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OYKTUBHbIX TexHonorun [1, 2]. OTtcyT-
CTBME WM aHaToMu4yeckoe U PyHKUMO-
HanbHOEe HeJopas3BUTUE roHag obycnas-
NBAET BbICOKUA PUCK HEBbIHALUMBAHUS
6epeMeHHOCT! U, COOTBETCTBEHHO, He-
00XxoanMOCTb NpoBeAEHUST OJNIMTENbHOM
ropmMoHanbHoOW Tepanuu Bo Bpems Gepe-
MEHHOCTM Yy 3TOW rpynnbl 6OMNbHbIX.

Aesmopsbi OeKknapupyrom omcymemaue
SI8HbIX U MOMeHUUarbHbIX UHMEPECcos,
cesizaHHbIX ¢ rybnukayuel Hacmosiweul
cmamaU.
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KNUHUYECKUIA CITYYAN CUHOPOMA

BUCKOTTA-OIIOPUYA

B cratbe npepctaBneHa knuHWKo-nabopaTopHas xapakTepucTuka cuHapoma Buckotta-Onppuda y peberka 2 mec. 37O nepBbivi criyvan
BbISIBMTIEHUS] TAKOro NauueHTa B OTAeNeHun oHkoremartonorum [Negmatpuyeckoro ueHTpa PecnybnukaHckon 6onbHuubl Ne1-HaumoHansHoro

LeHTpa MeavumHsbl (r. SKyTCK).

KnioueBble cnogea: VIMMyHO,D.erVILWIT, HacneaCcTBEHHOCTb, HabnoaeHve, UMMYHOIorna, reHeTuka.

The article presents the clinical and laboratory characteristics of Wiskott-Aldrich syndrome in a 2- month-old child. This is the first case of iden-
tifying such a patient in the Department of Oncohematology of the Pediatric Center of the Republican Hospital Ne1-National Center of Medicine

(Yakutsk).

Keywords: immunodeficiency, heredity, observation, immunology, genetics.

Cungpom Buckotta-Ongpnya — aT10
3aborneBaHne, KOTOpOe XxapakTepusyeTcs
KOMOVHMPOBAHHOW  HEAOCTaTOYHOCTbIO
rymopanbHOro M KreTovyHOro MMMYHU-
TeTa, Hacnegyetcs Mo PeLecCUBHOMY
cuenneHHoMy ¢ X-XpOMOCOMOW Tumy
U TNpOSBNSAETCSs TpUagon MPU3HAKOB:
peLnaVBUPYIOLLMMU N XPOHUYECKUMUN
MUKpOOHO-BOCNanNuTenbHbIMKM  3aborne-

MBAHOBA Onbra HukonaeBHa — [O.M.H.,
npogp. MW CB®Y wum. M.K. Ammocosa,
olgadoctor@list.ru; BYPLIEBA TaTtbsiHa Ero-
poBHa — A.M.H., npod. M/ CB®Y um. M.K.
AmMMocoBa, 3aB. nab. AHL, KMI1, bourtsevat@
yandex.ru; MPOTOMOMOBA Hapexna Hu-
KonaeBHa — Bpadv remartonor PBNe1-HLM,
KOHOPATbEBA CaprbinadHa AcdaHacbeB-
Ha — 3aB. o14. PBNe1-HUM; ®YPMAH [apbsa
MuxainoBHa — ctygeHTka M/ CB®Y; CIO-
BOOYNKOBA Maus MaBnoBHa — npenoaa-
Batenb Cr6rmMy.

BaHWAIMU, remopparn4eckuMm CUHAPOMOM
n ak3emom [3].

Bnepsble onucan B 1937 ., korga A.
BuckoTT coobwmn o ceMbe, B KOTOPOW
Tpoe Marnb4yMKoB MMEnu TpombouuTone-
HUIO B COYETAHUUN C TSKENOW 3K3EMON ”
NMOBTOPHbLIMU MHEKLMAMU, B TO BpeMS
KaK YeTbIpe UX CecTpbl Obinv 300POBbLIMU.

YacToTa BCTpeYaemMocTu CcuHApoma
Buckotta — Onpgpuua coctaBnser 4:1
000 000. BonetT NOYTHN UCKIIOYNTENBHO
mMane4mkn. MonekynsipHbli gedekT 3a-
KntovaeTcs B otcyTcTBuM Genka WASP
(Wiscott-Aldrich syndrome protein), kogu-
pyemoro reHom WASP, koTopbIi niokanu-
30BaH Ha KOPOTKOM nie4e X-XpoMOCOMbI
[1,4].

Llenb nccnepgoBaHuA: onuncatb Knu-
HUKO-NabopaTOpPHYKD  XapaKTEpPUCTUKY
cuHgpomMa BuckotTta-Ongpuya y pebeH-
Ka 2 mec.

Hamn onucaH KnvHu4eckun crnydan

pebéHka pyccKon HaLMOHaNbLHOCTU, NPO-
XoamvBLUero obcnefoBaHne n fieveHne B
Mepnatpuyeckom ueHTpe PBNe1-HUM c
TpYagon MNPU3HAKOB, XapakTepHbIX Ans
HacnencTBeHHOro 3aboneBaHnst — CUH-
apom Buckotta-Ongpuya. Maneymk Ha-
ontogancs ¢ ceHTabpsi No HoA6pb 2019 .
B OTAENEHNMN OHKOremaTornoruu.
MaunenT C., BO3pacT 2 Mec., pyCcCKuii
no HaumoHanbHocTtK, 30.10.2019 nocty-
nWn B OHKOreMaTtonorm4yeckoe oTaeneHne
Megnatpuyeckoro ueHtpa PBNe1-HLIM
M3 pPafioOHHOM Yy4acTKOBOW GomnbHULbLI C
xanobamn Ha nepuopnyveckoe nosiere-
HMe NPOXWUIOK anou KpoBu B CTyne, Kpo-
BOU3NUAHUS B KOHBIOHKTUBY, CHIDKEHUE
YPOBHs1 TPOMOOLUUTOB B 06OLLEM aHanm3e
KPOBWM C HampaBWTENbHbIM ONarHO30M:
Peanusaums BHYyTpnyTpoOHOM MHMEKLNA
(BYW) BupycHo-6akTepuansHOn aTmono-
rn. BTopuyHas TpomGouuToneHus Ha
doHe peanusauun BYWU. NWmmyHogedw-



LMT HEYTOYHEHHbIN. AHanbHbIA abcuecc.

N3 aHamHe3a xu3Hu: pebeHok oT 1-i
OepeMeHHOCTW, MpoTekaBLUel  OTHO-
CUTENbHO MagKko; poabl Ha 39-M Hepn,.,
camocTosTenbHole. B gaHHoe Bpems
pebeHOK HaxoauTCs Ha €eCTECTBEHHOM
BCkapmnueaHun. [locne poxaeHus vy
pebeHka oTMevanucb reMopparmyeckue
BbICbIMaHMs M3 aHyca, CYOKOHbBIOKTU-
BarbHble KPOBOM3MUSIHWSA NEBOrO rnasa.
B o6Liem aHanm3e KpoBU — CHUXKEHUE KO-
nnyecTtea TPOMOOLIMTOB.

Mpu noctynneHun pebeHok 0OCMOTpeH
BpayoM remartoniorom n negmatpom. Co-
cTosiHMe pebeHka pacueHMBaeTcst Kak
Tskenoe.  CamodvyBCTBME — CTpajaer.
KoxXHble MOKpOBbI CMYTrTble, YMEPEHHO
BrnaxHble. Cnunsnctble 060MoYkM poTo-
BOW MOMOCTW pO30Bble, BnaxHble. 3eB
He runepemupoBaH. MwuHOanuHbl He
yBenuyeHbl, 6e3 Haneta. Nepudepunye-
ckue numdoyanel He yBenuyeHsl. Hoco-
BO€ [bIXxaHue He 3aTpygHeHo. Kawns n
OAbILLKN HET. AyCKynbTaTUBHO AblXaHue B
NErkMx BE3UKYNspHOE, XpUNoB HET. TOHbI
cepdua rpoMkue n puUTMUYHbIE. YKMBOT
npy nanbnauuyM Msrkuin 6e3bonesHeH-
HblA. CTyn perynsipHbivi, 00OPMITEHHbIN.
YBenuyeHve pasmepoB neveHu (+1 cm
n3-nopg kpas pebepHon ayru). Cenesex-
Ka He yBenuyeHa. [uaypun HeT, Mova He
n3meHeHa. MeHuHreanbHbIX U 04aroBbIX
3HaKkoB HeT. CTyn C NpoXurkamu arnomn
KpOBMW.

Jleyawmm Bpavyom HasHayeHbl aHa-
Nn3bl KPOBM Ha OnpederneHve BpeMeHU
CBepTbIBaHWS, OOWMIA aHanmM3 KpoBWU.
lMokasaTenu cBepTbIBaHWS KPOBWU COOT-
BETCTBYIOT HOPME: ONUTENbHOCTL CBEp-
TbiBaHuA no [btoke 1,00 MuH; cBepTbI-
BaemocTb kpou no Cyxapesy: 3,20 MUH.

B obLuem aHanuse KpoBu C NOACHETOM
(HOPMEHHbIX 3NEMEHTOB OTMEYaKTCS pe-
TUKYNoumnTo3, TpomboneHusi. PeTukyno-
umntel 35,0. TpomGouutel 36,0% (Hopma
100-420). TpomGokput 0,04% (Hopma
0,15-0,4%). 310 pacueHMBaeTCs Kak Bbl-
pakeHHasi aHeMWsi U aKTUBaLMS reMomno-
33a.

B 6uoxnmmnyeckom aHanmae KpoBu OT-
MeuYalTCsl BbICOKME YPOBHU 06Luero 6u-
nnpybuHa n npsimoro GunupyouHa.

Pesynbratel MLUP Ha uwHdekunn He
BbISBUMNM MMKOMMAa3MeHHylo, ypeannas-

MaTUYecKkylo W LUTOMErarioBUpyCcHyo
MHEKLMIO.
Onpegenenve  MMMYHOrnMobynvHOB:

IgM - 0,01 r/n; IgG — 6,9; IgA - 0,00; IgE
obwwun - 0,00 r/n. 3aknoyeHne: nonHoe
oTcyTCTBME WMMyHOrnobynuHa M, um-
MyHOrnobynmHoB A n E, HU3KniA ypoBeHb
nmmyHornobynumHa G. [laHHble nokasare-
1 CBMAETENBCTBYIOT O BO3MOXHOM Mep-
BWYHOM MMMYHOAEPNLUTHOM COCTOSAHUM
y naumeHTa.

MmmyHorpamma: CD3+46%; CD4+43;
CD8+3; CD 19+ 31; CD-HLA-DR+2; CD
25+8; UWK 14%. Mo paHHbIM MMMYHO-
rpaMMbl, OTMEYaETCA HU3KUIA YPOBEHb
T-cynpeccopos, B-kneTok.

AHanua kana Ha CKpbITyl0 KPOBb MO-
TNOXUTENBHbIN.

OaHHbix o BUY o1 11.10.2019 Her.

PebeHKy npoBeaeHbl MHCTPYMeHTanb-
Hble MeToabl nccnenoBaHus. o gaHHbIM
Y3W cepgua ¢ UBETHBIM AOMNIEPOBCKUM
KapTMpOBaHMEM BbISIBIIEHbI: OTKPbITOE
oBanbHoe okHo (0,26 cwm); paclumpeHue
nonocten npasoro npeacepans (1,83
cm), npasoro xenygodvka (1,0 cwm); pe-
ryprutaums Ha TpuKycrnmaanbHOM Kna-
naHe; 93KTOMUYECKOEe KpernrieHue Xopa
MUTPanbHOrO KranaHa; LOMONHUTENb-
Hasa Tpabekyrna B NONOCTU NEBOrO Xeny-
Jouka.

Mo 4aHHBIM TONMCTOKMULLEYHOM KONTOHO-
CKOMUU BbISIBMEH TOTasbHbLIA 3PO3VNBHO-
reMopparmyeckuin - Konut. 3akrniyeHune:
OuctanbHbIi OTAENn A0 MNO3BOHOYHOIO
oTAena HegoCTyneH M3-3a KPOBOTOYMBO-
CTV CNM3MCTON OOONOYKN MPU KOHTAKTe
c annapatoM. CTEHKM TONCTOW KULLKK
3anacTUYHble, BO3QYXOM pacnpaBnstoTcs.
[MpocBeT cMrMOBWMAOHOWM, BOCXOAsLIEN U
060104HON KULLKM HOpManbHbIN, CKnag-
K1 0BbIYHON BbICOTHI, B 06rnactu n3rnbos
HebOomblUOE KOMMYECTBO KMULLIEYHOrO CO-
OepXnMmoro 3erneHosartoro ugerta. Cnu-
3ucTas nonepeyHo-o60404HON, HUCXO-
OSILEN KULLKM HEPaBHOMEPHO runepemum-
poBaHa, C remopparm4eckumm 3po3nsimm
0,25-0,5 cMm, paccestHo B 6OMbLIOM KO-
NYecTBe, COCYOANCTBIN PUCYHOK YETKUN.
Cnuauctasi CUrMOBUOHOW KMLLKWA Tune-
pemvpoBaHa C reMopparmyeckummn 3po-
31AMU, COCYAUCTBIN PUCYHOK HEYETKUN.
[MpocBeT NpsSIMON KULLKM HOpPMasnbHbIN,
CNM3NCTas cmMasaHHas, C pacCesHHbIMMU
remopparnyeckumun aposmsamu (0,2 cm).
MepuaHanbHO pyburk OT NapanpokTuTa.

Mo paHHbIM  330¢paroracTpockonum
HapyLUEeHWI He BbISBIIEHO.

Mo pesynbratam nNpPOBEAEHHbIX WC-
crnefoBaHuUi neyaluii Bpad CoBMECTHO C
3aBefyrLWUM OTAENEHNEM PEKOMEHIO-
Barnun KOHCynbTaLmm racTpoaHTeposnora u
annepronora-MMMyHorora.

KoHcynbTaums  annepronora-uMMy-
Honora. Npu c6ope aHamHe3a mama pe-
OeHka pacckasana, 4YTo ee pogHon 6pat
ymMep B paHHeM Bo3pacTe. B gaHHolm ce-
Mbe B nocnegHue 20 neT, Kpome ymep-
wero 6pata MaTepu, poxaanucb TonbKO
AeBoykn. o gaHHbIM MMMYHOTrpaMMbl
OTMEYEHO MOSIHOe OTCYyTCTBME UMMYHO-
rnobynuHa M, ummyHornobynuHos An E,
HU3KUA YPOBEHb UMMYHOrMobynunHa G, a
Takke HU3KUI ypoBeHb T-Cynpeccopos,
B-kneTok. Y pebeHka oTMevaeTcs Hu3-
KM ypoBeHb TpombouuToB nepudepu-
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YECKON KPOBU 1 TPOMOOLMTOB KPOBU MO
POoHMNO, YTO CBUAOETENBCTBYET O NOpaxe-
HUM ©OEenkoBbIX MOMEKym, y4acTBYHOLLMX
B npouecce TpombounToobpasoBaHus,
NPUBOOUT K CHWXKEHUIO KOMWYecTBa U
YXYOLEHWIO KayecTBa 3TUX KMETOK, YTO
XapakTepHO ANA MNepBUYHONO UMMYHO-
nedvumta — cuHgpoma Buckotta-On-
apwvya.

Ha ocHOBaHWM faHHbIX Uccnenosa-
HMS, OCMOTpa W CEMENHOro aHamHesa
nocTaBneH KNuHuMyecku auarHo3s: lep-
BUYHbIA  MMMyHOAedUuMT.  CuHOpOM
Buckotta-Ongpuya. Atonuueckun aep-
maTuT. [leTckast bopma. OrpaHUYEHHbIN.
MopocTtpoe TeveHue.

KoHcynerauus ractpoaHTeponora. o
[aHHbIM OCMOTpa MU MHCTPYMEHTasbHbIX
MEeTOA0B MCCNeaoBaHWs NoCTaBneH ava-
rHO3: OpO3MBHO-TEMOPPArnyeckme 3po-
31K KMLLEYHMKA.

[ns yTouHeHus auarHo3a nocre KOH-
cunuyma pelueHo: HanpaBuTb Guonoru-
yecku Matepuan naumeHTa (uenbHasi
KPOBb) Ha MOMEKYNSIPHO-reHeTU4YeCcKoe
nccnegosaHue reHa WaSP B ®I'bY «Ha-
UMOHanbHbIN MEAWLUHCKUA 1ccnenoBa-
TENbCKUN LIEHTP AETCKOW remaTornoruu,
oHKonorunm n ummyHonorum». MUP tect
Ha [aHHbIV NTOKYC reHa MornoXWUTEmNbHbIN
[1].

3aknounTenbHbIM  KITMHUYECKUN
aunarHos: CuHgpom Buckotta-Ongpuya.
[MepBuYHbI MMMyHOAEULUT. VIMMYH-
Has TpombouuToneHus. ATonMYecKui
JepmaruT, MnageH4deckas cdopma, orpa-
HWYEHHBIN BapuaHT, Nerkon CTeneHn Ts-
XKeCTu.

ConyTtctBytowme 3abonesaHus: He-
WHMEKLMOHHBIN raCTPOIHTEPUT U KONUT
HEYTOYHEHHbI. DPO3MBHO-remMmopparnye-
ckuii konuT. CocTosiHME nocne onepauun
no noeody abcLecca nepvaHanbHon 06-
nactu. HopmMoxpomHas aHeMusi cmeLLaH-
HOro reHesa.

3a Bpems npebbiBaHuA pebeHka B
OHKOremartonorm4yeckom otaenexHun [le-
Anatpudeckoro ueHtpa PBNe-HLM npo-
BEEHO Criefylollee meyYeHne: pexum
nanaTtHbli ¢ yxogom martepu, cton Ne15,
rpyoHoe BCkapMnvBaHue, NaHkpeaTuH Vi
Tabn. 3 pasa B CyTku, PEHNUCTMN 2 Kannu
2 pasa B CyTku 5 gHel. HapyxHO: kpem
anvgen.

PebeHok nepeBognTCA B UMMYHOMOIM-
yeckoe otaeneHne PrbyY «HaumoHanb-
HbI MeOMUMHCKUA uUccrneaoBaTenbCKui
LeHTp OEeTCKOW remaTtornornm, OHKOMornm
N MMMYHOMoOrMmM» ans goobcnenoBaHus
N Ha3HaYeHWs1 3aMeCTUTENbBHON Tepanun
[2,4,5]. B paHHOe Bpems pebeHok nony-
Yyaet npenapat ummyHoBeHuH 0,1-0,4 r/kr
Kaxkabln mecs,.

PekomeHgoBaHa cnegylowas cxema
AvcrnaHcepHoro HabnwoaeHus:
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1. [ucnaHcepHbI yyeT y neauva-
Tpa, UMMYyHoOMora, remaTtosnora.
2. JlaBGopaTtopHbie nccnegosa-

HMS: OBLLMIA KNMHUYECKUI aHanm3 KpoBu
(obsi3aTeneH nopcyeT nenkouMTapHOW
dopmynbl) npoBoguTcs 1 pas B 2-3 Mec.;
OMOXUMUNYECKNI aHanNM3 KpoBY C onpeae-
NEHNEM aKTMBHOCTU MEYEHOYHbIX dep-
meHTOB, C-peakTmBHoro G6ernka — 1 pa3 B
6 mec. O6WMIA aHanNn3 Moun — 2 pasa B
rog, U Npu MHTEPKYPPEHTHbIX 3abonesa-
HUSAX.

3. MHCcTpyMeHTanbHble  uccnepo-
BaHUA: anekTpokapauorpacpus — 1 pas
B rog; Y3W GptowwHoi nonoctn — 1 pas B
rog; peHTreHorpadusi rpyaHOW KNeTkn —
1 pas B rog.

4. KoHcynbtauuun: nMmmyHonora 1
pa3 B 3 MecC. B NepBblIii rog HabnwoaeHus,
panee 1 pa3 B 6 mec.; xupypra — 1 pa3 B
rog, okynucta — 1 pa3 B 6 mec., ctomaTo-
nora — 1 pas B rog, otonapuHrosnora — 1
pas B rog.

5. BakumHauus npoTmBonokasaHa.

3aknto4yeHue. B ctatbe onncaH knac-
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cuyeckun criyyan cvHgpoma BuckoTTa-
Onpgpuya y pebeHka 2 mec. KnuHuyecku
BbISIBIIEHbl  MUKPOOHO-BOCNANuUTensHoe
3aboneBaHve B BMAE NapanpokTuta, re-
Mopparvyeckun CUHAPOM B BUAE 3pO3nB-
HO-TEMOpPpPAarn4yeckoro KonuTa u ak3ema,
pacueHeHHasl Kak aTonuMyeckun aepma-
TnT [3]. Hamn onucaHa knaccudeckas
Tpuaga cuHgpoma Buckotta-Ongpuya.
KntoyeBbIM MOMEHTOM B [MarHoctuke
HacrneacTBeHHOro 3aboneBaHuns  cTan
TwarenbHbIi cOOp aHamHe3a. B aHamHe-
3e OTMeYaeTCs BbiCOKasi CMepPTHOCTb Ae-
TEN MY>XCKOroO noria B paHHeM BO3pacTe,
BO3MOXHO, CBsI3aHHasi ¢ MUKPOBHO-BOC-
nanuTenbHbIM 3aboneBaHvemM Ha hoHe
NepBMYHOTO  UMMYyHoAeduumuta. He-
OLIEHMMO MCMONb30BaHME B ANArHOCTUKE
HacneacTBEHHbIX 3aboneBaHuin Morne-
KyNsIpHO-TEHETMYECKOro  UCCrneaoBaHus
[1]. MporHo3 Ans XW3HW y NauueHToB C
cuHapomom Buckotta-Ongpuya 3aBucuT
OT CBOEBPEMEHHOW AMArHOCTUKM, 3ame-
CTUTENbHOW Tepanuu 1 rpaMoTHOrO AuC-
naHcepHoro HabnogeHus [2,4,5].
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NMCOPUATUYECKUU APTPUT:
KNMWHWYECKOE HABNIOAEHUE

B ctaTbe npeacTaBneHo knnMHUYeckoe HabnaeHne CeMenHOro criydas ncopmasa ¢ NnpucoeaMHeHneM Takoro OCIOXHEHNS, Kak ncopuaTtunye-
ckuit apTput. ONUCaHHbIN Cryvar HacTpanBaeT Ha HaCTOPOXEHHOCTb Bpayel B OTHOLLEHUM NCOPUaTUYECKOro aptTpuTta npu AnddepeHumansHon
AVarHocTuke ¢ Takumu cneuudunyeckummn 3abonesannaMu, Kak peBMaTonaHbIn apTpuT, nogarpa. AKTUBHOE BbisiBNeHne BorbHbIX C ncopuaTu-
YeckuM apTpuToM TpebyeT, npexae BCero, MPaBUIbHON MHTEPMNPEeTaLuy aHaMHECTUYECKUX, KITMHUYECKNX, NabopaTopHbIX, PEHTIEeHONOrMYecknx

OaHHbIX.

KnioueBble cnoBa: ncopuas, ncopuatuyeckmin apTpuT, Aepmaros.

The article presents clinical observation of a family case of psoriasis complicated with a psoriatic arthritis. The described case sets up physi-
cians' alertness with respect to psoriatic arthritis in differential diagnostics with such specific diseases as rheumatoid arthritis, gout. Active detection
of patients with psoriatic arthritis requires first of all correct interpretation of anamnesis, clinical, laboratory and radiological data.

Keywords: psoriasis, psoriatic arthritis, dermatosis.

BBepeHue. [lcopuatmyeckass 6o-
ne3Hb — 3TO CUCTEMHOE BOCManuUTenbHoe
3aboneBaHne, KOTOPOE MOPaKaeT KOXY,
3HTe3bl U cycTasbl [9]. [NcopuaTudeckme
3aboneBaHnst KOXK, IHTE3UM N CYCTaBOB
numeroT obLyo NaTtou3nMonorno, OCHo-
BaHHYIO Ha aKTMBaLUWN BPOXOEHHON UM-
MYHHOW CUCTEMBI, @ TaKXKe Ha reHepaLumm
naToreHHbIX T-KMNeTok, KOTopble Bbi3biBa-
10T BocnaneHue. MimmyHonaronorus npu
ncopuase u ncopvaTu4eckoMm apTpute
(MA, PsA) koHTponupyeTtcs coyeTaHu-

MOMNMOBA KpuctuHa EBreHbeBHa — Bpau-
TepanesT ['opoackon nonuknuHmkn Ne100 He-
BCKoro panoHa CaHkt-lNetepbypra; MOMOBA
TaTbsiHa EropoBHa — 4.M.H., 3aM. AvpekTopa
no Hayke AHL KMIM; npodp. M CB®Y um.
M.K. AmmocoBa, tata2504@yandex.ru.

€M reHEeTUYECKUX U BHELUHUX (haKTopoB,
TaKMX Kak MexaHudeckasi Harpyska, Ko-
TOpble yckopstoT Bocnanexve [2]. Boc-
naneHve B KOHTEKCTE MNcopuaTu4ecKkomn
0OonesHn cunTaeTcs CUCTEMHBLIM, U HE B
nocrnegH odepenb MoTomy, 4To oba
COCTOSIHUSI  CBSi3a@Hbl C MOBBILLEHHBIM
CepaevHO-CocyanCTbIM PUCKOM, OCTEO-
Nnopo3omM u meTabonuyeckumun HapyLue-
Huamu [9]. PacnpoctpaHeHHocTb [A y
B0nbHbIX NCOPMAa3oM, MO AAHHBIM Pa3HbIX
aBTopoB, konebnertca ot 13,5 0o 47% (B
cpegHem 36%), a pacnpocTpaHEHHOCTb
caMoro ncopviasa B MonynsumMm cocTaBs-
nsaet 0,06-1,4%. lNpuunHbl nopaxeHus
CyCTaBOB [0 CMX MOpP He BbIACHEHbI. K
BaXHbIM bakTopam pucka A oTHocAT
rEHETUYECKYID  MPEeapacronoXeHHOCTb,
UMMYHHbIE HapylieHus Il Tuna, cBasaH-

Hble C [e3opraHu3auven konnareHa, a
TaKke Hanuyme oyaroB GakTepuanbHOWN,
XNamnuanmnHON M Apyrux BUAOB WHAEK-
umn [1-4]. B 2006 r. npegnoxeHbl Kpute-
pumn gnarHoctukm NA CASPAR, koTopble
npencrasneHbl B Tabnuue [6].
Mcopuatnyeckun aptput (PsA) sB-
nsieTcs UMMYHOOMNOCPEAOBAHHbIM, Kru-
HMYECKN reTeporeHHbIM 3aboneBaHvem,
XapakTepusyLMMCs apTpuTOM, 3HTe-
3MTOM, [OaKTUIIUTOM, CMOHOUUTOM W
ncopuasom Koxu u Horten. NoctosHHoe
BOCManeHne CcycTaBOB Yy MNaUMEHTOB C
[MA MOXeT npvMBECTU K CTPYKTYpPHOMY
NOBPEXAEHUIO, YTO MOXET BbI3BaTb CHU-
XeHne usnyeckon GYHKLMKM U Kade-
cTBa *u3Hn. CTPYKTypHOE NoBpexaeHne
MOXeT npoucxoauTb ObICTpO, M Heob-
paTyMoe MnoBpexAeHne CycTaBa MOXET



