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I'aBeas B.H., OBcannuxkoa JL.U.,Mennnen C.B.,byrkyc A.B..Curagno C.I'.

NAPANPOTEUMHEMUYECKUE TEEMOBJIACTOS3bI

I[TAPAITPOTEMHEMUWYECKHNE I'EMOBJIACTO3BI -ocobast rpymima
omyxojeil nTuM(AaTUYECKONM CHUCTEMbI, MpPU KOTOPBIX OIYXOJEBBIE KIETKU
(IuMOIUTHI WK MJIa3MAaTUYECKUE) CHHTE3UPYIOT UMMYHOTI00ynuH. Kak mpasuio,
CHHTE3 OCTAJIbHBIX HMMYHOIJIOOYJIMHOB CHHUXEH; TIIOCTEIIEHHO HapacTaeT
MMMYHOJIOTHYECKAsl HECOCTOATENBHOCTh oOpranu3Ma. [lapampoTemHeMu4yecKue
reMo01acTo3bl BCTPEUAIOTCSI BO BCEX CTpaHax mupa. Mx yacTora yBeauuMBaeTcs ¢
BO3pacTOM, MakKCHMyM 3abojeBaeMocTH oTMedaercs B 50—60 mer. K
NapanpoTeMHEMUYECKUM  TeMO00JIacTo3aM  OTHOCATCS ~ MHEJIOMHasi  OOJIE3Hb,
MakporjoOynuHeMmus BanbneHcTpema, OOJE3Hb TSKENBIX Ieneid. DTH JIEUKO3bI
CBOMM KJIETOYHBIM CYOCTpPaTOM HMEIOT MPEUMYIIECTBEHHO 3pEJble SJIEMEHTHI -
MJIa3MOLUTHI, TUM(OLUTHI, TOATOMY JOHKHBI OTHOCUTHCS K TPYIIE XPOHHUUECKUX
neiiko30B.  MHoxkecTBeHHAss MUeJIoMa (MUETIOMHAsI 00JI€3Hb, FTeHEPATU30BaHHas
mia3MouuToMa, 0Oone3nb Pyctunkoro — Kamepa) — camblii  4acThIil
napanpoTeMHeMHUYECKHi reMoOmacto3. Mopdomorndyeckass KapTHHA MpeICcTaBlIeHa
MJIa3MAaTHYECKUMU KJIETKAaMU TOW WJIM MHOW CTEMEHU 3PEJIOCTH, YaCTO C YepTaMHu
atunusma. B pa3BepHyTOW CTaguu OIYXOJb JIOKAJIM3YETCSd B KOCTHOM MO3Tre
(TTO3BOHKOB, KOCTEH uepema, pebep, KocTed Ta3a, MPOKCUMAIbHBIX OTACIIOB
OCIpEHHBIX M IIJIEYEBBIX KOCTEH), OYEeHb PpEAKO B TIEYCHHU, CEJIE3EHKE,
muMmpartrdeckux y3nax. KioumHudeckas KapTHHa MHOXXECTBEHHOM MHEIIOMBI
pasHooOpa3Ha. IlepBrie mpuszHaku (007b, YTOMIISIEMOCTh, CIA00CTh) MOSBISIOTCS
o0braHo B III cragmu. OcTeonecTpyKTUBHBIA MPOLECC MPUBOAUT K Pa3BUTHIO
OoneBoro cuHApoma. Yame Oo0mM CBS3aHBI C TMOPAKEHHEM IMO3BOHOYHHKA
(KOMITpeCCHOHHBIE TIEPENIOMBI TEJI TO3BOHKOB), Kpectia. Hepenko Gonst pebdpa,
MOPaKEHHBIC OITYXOJbI0 TPOKCUMAJIBHBIE OTAEIbI OCAPEHHBIX U IMJICYEBBIX KOCTEH.
[Ipu sKcTpagypadbHON JIOKAJIMU3AIMM OYaroB BBIPAKECHHBIM OO0JIEBOM CHHIPOM
NpEeIUIeCTBYEeT CHABJIECHUI0O CHOMHHOrO Mo3ra. bone3Hp MoxeT HayaTbesl C
NaTOJIOTUYECKOTO MepeoMa KOCTH, MOYEYHOW HEAOCTATOYHOCTH, Pa3HOOOpa3HBIX
MPOSIBJICHUHM aMHJION103a, HEBPOIIATUH, aHEMUH, PEIUTUBUPYIOMNX UHPEKITMOHHBIX
oclIOXHEHUU. YacTo mojo3peHue Ha MHOKECTBEHHYIO MHEIOMY BO3HHMKAET IMPHU

UCCIIeIOBaHUSAX KpoBH U MOouH; Yy 60—70% OOIBHBIX HA pAaHHHUX CTATUSIX OOJIE3HH
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COD yennumuBaetcs 10 50—80 am/u; 3TOT MOKa3aTeNb U IPU OTCYTCTBUH JICUCHHUSI
oTnuyaercs ctabuinbHOCThIO. [lo Mepe mporpeccupoBaHus Hpolecca MOSBISAETCS
aHeMus, KOTOpasl IMOCTENEHHO YriayOisieTcs; COAEep’KaHUE TPOMOOLIUTOB MOXKET
cHusuThed. IIporennypus B Hawaie Oone3Hu peructpupyercs y 80% OOIBHBIX.
[TocTosiHHAs IPOTEMHYPUS PU CKYAHOM OCaJKE MOUYHM y MOKUIBIX JIIOJEH JTOJIKHA
BBI3bIBATh MMOJ03PEHNE HA MHOXKECTBEHHYIO MuenioMy. Y 30% GONIbHBIX pa3BUBAETCS
MoveyHass HeIoCTaTOYHOCTh (a3zotemus), y 10—20% — rumepkagblueMusl.
KocTHbIi 1ecTpyKTHBHBIM MpollecC OOYCIOBIEH OCTEOIMTHUYECKUM BIMSHHEM Ha
KOCTh OIYXOJIEBBIX JUM(OIUTAPHBIX MPEIUIECTBEHHUKOB MHEIOMHBIX KIIETOK.
[TockobKy KIETKM MHOXECTBEHHOW MHEIOMBl CTUMYJIUPYIOT JI€ATEIbHOCTD
OCTEOKJIaCTOB, BOKPYI OYaroB ONYXOJW IMPOUCXOAUT pa3pylieHue KocTh. B
pa3BEpHYTOM CTaAMM OMYXOJb OOBIYHO HE pa3pyllaeT KOPTHUKAIbHBIA CIOW KOCTH;
OHA MPUIOTHUMAET U UCTOHYAET €ro, 00pa3ys B3IyTHs Ha peOpax, TpyuHe, yepere.
B TepMuHanbHOM cTaauu omyxoib GOPMUPYET CKBO3HBIE NedEKThl U MPOpacTaeT B
OKpY)Kalolue MArkue TKaHu. HemocTaTouHOCTh MPOAYKUHUH HOPMAJIbHBIX
MMMYHOIJIOOYJTMHOB ~ BBI3BaHA YTHETEHUEM HOPMAIbHOIO  JUMQOIMTOI033a
OIYXOJIEBBIMHU KJIETKaMU. B OCHOBE IMOYEYHON MAaTOJOTUU JIEKUT OTJIOKEHUE B
KaHajgplax M  KIyOoukax  MMEIOIIErocsi B  M30BITKE  MOHOKJIOHOBOIO
UMMYHOIJIOOyIMHA WM ero JjaepuBatoB. Ha »3Toil oOCHOBE pa3BHBAIOTCS
CKJIEPOTHYECKHE MPOLIECCHl B MTOYKAX C MPOTPECCUPYIOUIEN UX HEIOCTATOYHOCTHIO.
benkoBble OTIOXKEHHST B TKAaHSAX BHYTPEHHUX OpraHOB, CYCTaBOB MOIYT
IIPOBOLIMPOBATH Pa3BUTUE COOTBETCTBYIOIIEH MATOJIOIMH, B YACTHOCTH CEPICYHOU
HEJ0CTaTOYHOCTH, PEBMATOMIONI0IOOHOTO CUHAPOMA U T. . YTHETEHHE NMPOTYKLIUN
HOPMaJIbHBIX MMMYHOIJIOOYJIMHOB BEAET K HEIOCTAaTOYHOW BbIPAaOOTKE aHTHUTEN,
CKJIOHHOCTH K MH(peKnusaM. M30bITOK OeNKOBOM MPOAYKIIMH MOXET MPUBOIUTH K
MOSIBJICHUIO CHHJPOMA TMOBBIIIEHHONW BS3KOCTU (PE3KHIl aCTEHWYECKUH CHUHIPOM,
HapyIIeHUs] KPOBOOOPALIEHHUS] IO MHUKPOLUUPKYIITOPHOMY THUITY, TPOMOO3BI,
UH(APKTHl BHYTPEHHUX OPraHOB, TEMOPPArH4eCKUi CUHIPOM IO THUITY BACKYJIUTA).
MakpornoOynuaemust BanpneHcTpema - mapanpoTeMHEMHUYECKHd reMo0acTo3 ¢
nopaxxeHueM JuM(paTUYecKOll TKaHW, MpPH KOTOPOM OINYXOJIEBbIE KJIETKHU
OPOAYLHUPYIOT  OOJBIIOE  KOJWYECTBO  HMMYHOINIOOyiaMHa M,  3aMeTHO
MOBBIIIAIOLIETO BA3KOCTh KPOBH, 3aMEUISIIOIIETO KPOBOTOK, MMPUBOASIIETO K CTa3aM,
TpoMOO3aM U pa3pblBaM MEJKHX COCY/OB. [Ipu 6onesnu Banvoencmpema Ha
aneKkTpodoperpaMmMe OIpenesieTcss OTYETIMBO BBIPAKEHHBIA MUK aHOMAaJIbHBIX
MaKporyioOyJIMHOB C YPE3BBIYAMHO BBICOKUM MOJIEKYJSPHBIM BecoM M-(pakuumu,

KOTOpast OOBIYHO pacmojiaraercsi B oOnacTh Mexay - u y-TioOyJIWHOBBIMHU
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bpakumsivu (Onmxke K 30He Y-dpakuuu) Ilpu smekTpodopese OenKOB CHIBOPOTKH
KPOBU BBISBIISIETCS TOMOTEHHBIM mNUK (M-rpaaveHt) ¢ 3aeKTpodopeTHUecKoi
HNOJBWXHOCTBIO B 30HE Oema WIM ecamma. JnarHo3 MOATBEpKIaeTcs
MMMYHOQJIEKTpoope3oM, TpH  KOTOpPOM  ycTaHaBiuBaeTcs  IgM-mpupona
napanporernHa. MakporioOylnuH COAEPKUT H WIN 1amOOa JIETKUE LENU. YIbTpa
HeHTpu(yrupoBaHue  OOHApy)KMBaeT ToMmoreHHbli IgM ¢ KOHCTaHTOM
cequmentanmu 19S. IgM cocraBiser ot 20 mo 70% oOmiero Oenka TUIa3Mbl.

N3BecTHBl 00JI€3Hb TSDKEIBIX ramMma-nieneil , 0oJIe3Hb TSDKEIbIX albda-lleneil u

00JIC3Hb TSKEIBIX MIO-HGHef/i , OIIMCaH CHHHCTBGHHBIﬁ cnyqaﬁ 00JIE3HU TSHKEIIBIX

JenbTa-1enei , OOJie3Hb TSKEIBIX SICUIIOH-TIIENed He omucaHa. B omyxolneBbix

KJIETKaX BBISBJICHBl TE€HETUYECKUE IE(PEKThl, KOTOpPhIE MOTYT ObITh MPUYUHOMN
CEKpely aHOMaJIbHBIX 1eneil. [1o knMHrnueckoi kKapThHe 3a00€BaHUs 3TOM IPyIIIbI

CXOOHbI C HI/IMgl}OMaMI/I. bone3np  TsKENbIX anmba-ueneﬁ - Hamboiiee

pacnpocTpaHeHHas 60J1€e3Hb cpeaiu 0oJie3Hel TshKebIX 1erneii . OOBIYHO BCTpeyaeTcst
y moaeit Mmosoxe 50 et (gamie mexay 10 u 30 romamu). XapakTepHO BhIpa)KEHHOE

yBenuueHue auMpoysnoB Opbikeiliku . WHQUIbTpanus CIM3UCTOM KHUIIEUHUKA

auMdonUTaMH ¥ TUIa3MAaTUYECKUMHU KJIETKaMu U aTpodusi BOPCHUHOK CIM3UCTOM

KUIIEYHUKA TMPUBOAAIT K XPOHUYECKOMY TIOHOCY M CHUHIPOMY HApPYIICHHS

BcachlBaHUsl . XapaKTepHa MHQWIbTpALUs COOCTBEHHOHN IJIACTUHKU CIHU3UCTON

TOHKOW KHIIKH JUM(OIIa3MOIMTOWJIHBIMKA _ KJICTKAMU , CEKPETHUPYIOIIHUMHU

aHoMallbHbIe anb(da-tienu. XapakTepHbI MUK Ha 3JeKTpodoperpaMme OOBIYHO

pasMbIT H3-3a CKIOHHOCTH I4palpoOTCHHA4 K IIOJIMMCEpU3AlUU. Z[I/IaFHOCTI/IKa

OCHOBaHa Ha BBIABJICHUMW B CBIBOPOTKC IapanpoTcéuHa , KOTOpBII?‘I pearnpyer ¢

anTutenamu K IgG, HO He ¢ aHTUTENIaMHU K JIETKUM LemnsM (YpOBEHb MapanpoTenHa
yacTo ObiBaeT Hike 20 1/1). [lapanpoTenH 0ObIYHO NPUCYTCTBYET KaK B KPOBH, TaK

u B Moue. OH yale Bcero npecrapisieT co0oil Tsukenble rammal -1emnu.
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