOpaskeHneM JmMda-
TUYECKUX Y3JI0B WM 3KCTPAHOJAJbHBIMU BOBJIEYE-
HUAME, IPEeUMYIIeCTBEHHO KOCTeH, MSITKUX TKaHei,
KOXKHM U JKeJy/JIOYHO-KUIIeYHOTO TpakTa. TeueHue
TUCTUOIUTAPHON CApPKOMbI OTMEYAETCsS HEYKJIOHHBIM
nporpeccupoBanreM. BosbHble pe3uCcTeHTHBI K CTaH-
JIAPTHBIM TIPOrpaMMaM TOJUXUMHOTEPATTNH, MeInaHa
BBKMBAeMOCTH He mpesbimaer 4—6 Mec (mompo6-
Hee cM. PyKOBOJACTBO TO TeMAaTOJIOTUU TOJ Pe/l.
A.U. Bopo6besa, 2003, T. 2, C. 33—40, 196—201).

TakuMm o6pasoM, KJAWHWYECKass U MOPQOTOTH-
Yeckass KapTWHA 3a60jieBaHus y TalueHTKu . He
HAllOMUHAET HU 3JI0KAYeCTBEHHYIO MPOJdepaIuio
kaetok CM®D — TucTHonmMTapHyio capkomy, HU 1006-
POKaveCcTBeHHYIO (OPMY MAMONATHYECKOTO T'HCTHO-
1IUTO3a — KCcaHTorpanyJemy. VcKiioueHue JaHHBIX
3a60/IeBaHUN SIBJISIETCS JOTIOJHUTETbHBIM apryMeH-
TOM B MOJIb3Y MPEAIIOIATAeMOTO HAMU JINAarHO3a aHTHU-
docdoaunuaHOoro cuHAPOMa. B cooTBETCTBUY C 3TUM
MbI MIpeJIJIaraeM:

— OTMEHMTH LHTOCTAaTHYECKylo Tepamuio (ecim
TaKoBast MPOJOJIKAETCS);

— TIpOBeCcTH JTabOpaTOPHbBIE WCCAETOBAHMS JIJIst
BBISIBJIEHUST aHTU(HOCHOTUNUIHBIX aHTUTES W BOJIYA-
HOYHOTO aHTHKOATYJISHTA.

[Ipn Heo6xomuMOCTH GOJBHYIO MOKHO HAIPABHUTD
Ha Joo6crienoBanre B I'emMarosiormueckuit Hay4HDIH
nentp PAMH.




