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sapuanmos nepsuunoeo OCI'C. Yikazanvl ocHogHbie npobaemovt duaecHocmuku nepsuurnoeo OCI'C na ocHosaruu

danHbIX Heghpobuoncuil.

Summary. Pathomorphological characteristics of histological subtypes of primary FSGS is reviewed in the
article. The main problems of the pathomorphological diagnostics of primary FSGS according to the data of kidney

biopsies are pointed out.

IMougatrne ®CI'C KaK oTAEIBHOTO MOP(HOTIOTH-
YeCKOTO CMHAPOMa Pa3BUBAJIOCh B TeueHUe S0 jer:

® BgriepBbie B 1925 1. (pokanbHO-CErMEeHTapHOE M0~
paxeHue kjyboukoB ooHapyxuia T. Fahr y na-
IIMEHTOB C JUMOUIHBIM He(PO30M U TTOYCTHOM
HegocTaTouHocThio. CaelaHHOe UM U300paxe-
Hue MCI'C ObLIO OMYyOJIMKOBAHO B aTtjiace Ia-
Tosioruu 4yejaoBeka «Pathologische Anatomie des
morbus brightii» [9];

e cnyctsa 32 roma A. Rich (1957 r.) 6onee aeTanbHO
onucan GhoKaJbHbI CKIEPO3 Ha ayTONCUITHOM
MaTepuaie, MOJy4eHHOM y JeTeil ¢ HedpoTu-
yeckuM cuHapomom (HC), accouunpoBaHHbBIM
¢ qunouaHbIM Hedpo3oM. Rich mepBblil ykazan
Ha TIPEUMYIIECTBEHHYIO JIOKAIU3AIINIO CerMeH-
TapHOTO CKJIepO3a B FOKCTAMEIYJUISIPHBIX KIIy-
OouKax Ha paHHell cTaguM OOJIE3HU, OTMETHUB
Takxe (hoKaJabHOCTb CKJIepo3a [22];

® B 1966 r. R. Heptinstall BriepBble y HEKOTOPBIX
MalMEeHTOB C JIMITOUAHBIM Hehpo30oM OOHapy-
JKIJI TMAJIMHO3 KJIyOOUYKOB, 00jiee BhIpaxKeHHbII
B I71y00KOM yacTu Kopsl [11];

® Mc Govern (1964 r.), Hayslett et al. (1969 r.)
BBISIBUJIM, UTO y psiia OOJBbHBIX, Y KOTOPBIX Ha
nepBoii 6uoncum 6bL1a 00J1€3Hb MUHUMAIbHBIX

usmeHeHuit (BMW), moBTopHast 6Moncus noka-
3ana OCI'C [18, 10].

Tomsko B 1970-x, B coobmenun International
Study of Kidney Disease in Children, ®CI'C nosi-
BUJICS KaK OTJIEJIbHBIN KITMHUKO-MOP(OJIOrnIeCKMit
cuHApPOM, oTJIM4YHBIN oT BMMW 0Goabmieit ycToium-
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BOCTBIO K CTepoujaM U 0oJbllell cTeneHblo Mpo-
rpeccuu K TMOYEeYHON HeaoCcTaToOuHOCTU. B To Xe
BpeMs (1970 r.) J.Churg et al. Ha 127 ciny4yasix 6u-
OICUiITHOTO MaTepuaia mokasanau, uro OCI'C xiy-
OOYKOB ObLT BTOPBIM CaMbIM YaCThIM MOpPaXeHUEM
nocie BMHM y nereit c HC [2].

B Teuenue mocnennux 30 nget moustue ®CIC
ObLIO YCOBEpPIIEHCTBOBAHO Ha 0a3e OoJjiee neTaib-
HBIX KJIMHUKO-MOP(OJIOTUYECKNX MCCICIOBAaHUIA,
MPOBEICHHBIX B pa3nuuHbIx HeHTpax. DCI'C npex-
CTaBJISIET COOOM KIIMHUKO-MOPGOJOTUYECKUI CUH-
JIPOM, BKJIIOUAIOIINI MPOTEMHYPUIO, Jale Hedpo-
TUYECKOro YPOBHS, (OKaJAbHBIM CerMeHTapHbII
CKJIEpO3 KJIYOOUKOB M CIMSHHUE OTPOCTKOB IOIO-
LUTOB. B mpolecce mporpeccun CKJIEpOTUYECKHUE
M3MEHEHHsI B KJIy0OUKax pa3BUBaIOTCs A0 AP Py3-
HBIX ¥ TJIOOAJTBHEIX [6].

[Ipu omucaHuu u3MEHEHWI, pa3BUBAIOIIMX-
ca npu OCI'C, HeoOXOnMMO pa3IudaTh IMOHSTHUS
«CKJIEPO3» U «pyOell» KiIybouka, KOTOpble HEPEAKO
HUCITOJB3YIOTCS Kak B3auMo3aMmeHsiemble. CKiiepo3
— «sclerosis» - 3TO Tpollecc, HaYMHAIOIIMACA C
KanuUISIPHOTO KoJljIafca, CJIEOyIoIIero 3a STUM
YBEJIMUEHUSI 9KCTPAKJIETOUHOIO MaTpUKCa, COCTO-
siero M3 KoJjuiareHa 1V tuna, u Jadiib MOTOM Ha-
CTyTaIIeTo pa3pylleHUs] apXUTEKTYphl KJIybouKa.
Py0en kirybouka - «glomerular scar» - HaUMHaAETCS
C pa3pylleHus apXUTEKTYpbl KJIybouKa, Koraa mpo-
UCXOAUT 3aMeHa KoJjuiareHa IV Tura Ha KoJuiareH
pyouosoit Tkanu I, I1I, VI tumos. UccaengoBanue
Ha CBETOOIITUYECKOM YPOBHE B OOJIBIIIMHCTBE CIIY-
YyaeB He Mo3BoJIsIeT AuddepeHIupoBaTh CKIEPO3 OT
«pyOLIEBaHUSI».

IMaTomopdonornyeckass auarHoctnka ®CI'C
0 HACTOSIIIETO BPEMEHU OCTAaeTCs IMpoOIeMaThd-
HOM, TaK KakK pa3BUBAIOLIMECS TMCTOJIOTUYECKUE
W3MEHEeHUS HeCTIeM(PUUIHBI, 1 MOTYT BCTPEYaThCSI
MMPY MHOXECTBE APYTMX COCTOSTHU, a TAKXKe HaKJIa-
IBIBaThCSI HAa IPYTUe MaTOJOTMYEeCKUe MPOIIECCHl B
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kiyboukax (tabia. 1). Kpome Toro, riiomepyJ/sipHbie
n3meHeHus nipu ®CI'C — (okairbHBI, W KOJTWYE-
CTBO KJIYOOUKOB B OMOMNTAaTe 4YaCTO HEAOCTATOUYHO
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JIJISI TOUHOM KJ'[aCCI/I(l)I/IKaL[I/II/I TJIoOMEpyJionaTuu 1mmpu

NVArHOCTHKE.
Tabnuma 1

Dtnoaorndeckas kiaaccuukanusa PCI'C [6]

Tepsuunsiii (uauonaTnyeckuii) @CI'C
Clq HedponaTust
BUY-accouuupoBannas HedponaTus
I'epounoBas HepponaTus

Cewmeiinplii ®CI'C:

* MyTaIlUU MOJOLMHA (ayTOCOMHO-PEIIECCUBHBIC)
* MUTOXOHIPHAJIbHbBIC LINTOMATUI

Hedponatuu, BbI3BaHHbIE TOKCHYECKUMHU NMPENapaTAMu:
e [lamuaopoHar
o Jlutuit
¢ UnTrepdepoH

e [Ipu nmotepe MOYEYHOI MaCChI

¢ M3HavanbHO HOpMaJIbHasda Macca Io4YKun

aHEeMMST)

e HacnenctBeHHbII HEGPUT

e Jlnabetuueckasi HepporaTusi

e TunepTeH3UBHBIM apTeproHeDPOCKIepO3
¢ MeMOpaHoO3Hasl TJIOMepyJI0maTusl

¢ TpoMmbGoTHYECKME MUKPOAHTUOIIATUHN

e MyTallMU ajbda-aKTUHUHA-4 (AYyTOCOMHO-IOMUHAHTHBIC)

Bropuunbiii ®CI'C (accormmupoBaHHBIN ¢ alalTallMOHHBIMK CTPYKTYPHO-(OYHKIIMOHATBHBIMU U3MEHEHUSIMH,
MEIMMPOBAHHBIMU MOBBIIIICHUEM AaBJICHUS B KJIyOOUKax U ruriepubTpanmeil) :

(OnuromeraHepoHMsI, OMHOCTOPOHHUN areHe3, UCILIa3us, pedaoKc- He(ponaTus, KOPTUKATbHBINA He-
KpO3, XUpYpruueckoe yaajieHue nouku, Jrodoe XpoHuuYecKoe 3a0ojieBaHre TTOUYKU C YMEHbIIEHUEM MoYey-
HOI1 Macchl, He(ppomaTHsi XpOHUYECKOTO OTTOPKEHUsI TPAHCIJIAHTAHTA)

(Iunaber, runepTeH3usl, OKMPEHKE, BPOXKISHHBIEC IIMaHOTUYECKME MTOPOKU Cep/ilia, CEPITOBUIHOKIIETOUHAS

Hecnemuduyeckuii natrepn @CI'C, accouunpoBaHHblii ¢ «pyOUeBaHHEM» NOYKH
o dokanpHbI MpoudepaTuBHBINA rToMepyaToHeGpuT (IgA-HedpomnaTus, Tonyc-HeGpUT, Mayu-UMyHHBIA
(G oKaNIbHBIN HEKPOTU3IUPYIOIINIA IIIOMEPYIOHE(DPUT U IJIOMEPYIOHEDPUT C TTOTYTYHUSIMM)

Hannuwue B 6uonrate 10 kiy6oukoB maet 35%
BEPOSITHOCTb MOTepU (POKATBLHOTO UBMEHEHMUS, TIPU
20 xiybouKax Takasi BEpPOSITHOCTh CHMXKAETCSl N0
12% [3]. B onTuManbHOM ciiyyae B OMOITAT TOJIK-
HBI MOTACTh KJIYOOUKM IOKCTAMEAYJUISIPHOM 30HBI,
C KOTOPO# mpoliecc U HauMHAaeTCsA. YMEHbIICHUIO
BEPOSTHOCTU MOTEpU (POKATbHBIX U3MEHEHUIA TaK-
K€ CITOCOOCTBYET BBIMOJHEHUE MHOXECTBEHHBIX
CEpPUMHBIX CEKIIUM.

XapakTepHasi CerMEHTapHOCTb IMpoliecca mpu
DCI'C He uckioYaeT HAIMYUA HeCIelUMMOUIHOro
IIJIT HETO TJI00ATBLHOTO CKIIepo3a, KOTOPBI B HOP-
M€ YBeJIMUYMBaeTCs C Bo3pacToM (y JeTeil — MeHee
1%). CymiectByeT (hopMyJia pacuyeTa HOPMaIbHOTO
MPOIIEHTAa TJI00ATBLHOTO CKIIEp03a Y B3POCIBIX: TT0-
noBuHa Bo3pacta muHyc 10. H-p, B Bo3pacte 80 jet
0ko0J10 30% Ki1y004KOB OYIET rI106aJIbHO CKIEPO3U-
posaHo [25].

Mopdomornst TEepBUIHOTO W BTOPUIHOTO
®OCI'C oxBaThIBAET LEJBIN CIIEKTP TUCTOJIOTUUECKUX
MTOATHUIIOB, C PAa3JIMYHBIM TTPOTHO30M M TepareBTHU-
yeckuMu TmogxogaMu. OOHAKO M3-3a OTCYTCTBUS
CTaHAAPTU3UPOBAHHBLIX OIpPEAe/ICeHUIl TOJIHOLIEH-
HbIE UCCJIEIOBAHUST KIIMHUYECKOI 3HAUMMOCTH MOP-

onornueckux mnoarunos M®CI'C go mociemHero
BpeMeHU He npoBoauinck. B 2004 r. Ha KoHpepeH-
mu Hedpomnaronoro B Helo-Mopke 6bu1a paspa-
6otana KomymbOuiickasg paboyas Kiaccugukauusi,
COIJIaCHO KOTOPOH pa3anyaloT 5 OCHOBHBIX TMCTOJIO-
ruyeckux BaprantoB MCI'C: NOS («not otherwise
specified», win paHee Ha3bIBaeMblil - «Kjaccuye-
CKUii»), MepUXWISIPHbIN, KIETOYHbIN, «tip» U KOJ-
JANCUpYIOLUil  (KoJutarcupylolasi IjaoMepyJiona-
tus). Knaccudukauuysi oxBaTbiBaeT 0O0JbIIYIO YACTh
MePBUIHBIX M HEKOTOPBIX BTOpUIHBIX (hopMm DCI'C.
OHa Takke MpearosjaraeT MpenlecTByollee MUc-
kmodyeHne BropmaHoro MOCI'C, BBI3BAaHHOTO TJIO-
MEepYJISIPHBIM CKJIIEPO30M B XOJIe IPYTUX ITePBUIHBIX
JIOMEPYJISIpPHBIX OoJsie3Hel ((hudpornaacTuueckKoro
rioMepyJaoHedpuTa, 1MabeTUYECKOro IJIOMEPYJIO-
CcKJepo3a, MEMOPaHO3HOW TIJoMepyjaonaTuu, Ha-
CJIeICTBEHHOTro HedpuTa u ap.).

[Mpenmomaraercs, 9TO TUCTOJOTUYECKIE Bapr-
aHThl @CI'C pasznnyaroTcst TakKe 3TUOJIOTUYECKU U
MaTOreHeTUYECKU. YHUKAIbHOCTh Mopdoioruye-
ckux popm @CI'C ompenensieT X pa3IUnIHYIO TTPO-
THOCTMYECKYIO 3HAUYMMOCTh, KOTOpas O HacTOS-
1IIeTO MOMEHTA He U3y4YeHa.
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Bapuanm NOS (OCIC)

PacripocTpaHeHHOCTD «KJIaCCHMYECKOTO» BapH-
aHTa uian NOS 1ocTaToyHO BbICOKA: B aMepUKaH-
cKoii momynsaumy — 42% [28], B eBpomieiickoit — 32%
[7]. TTo KMTMHUKO-MOP(POJIOTUUECKUM TTapaMeTpaM,
XapaKTepPU3YIOINM TSKECTh MTOBPEXICHUS, Bapy-
aaT NOS (®CI'C) 3aHuMaeT MpOMeXyTOUHOE T10-
JIOKEHUH CPEeIU IPYTUX BAPHMAHTOB, UMes HAanOOJIb-
11Iee CXOACTBO C MEePUXUIISIPHBIM BapuaHToOM [28].

Bapuant NOS (®CI'C) npencraBiseT coboit
001Kt MOpGhOJOrMYECKU MaTTEPH, XapaKTepHbIit
s Beero kiacca @CI'C. Iuarnos Bapuanta NOS
(®CTI'C) cTaBUTCS TOJBKO TOTAA, KOTIA MCKITIOUEHbI
npyrue Mopdgogaoruueckue BapuaHtbl @CIC (11e-
PUXUJISIPHBINA, KJIETOYHBIN, «tip», M KOJUIAIICUPYIO-
muii). M3yuyeHue pe3yabTaTOB IOBTOPHBIX OMOIICHIA
npeamnojaraet, uro apyrue Bapuantel ®CI'C moryT
pa3BuThes B NOS 110 Mepe IMporpeccuu U XpoHu3a-
11U 3a00JIeBaHUsI.

Ilamomopgonoeus

Hna Bapuanta NOS (OCI'C) xapakTepHO AUC-
KpPETHOE CerMeHTapHOEe YIIOTHEHUE TIIOMEPYIIsip-
HOTO TIy4YKa, pa3BHUBaloleecs Ojaromapst yBEJIH-
YeHWI0 BHEKJIETOYHOTO MaTpHWKCa, C pPa3BUTHEM
o0JMTEpal  TIPOCBETa,/TIPOCBETOB TIIOMEPYJISIP-
HBIX KanuasapoB (puc. 1). B Hauane 6oJyie3Hu cer-
MEHTapHbIe TTOPaXKeHMS Yallle BCeTO BO3HUKAIOT B
IOKCTaMeAYJUISIPHBIX KIyOooukax. CKIepo3 MOXKET
pa3BUTHCS KaK B 00JIACTU COCYAMCTOTO TTOJTIOCA, TaK
1 TI0 TIepuepun TIOMEPYJISIPHOTO ITyJKa.

Puc. 1. NOS (®CT'C). CermeHTapHBbIii CKJIEPO3.
Okpacka reMaTOKCUJIMHOM 1 303MHOM. YB.x400.

VIUIOTHEHUE TJOMEPYJISIPHOTO ITy4YKa IIpe-
CTaBJIEHO OTHOCUTEJBbHO OECKJIETOYHBIM MaTpPUK-
COM, 4YacTO Hapsily ¢ THaJMHOM, COJepKallluM
JIMMUAHBIE KAy (puc. 2), 3HAOKAMUJUISIPHBIMU
MEHUCTBIMU KJIETKAMU U CMOPILIMBAHUEM TIJIOME-
pysasipHoii 6a3anbHO MemOpaHbl ('BM). Hepenko
MEXIY TJIOMEPYJISIPHBIM THATMHO30M Y THaJIMHO30M
CMEXKHOI MPUBOSIIIEH apTepuoJibl BepUpULIUPYeT-
cs1 cBsI3b. Bo3MoxkeH cermeHTapHbIi Kosianc 'bM,
HO 0e3 rumnepTpoduu/runeprjia3ud IMoJ0LUTOB.
Takxke BcTpeuaeTcsl Me3aHTHalbHAsI TUIIEPKIIETOY -
HOCTb U TJIOMEpYJIOMeranus. XapakTepHbl Crialiku
WJIW CUHeXUHU ¢ Karicynoit boymeHa.

Puc. 2. NOS (®CI'C). I'manun nmoa 'BM ¢ nunuaHoit
Bakyosiblo. OKpacka reMaTOKCJIMHOM 1 303UHOM.
VB.x400.

KonnuecTBo KJ1yOOUKOB € CETMEHTAPHBIM CKJIE-
pO30M 3aBUCHUT OT TSIKECTU OOJIE3HM 1 KOJUUYECTBa
HUCCIENOBAaHHBIX CEPUIMHBIX Ccpe30B. I[locKonbKy
CKJIEPOTHUYECKOE TIOBPEXKACHME pa3BUBACTCS B
CTOPOHY TJIOOATM3aly, TTPOTPECCUs BeleT K T0-
CTEIIEHHOMY HCYE3HOBEHUIO KJIYyOOUuKoOB. JloibKM,
He3aTPOHYThIE CeTMEHTAapHBIM CKJIEPO30M, Ha CBe-
TOBOIl MUKPOCKOIMY OOBIYHO BBITVISIASIT HOPMaJlb-
HBIMHU, 32 UCKJIIOUEHUEM YMEPEHHOTO HaOyXaHus
MOJOLIMTOB.

TunuyHa ovaroBas aTpodus KaHaJbLEB U
MHTEPCTULMAIbHBIA  (UOPO3, CcoOpa3sMEepHbId C
TSDKECThIO M pachnpelnesieHUeM IJIOMEpPYJIsIpHO-
ro ckjeposa. IlpokcuMmanbHble KaHablibl 4acTO
B COCTOSIHMM O€JKOBOW W XXUPOBOW AuCTpoduu.
WMHuTepcTuLiMaibHble TEHUCTbIE KJIETKU MOTYT
BCTpEYaThCs KaK U30JMPOBAHHO TaK U B BUJIE CKO-
MJICHUH.

MHorpa mopaxeHue KaHajblieB U UHTEPCTU-
1Sl ObIBaeT HENMPOMOPLMOHAIBHO TSIKEJIbIM OT-
HOCUTEJBbHO CTEIEeHU TJIOMEPYJISIPHOro CKJepo3a.
B rtakux ciywasix, B KaHajbllax MOTYT BO3HUKAaTh
JlereHepaTUBHbIE U pereHepaTUBHbIE U3MEHEHMS,
BKJIIOUAs ANUTEUATbHYI0 cuMIUIMukanuio. Takue
U3MEHEHUSI XapaKTepHbI JJIs1 TSKEJIOro, YIIOpHOro
He(ppPOTUYECKOTO CHUHIApOMA, KOTHa JJuTesbHasl,
TsKes1asi TIPOTeUHYpUsl, BEPOSITHO, caMma 1o cebe
BeIleT K MPOTPECCUPYIONIeMY TyOyJTOMHTEPCTUIIM -
aJTbHOMY TTIOBPEXICHUIO.

s MMMyHO(MIYOPECLEHTHOrO HcCCcJeIoBa-
HUs XapaKTepHbl (POKaJIbHO- CerMeHTapHbIe Tpa-
HyJspHbie aeno3uThl IgM, C3, u, pexe, C1 ¢ Jo-
Kajau3alueil B MecTax CerMEeHTapHOIo CKiIepo3a 1
ruanuHosa. BerpeuaroTes Takke 6osee nuddysHbie
U MEHee BbIpa’k€HHbIC Me3aHTHaJIbHbIC JACTIO3UTHI
IgM. NHOTI2 HAXOAST MHTPALUTOTIIA3MATUYECKIUE
OeJIKOBbIe KaleJbKU BCAChIBAHMS - OKpalllMBaHUE
0eJIKa M HeKOTOPhIX UMMYHOTIJIOOYJIMHOB (OCOOEH-
Ho IgA u IgG) B ob61actu nogounToB. TOYHO TakK Xe
BHYTPUKJIETOYHBI aTbOYMUH, UMMYHOTJI00YJIUHBI,
u uHoraa C3 MoryT ObITh OOHAPYKEHbI B MPOKCU-
MaJIbHbIX TPYOOUKax, KOTOpPbIE BKIIOUEHbBI B aKTUB-
HOE BcacblBaHUE OesKa.
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Ha 37eKTpoHHOI MUKPOCKONUU BepUbUIIM-
PYIOT CEeTMEHTapHBIN CKJIEPO3, CMOpPIIMBAHUE U
petpakunio 'BM, a Takke HakoIleHUE THaJMHa
mox 'BM, cyxkeHue/OKKIIIO3WIO TTPOCBeTa Karu-
JsIpa KIIyO0odKa. DHIOKANWUISIPHBIE II€HUCTHIC
KJIETKU BBITVISIAST KaK OOJIbIIe BHYTPUKATIMIUISP-
HBI€ KJIETKU, COJIepXKallre OOMIbHBIE 3JIEKTPOHHO-
npo3padHble BaKyoJu (puc. 3).

Puc. 3. NOS (®CI'C). CermeHTapHbIii CKJIEPO3 C
ruaanHo3oM noga 'BM, nmeHncThIMM KJIeTKaMU, OTPHIBOM
TTOIOLIMTOB U TTOJIHBIM CIMSTHUEM X OTPOCTKOB.
DnekrpoHorpamma. YB.x4000 [4].

HemnocpencTBeHHO Han y9acTKOM CerMeHTap-
HOTO CKJIep03a OOBIYHO HAXOMST IMOJHOE CIUSHUE
OTPOCTKOB TOAOIIMTOB, COMPOBOXIAEMOE UX ajlb-
Tepalyeil B BUae TMUINEepTpoduU, YBEIUYEHUS Op-
raHesu 1 (poKaabHOM MUKPOBUJIJIE3HOI TpaHCchOp-
Maruen.

B Hecki1epo3upoBaHHBIX IJIOMEPYJISPHBIX Ka-
NUJUIsIpax IJiaBHasl yJabTpacTPyKTypHash Haxojaka —
CJIMSIHUE OTPOCTKOB MOJOLUUTOB. CTeneHb CAUSHUS
OTPOCTKOB MOJOLIMTOB B HUX BAPbUPYET OT YMEPEH-
HOH N0 TSKea0i, HO OOBIYHO BOBJIEKAaEeTCs Oosiee
50% Bceil TOBEPXHOCTHU IJIOMEPYIISIPHOM KaTTHILISIP-
Ho¥ rutoanu. To ecTh, XOTs MOBPEXKIECHUSI, pa3BU-
Batomuecs mpu @CI'C pokarbHBI Ha CBETOOTITHYE -
CKOM YPOBHE, ajibTepalluy MOJO0LIMTOB JOCTATOYHO
nud@y3Hbl Ha 3JeKTPOHHO-MHUKPOCKOMNUYECKOM
YPOBHE.

Bapuanm «tip» (OCIC)

Bapuanr «tip» (OCI'C) Hapsiay ¢ BapuaHTOM
NOS (®CI'C) - onuH u3 HamboJjee YaCThIX Tep-
BuaHBIX ®CI'C, cocraBuimii 37% cpeau @CI'Cy
eBpoIieiickoro HacejieHus [7] u 17% - B amepukaH-
cKoit monyassuuu [28].

BnepBoie B 1984 1. BapuaHT «tip» onucanu A.
Howie n D. Brewer [26]. BmociienctBuu orpenede-
Hue storo noaruina MCI'C O6bUIO YCOBEPIIEHCTBO-
BaHOo B Konymbuiickoii knaccudpukanuu (2004 r.).
CuyuTaercs, 4TO JaHHBIN TTaTOTMCTOJIOTUYSCKHI Ba-
PHMAHT TIPEICTABIISIET COOOI TeTepOreHHYIO TPYITITY
MMOBPEXIECHUIN M MOXET SIBISATHCS MaHU(ecTaei
2-x 3aboneBannit: ®CI'C u BMU [26].

Mopdosornueckre 4epTbl U UCXOJA BapuaHTa
«tip» (OCI'C) moxoxuHa BMMU [7, 26]. CymMmapHbIii
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rnokasaTeJib PeMUCCUU CpeJr MallMeHTOB ¢/0e3 UM-
MYHOCYTIpECCUBHOI Teparmuu coctaBwi 57% [7];
aHaJIOrMYHbIe TUMPHl MOXHO HAWTU U B IPYTUX pa-
6orax (53-59%) [1, 26, 28].

Bapmanr «tip» (®CI'C) amarHocTupyoT MIpu
HaJIMYMHU, IO KpaiiHeil Mepe, OOJHOTO KIIyOouka C
CerMEHTApHbIM TOBPEXIEHUEM, BOBJIEKAIOLIUM
BEpXYyIIEYHYIO WU <«tip» o00OjacTh KiIyOouka, a
MMEHHO, nepudepndeckue 25 % rioMepyIsipHOTO
MMyYKa C MECTOM BBIXOJIa MPOKCUMAIBHOTO KaHaJb-
1a (MpoKcUMabHbI TYOYIsIpHBIM TIot0C). Psamom
C NPOCBETOM WJIM IIEHUKOM MNPOKCUMAIBbHOIO Ka-
HaJibla 00513aTeIbHO HAJIMUKME aJATre3Un JIM00 MEXIY
KalMWUJISIPHBIM MIYYKOM U Karcyaoii boymeHa 1160
MEXIy MOJOLUMTAMU U TTapUeTAIbHBIMU WU TYOY-
JISPHBIMM 3MUTEINAIbHBIMU KieTKamu (puc. 4). B
MOBPEXICHHOM KJIyOOUYKe AOJKEH OBITh Bepuu-
LIMPOBAaH TIPOKCUMAJbHBINA TYOYJISIpDHBIA TOJIIOC.
Huarnos BapuanTa «tip» (OCI'C) TpebyeT mpeaBa-
PUTEJIBHOIO WCKJIIOUEHUST KOJIIANCUPYIOLIEro Ba-
puaHTa.

Puc. 4. «Tip»(®CI'C). CermeHTapHOE MOBPEXKICHUE
C HAOKAMUJUISIPHBIMU MTEHUCTBIMU KJIETKAM,
dopMupylolIee aare3unio ¢ Karcyiaoir boymeHa B obactu
TyOyIsipHOTO momoca. OKpacka reMaTOKCUIMHOM
1 203UHOM. YB.x400 [4].

Ilamomopghonoeus

Kaxk BrniepBbie onucanu Howie u Brewer [12],
paHHSIS CcTaausl TOBPEXACHMS XapaKTepusyeTcs
CJMSIHUEM HaOyXIIUX, TMIIePTPODUPOBAHHBIX BUC-
LIepTbHBIX AMUTEJIUOLMTOB C TapUETATbHBIMU WJIU
KaHaJbLEBbIMU IMUTEIUOLMUTAMU Y MPOKCUMATb-
HoOTro TyOy/asipHOTro nostoca. [ToBpexaeHHast 10Jb-
Ka MOXET IeMOHCTPUPOBATh SHAOKAMWLISIPHYIO
TUTIEPKIIETOYHOCTh C TIEHUCTBIMU KJIETKAaMU U THa-
JIMHO30M. B HEKOTOpHIX clydasx MOBpEKICHHBIN
CErMEHT MOXKET «BbIOyXaThb» B MPOCBET KaHasblia
(puc. 5). Co BpeMeHeM TOSIBISIETCST aAre3usi ToMe-
pyJsIpHOro mydka ¢ Karicyjoit boymeHna B mecte e€
nepexoja B 6a3ajibHyl0 MeMOpaHy MPOKCUMaIbHO-
ro kaHaiueua [12]. B Oonee mo3mHei craguy MOTYT
copMUpOBaATLCS CeTMEHTApHBIEC PYOIIHI.

B npyrux kiaybouykax cerMeHTapHbI CKJIepo3
WIM SHAOKATIMIIIAPHAS TUTIEPKIETOYHOCTh MOXKET
pa3BUTbCS Ha Tiepudepun, Ho 6€3 BOBJIEYEHHUS BEp-
XYIIEYHOTO TTOJII0Cca, WM B YaCTH ITydKa, KOTOPHIi
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HE MOXKET OBITh OTpeAe/IeH KaK BePXYIICUHBIN WIIN
NepUXMIgpHbIA. OTHAKO HAJIMYME CEerMEHTapHOTro
CKJIepo3a WM SHIOKANWUISIPHON TUIIEPKIeTOY-
HOCTH B MEPUXUIIIPHON 30HE UCKITIOUAET BapUaHT
«tip» (DCI'C). Bo3MoxkHO Hajamyue TIIOOATBHO
CKJIEPO3MPOBAaHHBIX KITyOOUYKOB.

= oy + Rt
- VS

Puc. 5. «Tip»(DPCI'C). [ToBpeXaeHHBIN CETMEHT
«BBIOYXaeT» B IIPOCBET KaHajblla. OKpacka
reMaTOKCUJIMHOM 1 303MHOM. YB.x400 [4].

Ha uMMyHOMII00PECIEHTHOM MCCIeIOBAaHUU
CerMeHTapHble TOBPEXICHUS OOBIYHO ITTO3UTUB-
Hbl 11t IgM n C3. Ha yabTpacTpyKTypHOM ypOBHE
MopGhOI0TUSl TMOBPEXKICHUM, JTOKATU30BAaHHBIX B
TyOyJISIPHOM TIOJIOCE, YacTO CXOXa C KJIETOUHBIM
BapuanTom @CI'C.

«Tip» moBpexaeHus1 He creurudUIHbI U MOTYT
BCTpeYaThCsl MPU Pa3IUUHBIX [JIOMEPYJSIPHBIX 3a-
OoJieBaHUSX, BKJIIOYass MeMOpPAHO3HYIO TJIOMEpPY-
nonatuto, IgA HedpomnaTuo, IMaOETUYECKUN TJ10-
Mepyaockiiepo3 u apyrue [13]. [ToaTomy, nrnaros
BapuaHTa «tip» (®CI'C) nmpu Hanmuum «tip» T0-
BPEXJIEHUSI CTABUTCS TOJBKO B CJIyyasix, KOTAa MOp-
¢oJiorus ocTajJbHBIX KJIYOOYKOB noxoaut Ha bBMU
b0 Koraa ObLIM MCKIKOUEHBl Ipyrue BapUaHThI
nmepBUYHOTO 1 BToprmaHoro ®CI'C.

Ilepuxuasapuuiii gapuanm

Hannast ¢popma ®CI'C HepeIKo BTOpUYHA U
pa3BMBAETCS YacCTO B aCCOLIMALIMU C OKUPEHUEM C
XapakTepHOW TIJoMepyJoMeraiueit, a Takxe Mpu
YMEHbIIEHUU A0JU (PYHKUMOHUPYIOIIUX Hedpo-
HOB, TUNEPMUAbTPALIMA U YBEJIUYCHUU [JIOMEPY-
nsipHOTO naBineHus [4, 15]. Kimmanyecku rmepuxum-
JISIPHBII BApUaHT yalle COMPOBOXKAAECTCS HEMOJIHbBIM
HedPOTUYECKUM CUHIPOMOM 06€3 rMImoabOyMuHe-
muu [4].

PacripocTpaHeHHOCTD TIEPUXIIISIPHOTO BapH-
aaTa mieppuyHoro ®CI'C u B eBpoOMECKON ToMmy-
JISUWY ¥ B aMEepUKAHCKOM TOTYIISIIUSIX COCTaBMIIA
—26% |7, 28]. Yacrora HEPPOTUIECKOTO CUHIPOMA
0oKa3ajnach CaMOU HU3KOM CPeIN APYTUX TUCTOJIOTH -
yeckux noaturniop @CI'C: B eBpoIieiicKoit MoIyis-
uun — 25% [7], B amepukaHckoit - 55% [28].

Heob6xoaumMo oTMeTuTh, 4YTO AMEpUKaHCKUM
WHCTUTYT NATOJOTUU U AMEPUKAHCKOE OOIIECTBO
MaToJ0TOB KiaacCu(UUUPYIOT 3Ty (POpMy KakK BTO-
PpUYHYIO, UTO, BO3MOXKHO, OOBSCHSET €€ Kapau-

HaJIbHOE ATUOMATOreHETUYECKOE («HE MOAOIUTap-
HOE») OTIWYNE OT APYTMX MAaTOMOP(OIOTHUECKIX
BapuaHToB @CI'C.

Ilamomopghoaoeus

Ounarno3 mepuxmwisipHoro Bapmanta POCIC
TpeOyeT TpPeaBapUTETbHOTO WCKIIOUEHUST KIe-
TOYHOTro, «tip» W KOJUIAICUPYIOUIErO BapUaH-
TOB. I1aTOTHOMWYHBIMM SIBJISIIOTCS Ba TpU3HaKa:
1) MuHuMyM 1 KJyboueK ¢ epUXWISIPHBIM THaJIU-
HO30M c/06e3 ckiepo3sa 2) 6ojee, yeM B 50 % cer-
MEHTapHO MOBPEXIESHHBIX KIIyOOUKOB HAJIMIKE TIe-
PUXWISIPHOIO CKJIepo3a ¢/6e3 ruaiuHo3a (Puc. 6).
XapakTepHbI TJioMepyJjaoMeraaus u cnaiiku. Yacro
BCTpeYaeTcsl apTepUOTHAIMHO3, MHOTIA B HeEIlpe-
PBIBHOCTHU C TUAJTMHO30M B TIEPUXUIISIPHOM CETMEH-
Te. B ouarax ckiepo3a MOTYT BCTpeUYaThCsl IEHUCThIS
KJIeTKU. He TMmMYHO, HO MHOTIA TakKkKe BepuduIIm-
pYIOT TUIIEpTPOdUI0 U TUIEPIUIA3UIO MOJOLMTOB.
B npyrux kiiyboukax BO3MOXHBI CErMEHTapHbIE
noBpexneHuss kak npu Bapuante NOS (PCI'C).
MMmyHObAyopeclieHIIMST W YJABTPacTPYKTYPHbIE
M3MEHEHUs OA00HBI OMMCAHHBIM B pasaese o Ba-
puante NOS (®CI'C).

Puc. 6. Iepuxunspubiit Baprant @CI'C. INepuxunsspHbIit
ruaanHo3. OKpacka reMaTOKCUJIMHOM U 203MHOM.
VB.x400.

Kaemounwuii sapuanm

OpHoit n3 penkux dopm nepsuaHoro @CI'C
SIBIISIETCS KJIETOYHBIM BapuWaHT C PacIpOCTpaHEH-
HocThIO 3-4,5% [27, 28]. B uccnemoBannu Hacese-
aus Jaaum cpenn @CI'C He OBLIO OOHAPYXKEHO HU
OJIHOro Takoro ciyydas [7]. Huskas yactora 1aHHOM
(opMbI 3aTpynHSIET UCCeq0BaHME €€ KIMHUUECKOM
3HAYMMOCTH.

Bnepsrie B 1985 r. knetounsbiii Bapuant @CI'C
o061 onucaH Schwartz u Lewis [24]. luardos Kie-
TOYHOrO BapuaHTa CTaBUTCS TOJBKO TOTAA, KOTrda
HUCKJIIOYEHBI «tip» M KOJUIAIICUPYIOIIMI BapUaHThI
®CIC.

HecMmoTtps Ha To, 4TO ceiiuac KJIeTOYHbII Bapu-
aHT MPEICTaBISIOT KaK OTACIbHYI0 (hOpMY, IO CHUX
MOp CYLIECTBYET MHOXKECTBO Pa3HOIJIACUI TTO 3TOMY
nosoay [1]. JnutenbHoe BpeMsl KJIECTOUHBINA U KOJI-
JIATICUPYIOLIUI BapuaHThl ObLTA B3aMMO3aMEHSIEMbl
U UCIOJb30BAINCH KaKk CMHOHUMBI. M. Stokes et al.
(2006 r.) BriepBEIE MCCIIEIOBATA KJICTOUHBI BApUAHT
KaK OTAENbHYI0 TucTonornueckyio ¢gopmy @CI'C ¢
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OIpe/IeICHHOM TPOTHOCTUYECKON 3HAYMMOCTEIO,
CpaBHMBas €€ c IpYIrMMU BapuaHTamu [27].

CJIOXXHOCTB IMTOCTAHOBKY JMArHO3a KJICTOYHOTO
BapUaHTa TaKXe MOXEeT ObITh CBsI3aHa C OCOOEHHO-
CTSIMM Hape3aHUs 6uorrata. B ToM ke mcciaemona-
HUM OTMEUEHO, YTO HepeaKO mpu 0oJiee TIIyOOKOM
npope3aHuu 6uontaroB B 30% AuMarHo3 KJIECTOYHOTO
BapuaHTa MEHSIJICS Ha «tip» BapuaHT. ABTOPbI CUU-
TaloOT, YTO B TaKOM CJIyyae JAMArHo3 MOXET M3Me-
HUTHCS Ha KOJJIATICUPYIOIINIM 1 JaXe Ha TEPUXU-
JIIpHBIIA BapuaHThl [27].

Ilamomopghonoeus

KinerouHblii BapyaHT XapakKTepu3yeTcsl Halu-
YMEM MUHUMYM OJIHOTO KJIyOOuKa ¢ ceTMeHTapHOM
9HJOKAMULUISIPHON T'MMIEPKIETOYHOCTbIO C OKKIIIO-
31eit MPOCBeTa/MIPOCBETOB KAMUJLISIPOB B HE MEHEe
25 % mmomany kaybouka (puc. 7). MoxeT OBITh
MOBPEXJIEH 1000 cerMeHT (KakK IMepuxuiIsipHbIi
Tak U nepudepuyeckuii). I[Ipu MHOXECTBEHHOM
MOBPEXJIEHUU KIYyOOUYKOB, Ipollecc mpuodperaeT
CXOJICTBO C TNpOoJUdEPaTUBHBIM IIOMepyIoHeDpU-
TOM [5]. DHIOKANWLISIpHBIA MHAUIBTPAT MOXKET
BKJIIOYATh JHIOTEIMAIbHBIE KIETKH, TEHUCTHIE
KJIETKU U WHQPUWIBTPUPYIOLIHNE JIEHKOIIUTHI, BKIIIO-
yasg MOHOLIMTBI/Makpodaru, MHOTAa TakxkKe JHUM-
¢douuThl 1 HeTpouabl. MTHOTIa B OBPEXIEHHOM
CEerMeHTE HaXOMST MeHUCThIN TMaTMHOBBIN MaTepu -
a1, GUOpPUH U KapuOPEKCUC, YTO HAIIOMMHAET Cer-
MEHTapHbII HEKPO3, HO 0e3 pa3psiBa [ bBM.
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Puc. 7. Kirerounsrit Bapuant @CI'C. CermeHTapHast
SHAOKATUISIPHAS TUTIEPKIIETOYHOCTD C OKKITIO3UEH
MPOCBETOB KAMWUISIPOB B He MeHee 25 % rutolnanm

Kiryoouka. OKpacka reMaTOKCUIMHOM U 203UHOM.
VB.x400.

XOTs KJIETOYHBI BapyUaHT OMNPEAENSIETCS Ha-
JIMYUEM CETrMEHTAapHOU SHIOKANWUISIDHOW TH-
MEPKJIETOYHOCTH, TAKXKE YAaCTO OTMEYAETCH 3IKC-
TpaKanWJIIpHas TUIIEPKIECTOYHOCTh BCJIEACTBUE
rUnepIuia3uy MoJO0LMTOB, MHOTAA (DOPMUPYIOIIUX
TICEBIOTIOYJTYHHUSI.

B HekoTOpBIX cilyyasiX KJIETOUHbIE TTOPaXKeHUs
UIEHTU(PULIUPYIOTCS BO BCEX MOBPEXIECHHBIX KIY-
Ooukax, ToTJa KaK B IPYTrMX OHU MOBPEXIal0T MEHb-
LIMHCTBO KJIyOOUKOB, BO3MOXHO, OTpaxasl Ipyrue
CTaauU B Pa3BUTUU CKJIepo3a. B apyrux kiyboukax
MOXET ObITb CETMEHTAPHbIN WM TOTaJIbHBINA CKJIe-
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pO3 OOBIYHOIO THUMA, XapaKTEPHOTO JJIsI BapuaHTa
NOS (OCI'C).

Ha  uMmyHoOdayopecueHIMU  BBISIBISIETCS
(hokabHO-CeTMEHTApHOE TIOJOXUTEJIbHOE OKpa-
mmBanue m;i0s IgM u C3. Ha ynbTpacTpyKTypHOM
YPOBHE KJIETOUHBIM BapuaHT OOBIYHO JEMOHCTPHU-
pYET BbIpak€HHOE CJIUSHUE OTPOCTKOB IOAOLIM-
TOB, KOppeJUpPYIolIee ¢ BICOKUMU YPOBHSIMU TTPO-
TeuHypuu. KiieTouHoe MoBpexXaeHWe COCTOUT W3
CerMEHTapHOU OKKJIIO3UU TJIOMEPYJISIPHBIX KaIluJ-
JISIPOB  DHAOKAMWIISIPHOW THIEPKIECTOYHOCTHIO,
BKJIlOYasl TIEHUCThIEe KJIeTKM U MOHOLUTHI (puc. 7).
I'BM unrtakTHa, 6€3 pa3pbIBOB.

Koaaancupyrowas eaomepyronamus

IToHnsiTue Kosutamcupyoliero BapuaHTa (Tak-
JK€ MU3BECTHOTO KaK KOJUIalCUpylollas rioMepyJio-
maTtus) npuMeHsioT K ciaydasm ®CI'C, korma, 1o
KpaliHeii Mepe, OAMH KIyOOueK IEMOHCTPUPYET
CerMEHTapHYIO WJIU TOTAJIbHYIO OOJUTEPALIMIO TTPO-
CBeTa KalWJISIpOB, cMOpIIMBaHUe U Kosutanc I'bM,
aCCOIIMMPOBAHHBIE C TUIIePTpOodUeil u rurmepria-
3ueit nogouunToB. Hanuuue kosnanca 'bM xoTs 661
OIHOI0 KJIyOOUYKa MCKJII0YaeT aApyrue Mop¢oJoru-
yeckue nmoatunsl @CI'C.

BniepBbie moHsTHE TIOMEPYJISIPHOTO KOJIar-
ca 6eut0 BBegeHo Weiss et al. (1986 r.), mpu omnu-
CaHWM HEOOBIYHOTO KJIMHUKO-MOP(OJIOrnyecKoro
KOMILIEKCa TSKEJI0ro HeppoTUYeCKOro CMHApOMa,
OBICTPO MPOTPECCUPYIOLIEH MOYEYHON HETOCTaTOU -
HOCTH, 1 IVIOMEPYJ/ISIPHOTO KoJuIarca y 6 mallMeHTOB
HerpougHoi pacsl [30].

s Kosancupyrouiero BapuaHTa rnepBUYHOTO
®OCI'C xapakTepHO OBICTPOE arPECCUBHOE TEUCHUE C
pa3BUTHEM IMOYEYHOU HemocTaTouHocTH |8, 28, 29].
Nneatudutmposansl crydan @CI'C ¢ yepTamu KoJi-
JIariCUpYIOllero BaprMaHTa - Kak (popma HehpornaTuu,
acCollMMpPOBaHHAs C BO3JCHCTBMEM IaMUIpOHATa
y noxuiblx nanueHToB [17]. Kosnancupyrommit
®DCI'C BcTpeyascst Takke y HEKOTOPBIX OOJIBHBIX C
BUPYCHBIMM MH(PeKLuusIMu napBoBupyca B19 [19]
mwm SV40 [16]. Komnancupytommii Bapuant @CI'C
MOXET TaKxKe pa3BUBaTbcs de novo npu Hedpomna-
TUUW OTTOP>KEHUs TpaHcriaHTaTa [20].

Konnancupyromasi rjaoMmepyiaonatusi - pef-
Kas I eBpornelickoit momynsunn ¢dopma OCIC.
B uccinenoBanuu Koropthl xkutenei JaHuu cpeau
nepsuuHoro @ CI'C Kosurancupyomas raoMepyJio-
MaTHsl COCTaBUIIA TOJIbKO 5% [7]. YcTaHOBIEHO, UTO
54-91% 60JIbHBIX KOJLIAIICUPYIOLIEH IIIOMepyJI0Iia-
TUEH 110 MPOUCXOXKIECHUIO — adppoamMepuKaHUbI [1,
23,27, 28].

Ilamomopgonoeus

Kommancupyommit @CI'C mpeacraBisieT co-
0011 daTanbHbIi MOp(OJIOTUUECKUI MATTepH IMO-
BpexaeHus. [IpocBeT rioMepysipHbIX KaTWJUISIPOB
OOJMIMTEPUPOBAH CMOPIIMBAIOIIEIICI W KOJUIATICH-
pytouieidi I'BM, npeuMyliecCTBEHHO TOTaJIbHO, He-
KeJIU CErMEHTapHO, U OOBIYHO 0€3 IOBPEeXKIEeHUS
MNEePUXUISIPHBIX CErMEHTOB (pucC. 8§).
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Puc. 8. Komnancupyromiast Hepponatusi. CerMmeHTapHast
00JIUTEpaLIMs MPOCBETa KAMUJUIAPOB, CMOPIIMBAHUE U
kojuiaric 'BM, runeprpodust 1 runepruia3ust IIog0LUTOB.
WmnperHaiust cepedpom 1o IxkoHcy. YB.x400 [4].

I'momepyasipHbiii  KOJIIaricC  COTTPOBOXIAETCS
BbIpaXk€HHON rumneprpodueit U runepriasueit mo-
nouutoB. M3penka BCTpevyaloTCs ABYXbsIEepHbIE
¢dopmMbl, MUTO3bl. BKJloueHUE MOAOLUMTOB B KJie-
TOYHBIA UMKJ TIOATBEPXKIAETCS TIOJOXUTEIbHON
MOAOLIMTAapHOM SKCIpecCUel MapKepa mpoJindepa-
uuu Ki-67 (puc. 9). O6uiire MogoLuToB MOXET 3a-
MOJIHAITh MOYE€BOE MPOCTPAHCTBO, (POPMUPYS TICEB-
NOMOJIYJYHUSI, B LIUTOIJIA3M€e YacTO BBISBISIOTCS
OeKOBbIE KalleJIbK1 BcachiBaHuUs (puc. 10).

Puc. 9. Komnmancupyiomas Hedponatus. [TooxurenbHast
MOIOLMTApHAS SKCIIPECCUs MapKepa npoJudepaunn
Ki-67 B momouuTtax. MUMMyHOTMCTOXUMHUYECKOE
ncciaegoBanue. YB.x400 [4].

Puc. 10. Komtancupytomiast HepponaTus.
TlceBmomnouyIyHUsI B MOUEBOM IpocTpaHcTBe. OKpacka
TpuxpoMoM 1o Maccony. YB.x400 [4].

OT KJIeTOYHOUM (DOPMBI KOJJIAICUPYIOIINIA
DOCI'C otmyaercst OTCYTCTBUEM B HEM SHIOKATTUII -
JIIPHOM TMIEPKJIETOYHOCTHU. B KonancupoBaBImx

JOJTbKaX YMEHBIIIEHO KOJWYECTBO TIIOMEPYIISIPHBIX
SHIOTETNANBHEBIX KIeTOK. B oTnnume ot BapmaHTa
NOS (®CI'C), B KoTariCHpOBaHHBIX KITyOOUYKax
peIKo BCTPEYalOTCs THAIMHO3, SHAOKAIMIIISIPHEIC
MEHNCThIC KJIETKH, aAre3nu ¢ Karcyiaoit boymeHa.
MeszanruaiabHass THIEPKIECTOUHOCTD, TIOMEPYII0-
MeTajusl, U apTepHoJIOTUATIMHO3 TakKe HeXapak-
TEepHBI.

BaxHoil cocTaBisIoLIeil 3TOr0 TUCTOIOTUYE-
CKOTO TIOATHUIIA SIBISETCS TYOYJTOMHTEPCTUIINATb-
HOE TIOBPEXIEHNE, KOTOPOE OOBITHO MOJTOKUTEb-
HO KOppEeIMpYyeT CO CTETEeHbIO TJIIOMEPYISIPHOTO
ckiiepo3a. B monmonHeHue K TyOyJIsipHOI aTpouu,
MHTepCTULIMAIbHOMY (DUOpPO3y, OTEKy M BOcCIaje-
HUlO, ompenensorcss aud@ysHble AereHepaTHUB-
Hble M pereHepaTuBHbIE M3MEHEHMSI KaHaJIbLIEB.
MMpubnuzurensHo B 40 % ciayyaeB BCTpevyaroTcs
MUKPOKHUCTBl KaHaJblleB, coaepKallue OeaKOBbIe
LWJIWHIPHI [29].

Ong  “UMMyHHOMJYyOpEeCUEHIMU  XapaKTep-
Hbl CEIMEHTapHbIE U TOTaJIbHbIE OTJIOXeHUs IgM,
C3, u, pexe, Cl B pa3pylamlunxcsi cermeHTax. B
BUCLIEPATbHBIX SMUTEIUOLIMTAX YaCTO OTMEYaeTCs
okpammBaHue s 1gG, IgA n ans0yMuHa mogooHO
OKpaIINBaHWIO OEJTKOBBIX KalleJIeK BCACHIBAHHS B
SMUTEINOUTAX KaHAIBIIEB.

Ha yapTpacTpyKTypHOM YpOBHE B KOJUIATICH-
pPOBaBIINX HOJbKaX OTMEYACTCS CMOPIIMBAHHUE W
He3HauuTesbHOe yronueHue ['BM. Tlomnexamue
MMOJOLIMTHI - 3aMETHO THITepTPODUPOBAHEI, C BHI-
paxXeHHBIM CIUSHUEM OTPOCTKOB. M3-3a wacToro
pa3pymeHnus] aKTHHOBOTO IIUTOCKEJIeTa BBISBIISIOT-
Csl KJIETKM C IIyCTOM LUTOIIa3mMoil. B MHTaKTHBIX
KanmmJuIsIpax TakoKe HAaXOISAT BHIPaXKeHHOE CIUSHIE
OTPOCTKOB TIOJOIIMTOB. DJIEKTPOHHOIUIOTHBIE He-
MMO3UTHI HE BCTPEUYAIOTCS, 32 UCKITIOUYEHUEM PEIKUX
MaJICHbKMX TTapaMe3aHTUATbHBIX TeTI03UTOB, COOT-
BETCTBYIOIIMX ME3aHTUAJIbHBIM OTJI0XeHUusIM IgM.
Kpome BHMY-accouumnpoBaHHOI HedpolaTuu,
npyu uadomnatudyeckoMm Kojancupywoiem DOCIC
TyOyJIO-PEeTUKYISIPHbIE BKIIOUEHUS HE UAECHTU(U-
LIUPYIOTCSI.

Komnancupyoliyio rioMepyionaTuio Heo0xo-
auMo auddepeHIupoBaTh ¢ TJIOMEPYJIOHEMPUTOM
¢ noayayHusimu. [IpoaudepupyrommnM noaouTam
npu koynarncupyomiem @CI'C He xBaTaeT BepeTe-
HO00Opa3Hoil MOPGhOJIOTMHU U OKPYKAIOIIETO KISTKU
MaTpUKCa, YTO XapaKTEePHO IJIs PO bepUPYIOLINX
MOJOLIMTOB UCTUHHOTO MOJYyayHus. s riomepy-
JJoHepUTAa C TOTYJTYHUSIMU TAaKXKe XapaKTePHbI He-
Kpo3bl 1 pa3pbiBbl [BM B 30HE TTOBpeXXaeHUSI.

JPYI'ME ®OPMBbI IIEPBUYHOTI'O ®CI'C

Clq negpponamus

Brniepsrie aty dpopmy DCI'C ommcanu B 1985
r. Jennette m Hipp. Clq Hedponarus mpencraB-
JsieT coboil  MAuoInaTUYeCKuil HedpoTUuuecKuit
CUHJPOM, BbI3BaHHBII TIJIOMepyJionaThueid ¢ J0-
MUHHUPYIOIIMMH ITapaMe3aHTHAIbHBIMU  IeTI03M -
Tamu Clq (MHTEHCUBHOCTb He MeHee 2+ Mo IKa-
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se 0-4+). boJbIIMHCTBO UccenoBaTe/eil cunuTaer
Clq Hedponaruo MOp@OIOrMIeCKMM BapUaHTOM
nepBuuHOTO PCI'C CO CXOXMM TTaTOTEHE30M M HC-
xomoM [14].

Ilamomopghonoeus

Ha cBeToBOIi MUKPOCKOIMUU TIpU 3TOi (hopMe
BCTPEUAIOTCS CerMeHTapHble M3MEHEHUs, Xapak-
tepHBIe 111 @CI'C ¢ pa3amyHO CTEITeHbIO Me3aH-
THaJIbHOW TUIepKiIeTouHOCTU. I[laTorHOMUYHBIM
MPU3HAKOM SIBJISIIOTCSI ME€3aHTHUAJIbHbIE OTIIOXKEHUS
Clqg, oObIuHO B hopMe 3aIIITOM, YTO CBSI3aHO C MX
rnapaMme3aHTuaJbHOM JJoKaau3alueil U paciosoxe-
HueMm Hag 'BM. B momonnenwue k geno3utam Clq
B OOJIBIIMHCTBE CJydaeB HaxodsAT oTiaoxeHus IgG,
IgM (84,2 %) u C3 (52,6 %), pexe - OTJIOXEHUS
IgA (31,6%) [17]. DneKTPOHHO-TUIOTHBIE IETIO3M-
Thl PACIIOJIOKEHBI MCKJIIOUMTEIBHO B ME3aHTUM.
XopolIo Bepu@ULIMUpyeTcst CIUSTHUE OTPOCTKOB T10-
JOLIMTOB pa3HOU CTEIICHMU.

DCIC ¢ Juppysnoii me3aneuaivHoli unepkie-
MOYHOCHIbIO

K nepsuunomy @CI'C TakKe OTHOCST APYTYyIO
peakyto ¢hopmy — OCI'C ¢ muddy3HOt Me3aHTH-
abHOM TWITepKIICTOYHOCTHI0. Yale qaHHbI Bapu-
aaT @CI'C BcTpevaeTcs y AeTel.

ITatomopdonornyeckyro KapTUHY TpeacTaB-
JISIOT CeTMEHTapHBIe TOBPEXACHUS, XapaKTepHBIe
g OCI'C, nmpuueM HETOBPEXKACHHBIE KITyOOU-
KM JIeMOHCTPUPYIOT IU(P@Y3HYI0 U Tr100aIbHYI0
ME3aHTHAJbHYI0 THIEPKICTOUHOCTh. OTIOXEHUS
IgM, C3 obHapyX1BalOT Me€3aHTHAJIbHO U B CKJe-
pPO3MPOBAHHBIX CETMEHTAX.

JaHHBI BapuaHT HEOOXOAMMO OTJIMYATh OT
IJIOMEPYJIOHE(PPUTOB ¢ (DOKaJbHBIM CKJIEPO30M U
Me3aHTrMajbHOI mnpoaudepanuein (XpoHUYECKast
IgA- HedpomaTus, monyc-Hedpur).

TakuMm o0OpazoM, MoOpdOIOrusl IEePBUYUHBIX
hopm OCI'C oxBaThIBaeT LIEJbIil CIIEKTP TUCTOJIO-
TMYECKUX BAapUAHTOB C Pa3jIMYHBIM MPOTHO30M M
TeparneBTUUYECKMMU moaxogaMu. TouyHass AuMarHo-
cruka BapuaHToB ®CI'C ocioxHeHa orpaHUYeH-
HBIM KOJMYECTBOM Marepuasia, HeOOXOAMMOTO st
naToMopGdOJOrMYeCKOro UCCAeAOBaHUs, U «OT-
HOCUTEJIbHOCTbIO» NUArHOCTUYECKUX KPUTEPUEB.
KpomMme Toro, Ha oOCHOBaHUU TOJBKO MOpdoiornye-
CKOi (DOpMBI HEe BCETZIa BO3MOXHO YCTAHOBUTH TTEpP-
BUYHOCTh Mau BToprmaHOocTh @CI'C. Heobxommmo
YCOBEpIIEHCTBOBAHNE AUATHOCTUIECKUX KPUTEPH-
eB rucTojiorndecknux BapuantoB @CI'C ¢c moMomIbo
MMMYHOTHUCTOXUMHUUYECKOTO METOIa MCCAeTOBAHMUSI
U KOJIMYECTBEHHOTO aHaJI13a.
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