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BBEAEHUE

B 1968 roay J.Berger coBmectHo ¢ N.Hingails
BITEPBBIE TPUMEHHIIH (DIII0OPECUMPYIOLIME AHTHTe-
na k IgA npu uccnenosanun Heppobuonrara ye-
noseka. [TpumepHo B 25 % cinyuaes 6b11a BbIsSIBIEHA
cunbHas (moopecuenuus IgA. XoTs HekoTOpbIE
OouonTaThl ObUIM B3ATHI y MALIUEHTOB C CHCTEM-
Hoii KpacHoit Bomyankoi (CKB), 6onesubro Hlen-
neitH-T'enoxa w  apyrumu  auddy3HbIMHU
3a0071eBaHUSIMHU COEIMHUTENIbHOM TKaHH, DosbLIas
uX yacTb ObUla rnojiydyeHa ot GonbHbIX 6e3 npu-
3HAKOB CUCTEMHOI natonoruu. OTmMeyanucs oT10-
xenus [gA, B MeHbiuei crenenu IgG u IgM,
IpaHyJIIpHOrO XapakTepa, ri1laBHeIM oOpasom B
me3aHruu. OHHU COTPOBOXKIAIUCH OTI0)KeHHeM C3
1 puOpPHH-CBA3aHHBIX aHTUreHOoB, HO He Clq win
C4. TTaumneHTsl CTpaaaiu MOBTOPHBIMHU ITPUCTYITA-
MH MakporeMaTypuH WM MEPCUCTUPYIOLIEH MUK-
poremarypueii. B nocieayromume rojipl 3TH J1aHHbIE
ObUIM MTOATBEPIK/AEHB! IPH MHOI'OUYUCIEHHBIX HC-
CJIeIOBAaHHUSAX, U 3a00/IeBaHME CTAJI0 U3BECTHO KaK
Oonesnb Bepike, rioMepyIOHEPpPUT C OTIOKEHH-
em [gA/IgG, [gA Me3anrnanbHas HepponaTus WU
npocro IgA nedponarus [15].

anuaemMmuonoruva

B Hacrosiuiee Bpems [gA HedponaTus ssiser-
sl OJIHO# M3 HanboJiee pacrpoOCTPaHEHHBIX NEPBUY-
HbIX rIomepynonatuii. [Tpeobnananue ee LIMPOKO
BApBUPYET B Pa3IMYHbIX reorpaduyeckux obnac-
tx. Ona onpenensercs B 2-10% Bcex Guoncui,
BBINOJIHEHHBIX B Cllyyae NepBUYHON HeponaTHH,
B CLLIA, Benukobpuranuu u Kanaze, ot 18 10 40%
B0 @panuuu, Anonun, Utanuu u Ascrpanuu [48].
Taxoit pazdpoc MOKHO OOBSICHUTH HE TOJIBKO 3T-
HUYECKUMH (PaKTOPAMH, BIUSIHUEM OKPYKAIOLLEH
Cpejibl, HO M Pa3jHYHbIM YPOBHEM JIHArHOCTHKHU B
Ka»/10M peruoHe.
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BripakeHHbIE ME3aHTHANbHBIE OTIOKEHUS
IgA MOryT ObITh BBISIBJIEHBI TAKKE MPH pa3inu-
HBIX MYJIBTHUCUCTEMHBIX U MH(EKIMOHHBIX 3a00-
JIEBAHMAX U KJIacCUHULMPYIOTCS CIEAYIOLIUM
obpasom [28]:

ITepBuunbie

- IgA Hedponatus

Bropununbie

1. MynbTUCcHCTEMHBIE 3a00/1€BAHUA

- bonesus lllenneitH-I'enoxa

- Henunakus

- T'epnieTndopMHBII 1epMaTHT

- Bone3ns KpoHa

- CepoHeraTuBHas apTpornaTtusi (AaHKMI03Upy-
IOLIMH CIOHAUIHUT, cuHApoM Peiitepa, nicopua3s)

2. Onyxomnu

- IgA MOHOKJIOHa/IbHAs raMManaTug

- MyuMHcekpeTupyouas KapuyHoma

- KapumHoma nerkux, roptaHu, riOoTKH, MO/-
KETYJOUHOMN KENe3bl

* Mycosis fungoides

- Cunapom Sezary

3. Undexuuun

- Jlenpa

- Toxcomnazmos

4. Ipyrue

- [TopTo-cHCTEMHBIE LLIYHTBI

- HacnencreeHHas MMMYHHa st TPOMOOLIMTONIEHUS

* DMUCKIEPUT

- Jlerounslil remocuepo3

TpaauUMOHHO MPUHATO OBIIO CUUTATH, UTO
IgA nedponatus xapakrepusyercs aoDpokaue-
CTBEHHbIM TEUEHUEM, PE/KO ITPUBOJAMT K BbIPAKEH-
HBIM HAPYIIEHUAM (QYHKIMOHAILHOTO COCTOAHHS
MoYyeK M, KaK MpaBUIIO, He TpeOyeT naToreHeTnyec-
Ko# Tepanuu. OHAaKO B MOC/IEAHUE IOAbl MHOIHME
He(pOJOrd Haualyu nepecMaTpUBaTh OOLLENPHHS-
ThI€ NpejcTaBiaeHus 00 3Tom 3aboneBanuu. Jloka-
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3aHo, 4yTO B 15-30% ciyyaeB oHa SIBJISETCS MPHYHU-
HOM pa3BUTHS TEPMHUHAIILHON XPOHUYECKOH royey-
Hoii Hepocrarounoctu (XITH), kotopas Tpebyer
Ha3HAYEHUS 3aMECTUTEILHOMN MOYEUHON Teparnuu
(remMoaManus, TpaHcrutaHTauus nmouek) [6,19]. Ox-
HAKO B 1I€JIOM NPOrHO3 3a001eBaHUs MOKET OBITh
Jlydile, TaK KaK MalMeHTbl ¢ YMEPEHHOH reMary-
pUel OueHb YacTO He MoABepraTcs Hedppoduon-
CHUH M MO3TOMY HE BKJIIOUAIOTCSl B HCCIE/lyeMble
rpynnbl [S1]. [pu npoBeneHnH IKCTEHCHBHBIX J0J1-
roBpeMeHHbIX Hab/0ieHuit 3a 6obHbIMU ¢ IgA
neponarueii Bo Ppanumu, Uranuu u Menanuu
BBIsSIBJIEHO, 4TO y 20-30% pa3BuTHE NpPOTrpeccupy-
I0LIEH MOYEHHON HEJOCTATOYHOCTH HACTYITAET Ye-
pe3 20 u OGomnee netr or MomeHTa aebrora
3aboneBanus [28].

9TUONOrne U NATONEHES3

HecMmoTpst Ha To, uTO 3a00s1€eBaHNE U3BECTHO
yxke Donee 30 ner, naToreHes ero ocraercs 10 KOH-
ua He u3ydeHHbIM. B passutun IgA nHedponatuu
UrparoT posib MHOTHE hakTOopbl. JloKa3aHo, YTO 3TO
3a0oseBaHue 00YCIIOBIEHO OTI0KEHUEM LIMPKYJIH-
PYIOLIMX HMMYHHBIX KOMILIEKCOB, ITaBHLIM 00pa-
30M B ME3AHTUM, BBI3BIBAIIIMM 3AMYCK
JIbTEPHATHBHOIO MYTH AKTUBALIUM KOMITJIEMEHTA.
B cocraB xommiekcoB BxoauT IgAl, monekyna
KOTOPOIro OTJIMYAETCS OT APYIHX UMMYHOIJI00Y-
JIMHOB TEM, UTO COJAEPKUT OMPEASIICHHYIO 1ocIIe-
JIOBATENBHOCTb IIMKOMNENTHIOB B 00J1aCTH JIEIKOH
uenu. OHa cOCTOUT U3 HAbOpa AMMHOKHCIIOT (Mpo-
JIMH-CEPUH-TPEOHUH), B KOTOPOM CEPHH M Tpeo-
HHH MOTYT HecTH O-CBSI3aHHbIE OJIMTOCAXAPHUJLbI,
COCTOSAILIME U3 CHAJIOBOH KHUCIIOTBI, IaJIaKTO3bI,
N-aueTHIrallakTo3aMMHa ¢ MUKPOreTepOreHHOC-
Thl0. HekoTopbie ucee10BaTe N BbIBHIN TPUCYT-
crBUe geeKTHBHbBIX O-IJIMKAHOB B 0014CTH JIErKOH
Huenu MoJjekyn [gA, mojsydyeHHBIX U3 ChIBOPOTKH
nauneHtToB ¢ IgA Hedponatueir. 310 ObLIO NMOA-
TBEPKIEHO SAMOHCKUMM YUYEHBIMH 3KCIIEPHUMEH-
TAJbHO € HCIOJb30BAHUEM  KPOJHUBUX
MOJUKIOHATbHBIX AHTUTEJ TPOTUB CHHTETHYECKO-
ro nenTuaa, aHaJlOTHYHOrOo JIerkoil uenu IgA ye-
noseka. Jloka3zaHo, YTO LUEHTPANbHbIH MenTug
Jerkoit uenu monekynst IgAl nmoaeepraercs ner-
JUKO3WIHPOBAHUIO, UTO U3MEHAET €r0 CBOMHCTBA U
BE/ET K 3aMyCKy OMpeieleHHbIX MMMYHHBIX peak-
uuii [32,37, 56]. Bonee Toro. B HEKOTOPBIX pado-
Tax ObLIO MOKA3AHO, YTO UMEHHO AJIbTePHATUBHBII
MyTh aKTUBALIMM KOMIIJIEMEHTA UMEET CYLIeCTBEeH-
Hoe 3HaueHHe B natorenese IgA Hedponatum [35].

B oTHOLIEHWM AHTHUTEHOB, BXOAALLMX B COCTAB
UMMYHHbIX KOMI1JIEKCOB, HE CYLIECTBYET O/THO3HAY-
HOro MHeHusi. MHOrouuciieHHble coo0UIeHUs 00

IgA HedponaTuu y NaLMEHTOB C CUHAPOMAMHU T10-
paxkeHus IgA-ceKpeTOpHOro 3MUTETHS JKEeIy104-
HO-KHMIIEUHOI'0 TPAaKTa, AbIXaTeJIbHOH CHCTEMBI,
pexe rpy/IHbIX Jeje3, TOBOPST O TOM, YTO 110 Kpaii-
Hell Mepe y HEKOTOPBIX MAlMEHTOB AHTUTENIA Bbl-
padaThIBAIOTCS KaK 4acCTh CNelH(HUUECKOTro
UMMYHHOT'O OTBETA Ha PA3JIMYHBIE ITOBPEK/IEHHbIE
aHTUreHbl 9TUX obaacreit. [gA, BbipabaTbiBaeMblit
B KOCTHOM MO3T'€, TAKIKE MOJKET BOBJIEKATHCS B ITOT
npouecc. IgA-aHTuTena Ha MUIEBbIe AHTUIEHBI
(rmoteH, Ob1uMil anpOyMHUH), Ha MHEKUMOHHDIE
AHTUTEHbl, TAKHE KAK LUTOMEraloBUPYC, BUPYC
repneca, H. parainfluenzae, ajeHoBupyc, MOryT
ObITH OOHAPYKEHb Y HEKOTOPBIX MALMEHTOB ¢ [gA
HedpornaTueid. T0 yCUINBACT BOBMOKHYIO CBSA3b
MMMYHHUTETA CIIM3UCTBIX U [gA HedponaTiu [28,58].

OaHako He Bce paboTbl MOATBEPKIAIOT KOH-
LIEMLHIO, YTO YBeJIHYeHHE BbIpaboTku IgA u ump-
KYJIUPYIOUIMX HMMYHHBIX KOMIUIEKCOB
HEKOTOPBIX NManueHToB ¢ IgA Hedponatuein Ha-
[IPABJIEHO HA AHTHTEHBI, CBA3aHHBIE C IUTEITHEM
CIM3UCTBIX. IgA-peBMaTOMIHBINH hakTOp, 0OHADPY-
)KEHHBIN y HEKOTOPbIX OOJIbHBIX, TOBOPUT O APY-
rom ucrouynuke Ig. Kpome Toro, yBenuuenue
KoauuecTBa IgA-cekpeTHpYIOUUX JTMMGPOLUHTOB
Ob110 BBISBIEHO B KPOBU 00JIbHBIX 00J1€3Hb10 Bep-
Ke. Y HEKOTOPBIX MALHEHTOB OOHAPYKEHO CKOpee
HAPYILEHUE BBIJIEJIEHUSI UMMYHHBIX KOMIIJIEKCOB,
HEKEIU UX CUHTEe3a Wi cuHTe3a IgA [28].

MOP®OJIOTUA

IIpu ceemosoill MUKpOCKONUU ME3aHIMATIbHbIE
00J1aCcTH OOBIYHO PACILIMPEHBI 3a CUET OTIIOKEHUH,
KOTOPBIE YETKO BBISBIAIOTCS MPU TPEXLBETHOM OK-
packe no Macony. XapakrtepHa Takke MIepKie-
TOYHOCTh ME3aHIUs PA3NUUYHOU CTENEeHH — OT
c/1a00ii 10 BbIpaKeHHOI, MpHYEM OHA MOKET ObITh
pPa3sIMYHON B pasHbIX KIyOOYKax M B OTHEIbHBIX
J0JIIX OJIHOTO KI1yDOuKa, YTO JaeT KapTUHY OYa-
rOBOTO CErMEHTAPHOI'O MPONU(DEPATUBHOIO II10-
mepynoHedpura [16]. 'nepkieTouHOCTh TOBOPHT
O paHHell cTaauy NoPaX}eHHs, B TO BPEMs KaK Mpe-
obJslaJaHie MaTPUKCa O3HAYACT MO3JAHUE U3MEHE-
HuA ¢ pybueBanueM knyooukos [28]: B nononxenune
K 3TOMY MOTYT OBITb ITOJIYJIYHHUS, cpaleHus ¢ bo-
YMEHOBOI Karcynoi, a TAKKe CerMEHTAaPHBI CKJie-
po3 KJIYyBOUKOB, KOTOPbII CBUIAETENBCTBYET O
Jajieko 3aule/ueM 3aboIeBaHUM U COYETAETCS C
BbIPaXXEHHOM npoTenHypueit. [TonynyHus yauie
BCTPEYAIOTCS BO BpeMs 3MM3040B MaKporemary-
pun. OcTpas rnovyeyHasi HEIOCTATOYHOCTh, BO3HHU-
Kawouas Ha 3ToM (hOoHE, MOXKET CaMOCTOSATE/IbHO
paspeluThes NPy HATMYMKU MeHee 50% Ki1yOouKoB
¢ nonynyuusmu. [Ipu obuapyxkenun Gonee 50%
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K/1yOOUKOB, COJepKalMX MOIYIYHHS, OYEHb Yac-
TO OTMEYAETCs OBICTPO MPOrPECCUPYIOLLIMIA FITOMe-
pyionedpput [28,48]. CTeHKH KanmuuIsipoB, Kak
MPaBUII0, TOHKHE U OJHOKOHTYPHBIE, XOTS OTJe/b-
HbI€ TET/IM B HEOOJIBLIOM MPOLEHTE KI1YyOOUYKOB
MOTYT UMETh JIBOIHOI KOHTYp. KaHanblibl 0ObIy-
HO 0e3 ocobeHHOCTeM, HO Y HEKOTOPBIX OOJIBHBIX C
MakporeMaTypuei pa3BHBaeTCsl OCTpas IMoveyHas
HE/I0CTATOYHOCTb M TYOynsipHbId Hekpo3. Cuura-
eTcs, YTO reMOorJIo0OHH, KOTOPBIH BhICBOOOXKAAET-
csl B OOJIBILIMX KOJTMYECTBAX B PE3yJIbTAaTe JIM3HUCA
IPUTPOLIUTOB B [IPOCBETAX KaHANBLEB, TYOY10TOK-
cuuen [16,28].

[Tpu maneko 3amenueii IgA HedponaTuu Bei-
paxkeHsl aTpodus KaHasbLeB U GUOPO3 HHTEPCTH-
nus. OTmevaercs Takxke HMHPuIbTpauus
uHTepcTuuus makpodaramu, T- u B-numpounra-
mu. Bosbiioe konuuecTBo B-muMQoruToB MoxeT
OBITH MMOKA3aTENEM MJIOXOro rporHosa [28].

[Tpu pa3BuTHM apTEPHATBHON IMIIEPTEH3UU U
XPOHHMUECKOI MOYeyHOIt HeI0CTATOYHOCTH CTEHKH
apTepUON YTOJILIEHbl, OTMEUYAETCS TMaluHO3. Y
HEKOTOPBIX MALHEHTOB ¢ He(PPOTHUYECKUM CHHAPO-
MOM CBETOBasi MUKPOCKOIHS HE BbISBIIAET Mpak-
THYECKH HUKAKUX M3MEHEHUH, UMEIOTCS TOJbKO
otTnoxenus [gA B mezanruu. boabinMHCTBO U3 Ta-
KHX GOJIBHBIX XOPOLIO OTBEYAIOT HA FOPMOHAJIb-
HY10 Tepanuio [16].

IIpu 2neKkmponHo-MUKpOCKONUYECKOM UCCIIe10-
BaHHUH He(ppOOUONTATA BUIHBI KPYITHBIE J/IEKTPOH-
HO-IJIOTHBIE [EMO3UThl B MapaMe3aHrHallbHbIX
obnacTax, OrpaHUYeHHbIX NapaMe3aHrualbHOM
OaszanpHOi MeMOpaHOil. B HeKOTOPBIX KiyOouKax
BCTpEUAIOTCs CyOIHAOTeIMANIbHBIE HITH Cy0anuTe-
JIMasibHbIE EMO3UThl, YTO OOBIYHO COUYeTaeTCs ¢
U3MeHeHusIMH Oa3abHOi MeMOpaHbl — yuacTKaMu
MCTOHYEHMS, MEHBLICH IIOTHOCTH, CIIOUCTOCTH,
paspbiBaMHU. BO3MOKHO, UTO UMEHHO ITH U3MEHE-
HUSl NPUBOJAT K KiyboukoBoi rematypuu. [lpu
BBICOKOH NMpOTeHMHYpUH Habnrogaercs civsHHUe
HOXKOBBIX OTPOCTKOB NOAOUMTOB [16].

Huymynognioopecyenmmoe uccieloBaHue He-
(hpobunTata aBIsgETCH INIABHBIM LIS TIOATBEPKIE-
HUS AUArHo3a — BbISBISIOTCS OTJIOKEHUS JErKUX
ueneit [gA B Me3aHruu, yacro B couetanuu ¢ C3
(64% no pauubiM A.Mitsioni), uxoraa ¢ IgG wm
IgM, aaromnmMu MeHee MHTEHCUBHOE cBeveHue [48].
B HekoTOpbIX KITYOOUKaX MOTYT OBITb HE3HAUM-
TeJIbHBIE FPAHYIISpHbIE OTJI0XKeHus [gA B1oMb OT-
JeNbHBIX KANMJUIAPHBIX METENb, UTO SABJISETCH
nporuocTudecku HebaronpusTHbiM [28]. Clqu C4
NPAKTHYECKU HUKOTJA HE BBISABIIAIOTCA. DTO CBH-
JETEbCTBYET O BOBJICUEHHH AJIbTEPHATHUBHOIO
NYTH aKTHBALIHHU KOMITJIEMEHTA B NATOI0IMYECKHH
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npouecc. Crneayer OTMETUTh, YTO eclii HepoOu-
OIICHSI BBIMOJIHSIETCS Y MALMEHTOB C JUIMTEIbHBIM
cTaxkeM 3aboneBaHMs, KOrja €CThb apTepUasibHas
TMIIEPTEH3US, TPOTEUMHYPHS U MTOYEYHAs HeJ0CTa-
TOYHOCTh, OTHOXKeHUs [gA Bce paBHO OyayT ornipe-
JICASATBCA. DTO O3BOJISACT BhIABHTH NpuunnHy XITH
Y TAKUX OOJIbHBIX.

KJIMHUWYECKHUE NPOSABJIEHUSA

XOTa KIMHUYECKUIT CMIEKTP CYIIECTBYIOLIUX
NIPU3HAKOB 3a00NeBaHus JOCTATOUHO BAPbHPYET,
Haubosee 4acTeIM NpPOSABIEHUEM SBIAIOTCS M0-
BTOPHBIE 3MU30/bl MAKPOTEMATYPUHU. DTO caMoe
pacrnpocTpaHeHHOE NTEPBUYHOE NPOABIIeHHE boes-
HU BO BCEX ciyudasx, onucaHHbix B EBporne. [gA
HehporaTust MOKET ObITh BLISIB/IEHA B JTIOOOM BO3-
pacre, HO Bce-Taku pexe Bo3Hukaet A0 10 u nocie
50 net. Bonee 80% nmaumMeHTOB HAXOAATCS B BO3pa-
cre oT 16 10 35 neT Ha MOMEHT BbIsIBIICHUs 3ab0s1e-
BaHuA. HescHbIMM ocraroTcs npeobdnaganue
MYXKYHUH B H3YUEHHBIX IPYIITAX U IPUHAUIEKHOCTb
K onpejeneHHoil pace. B wacTHocTH, OTHOIIEHME
MYKUMHBI/KEHLIMHBI MOKET OBITh KaK BBICOKUM
6:1,0cobenno B EBporie, Tak 1 Hu3KuM (B A3zun) [28].

B nenom xe knuHuveckue npossieHus [gA He-
(poratTuu BAPBUPYIOT OT ACUMIITOMATHYECKOIH
MHKPOreMaTypHH 10 OCTPOH MoveHHOH HejocTa-
TOYHOCTH. B Hacrosiee BpeMs BbLICISIOT 5 KIIH-
HUYECKHUX CHHAPOMOB j1e010Ta 3abonesanus [48]:

1. MmakporemaTtypus

2. acCUMIITOMATHYECKass MUKPOCKOITHYECKAs re-
MATYPHUS WK IIPOTEHHYPUS

3. ocTpblif HEPPUTHUECKUI CHHAPOM

4. He)poTHUECKUI CUHAPOM

5. cMewanublit HepuTHKO-HehpOTHUECKH I
CHH/POM.

Snu30/bl reMaTypuH (MaKpo- MM MUKpPOIeMa-
TYPHH) YACTO CAY4alOTCd Yepe3 KOPOTKUit npome-
KYTOK BpeMeHM (1-3 aHs) mocie nosBieHHUS
BUPYCOINOAOOHBIX CUMIITOMOB MJIM CUMIITOMOB
MHTEPKYppeHTHOIt nHpekmun. Onucansl OHU TaK-
Ke 1ociie TOH3WUIIKTOMUN. Takue ciyuyan 4acro
MYTAIOT C OCTCTPENTOKOKKOBLIM IJIOMepyioHed-
putom. B HekoTopeix pabotax uz Espornbl u CLIA
o u3yueHuio IgA HedponaTum y aetei 0OTMeyeHo,
yto HGonee 80% nauueHToB UMEH B AedroTe 3a00-
JIEBaHUS MAKPOTreMaTypHuIo, B TO BpeMs Kak B A no-
HUM OHa OblJ1a BBISIBIICHA TOJILKO y 26" aeTeil. 310
CBA3aHO C BBEJCHHEM B MEAMLIMHCKYIO MPAKTHKY
IIKOJIBHBIX CKPMHMHIOBBIX MPOrPaMM, KOTOpPbIE
MO3BOJIAIOT BBISBUTH ACUMIITOMATHYECKOE TEUEHHE
3aboneBanus, NpeacTaBIeHHOE JINIIbL U3MEHEHNS-
MM CO CTOPOHBI aHanu3oB mMouu [48]. dus IgA He-
(bponaTHH TUNMMYEH PELUAMBUPYIOLIUI XapakTep
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reMaTypHH, Kak MpaBUiIo, OHA COXPAaHseTcs B Te-
yenue 1-7 aHel, 3aTeM pe3ko ymeHbluaercs. [Ipu
JUIMTEIBHOM €€ CYLECTBOBAaHMM MHOTAa MOsBIIsA-
eTcs IIYM B yllax, pa3BuBaeTcs cnabocTb, auHa-
MHUSI, MOTYT ObITh OOMOpPOYHBIE COCTOSHHSA.
MakporeMaTypusi MOXKET BbI3BATh MOSABJIEHHE JIU~
3yPHUH, YTO YACTO 3aCTABISET OMMUOOYHO AyMaTh
0 OaxTepuasbHOM reMOpparuyeckoM LIMCTUTE H
MHOT/A BEAET K HEHYKHBIM YPOJIOrHYECKHM BMe-
IIATENbCTBAM W HAa3HAYEHNIO aHTHOMOTHKOTEpa-
nuu [28].

VYposenb AJl, KaK npaBuiIO, OCTAETCS HOP-
MaJIbHbIM, OJIHAKO y MalUEHTOB ¢ OoJiee 1o3aHe
cTaaueit 3aboeBaHMs MOXKET OBITh KaK yMEpeHHasl,
TaK M BBIPA)KEHHAs apTepHaibHas TMIIEPTEH3HA.
Otexu OBIBAIOT peliko, He(YPOTHUECKUH CHHAPOM
y aeteit onucaH B 10% cnyuaer. MoxeT pa3BUThCS
ocTpas rnoyeyHas HeJ0CTATOYHOCTb, YALIE BCEro
OHa CBA3aHA C MU30aMH MAKPOTeEMaTypPHUH U SB-
nsetcs oOpaTUMOi. Y HEKOTOPBIX DOIBHBIX Teye-
Hue 3abosneBaHus MoxeT ObITh ObICTpO
nporpeccupyiomum. Yaie 310 BeTpeyaeTcs TOr-
na, Korja npu MophoIoruueckoM UCCieI0BaHUU
MOYEYHOM TKAHUW BbISBISETCS OONIBIIONH MPOLEHT
nostynyHuii B kiyboukax. O630p onyonMKoBaHHBIX
cnyvaeB [gA HedponaTuu ¢ NMOJyIYHUIMH NOKa-
3ai1, 4To 41% nauueHToB 6bUIM MOJIOKE 16 neT [48].

[Tpu obcnenoBannu naumenTos ¢ IgA Hedpona-
THeH B OOILeM aHaIM3e MOYM MPAKTHUECKH BCerja
MPUCYTCTBYET MUKPOTEeMaTypHsi, KOTOpasi MOXET
YepeaoBaThCs € AMU30AaMHU MakporeMatypuH. [1po-
TEMHYPUS YaLLE CPEHSS H MOXKET MHOT /14 OTCYTCTBO-
BaTh. Cyrounas noteps 6enka (CITB) menee 1 r/cyr
nmMeet mecto Bosee uem B 60 % ciyuaes [28].

DYHKUUOHAJIbHOE COCTOSHUE NOYEK

(DYHKUMOHAIBHOE COCTOSIHUE Movek npu IgA
HepponaTHM U3Y4YEHO CpaBHUTENbHO Maso. Ha
MOMEHT BbIABJIEHHS 3a00JI€eBaHUS A30TOBBIICITH-
TelbHas (DYHKIHA MoUyeKk OOBIUHO HE W3MEHEH4.
OaHAaKO MPOUCXOAUT MEIEHHO ITPOrpeCcCHpPYIOLIee
CHMKEHHME CKOPOCTH KJIYOOUKOBOU (pUIBTpPALIUU
(CK®), yto HepeaKko NPUBOAUT K TEPMUHAIBHOM
novye4yHol HepocraTouHocTH [8,24,25,27.49,62].

C.Pluvio 1 cOaBT. MpH U3YUYEHUH CBI3H MEXKY
MOP(HOIOrHYECKMMH H3MEHEHUSIMH B KITyDOYKaxX 1
reMOAMHAMMUYECKMM OTBETOM MOYEK HA HArpy3Ky
AMHUHOKMCIOTAMHU J0Ka3anu, uto npu [gA Hedpo-
natuu Juist 6osiee TsKENbIX (GOPM rIoMepyJisipHO-
ro IMOBPEXKAEHHUS XapaKTepPHO CHHKEHHUE
H6azanbHoro ypoBus CK® u orcyTcTBHE remMoIu-
HAMHYECKOTO OTBETA Ha IMNepaMHHOALMIEMHUIO.
ITO CBA3AHO C KOMIUIEKCHBIM HAPYILIEHHEM pery-
JAs1MK KJI1yOOUKOBOH reMoiMHaMuKkH [53].

NPEAUKTOPbI MPOTrPECCUPOBAHUS

HE®POIMATUM

B HacTosiee BpeMsi BelyTCSl SJHEPIHYHbIE T10-
MCKH IMPEIMKTOPOB ITporpeccupoBaHus 3abonepa-
HUS. YBEepeHHOE TpeJICKa3aHUe CTeleHH
MIPOIPECCUPOBAHUS OYEHb BAXKHO HE TOJILKO B OT-
HoweHuu [gA HedponmaTum, HO U APYIUX XPOHH-
yeckux 3aboseBaHuit noyek [8]. DTo Moxker
MO3BOJIUTE JATh KAK KITMHULIMCTY, TAK U MAlIUEHTY
HaJIeXKHYI0 UH(DOPMAIIHIO O BO3MOMKHOM HMCXOJIE
6one3nu. HecomHeHHO, yTO MpaBuiibHOE NOHUMA-
HUE 3TOTO B CBOIO OYEpEeIb MOXKET OKA3aTh BIIHA-
HME Ha BCIO JaIbHEHLIYI0 )KU3Hb O0nbHOTO. KpoMme
TOTO, MAeHTH(UKALHUS (haKTOPOB NMPOrPecCUPOBa-
HUS BeJeT K pa3paboTke npoduaakTHYECKUX Mep.

B xavectBe npeaukTopoB Mcxojaa 3aboneBaHus
paccMaTpHBalOTCsA MaToMopdooruyeckie u3MeHe-
HUS TKAHU ITOYEK, BBISBIIAEMBIE IPH TPaIMLIMOHHON
CBETOONTHYECKOH MUKPOCKOIIMHU, MPH IEKTPOHHOM
MHKPOCKOIIMH, HEKOTOPbIE FeHeTHUYECKHE (DAKTOPBI,
KJIMHUYECKHE M j1abopaTopHbIE MPOSBIIECHHS, TAKHE
KaK BEJIMYMHA CYyTOYHOH noTepu Oejika, XapakTep
MPOTEUHYPHH, BbIPAKEHHOCTb aPTEPUAIbHOM THITEp-
TEH3UH, HACIIEACTBEHHbIN ee XapakTep, YypOBEHb CKO-
pOCTH KJ1yOOUKOBOH (DMIIBTPALIMH, YACTOTA IMH3010B
MaKkporeMaTypuu 1 000CTpeHuit 3a001eBaH s, 0KH-
penue, Bospact u apyrue [20,22,29,38,41,47,55,63].

B MHOrouucneHHbIx paboTax nocieiH|X Aecs-
THUJIETUH 110 U3YUYEHUIO ITPEIMKTOPOB 3a00/1eBaHUS
OosblIOe BHUMAHUE yAENISIETCs OLIEHKE BhIPAXKEH-
HOCTH TJIOMEPYJISPHOTO U MHTEPCTUIIHATIBHOTO
IOpaKeHHs MOYEK U UX BIIMSHUS HA Ucxo 3aboJie-
BaHUs. OCTalOTC CIIOPHBIMU HEKOTOPbIE BOTPO-
Chbl: MpEeBAIMPOBAHME TMOPAKEHUS KAKHX
KOMITOHEHTOB (KJ1yOOUYKOB, MHTEPCTHLIMSA, KAHAIIb-
LieB) Urpaer OOJbIIYIO POJIb B MPOrPECCHPOBAHUU
3abonesanusa? Koppenupyer 1u crenesb kiybou-
KOBOT'0 [TOPaXXeHHS C TYOYIOMHTEPCTULIMAIBHBIMU
n3MeHeHusMu? Kakoit Xxapaktep rnopaxeHus Kiy-
00uKOB UMeeT OOJIBLIYIO MPOrHOCTUYECKYIO 3HA-
yUMOCTh? MOXKeT JTH 00 BEKTUBHBIH METO 1 OLIEHKH
CTENEHH TMCTOJIOMHYECKOTr0 MOBPEXKAeHUs ObITh
PasBUT M MCIOJIB30BAH IS IIPeJICKa3aHusl novyey-
HOI1 BbDKHMBaeMOCTH?

MeToa nonyKoIM4YecTBEHHOH OLIEHKH TSIKECTH
nopaxkeHus Brepsblie Obul pazpaboran G.L.Pirani
u L.Salinas-Madrigal juis usyueHus riomepyio-
HepUTOB, a B JanbHelHIeM ObLT MOAUDUILIHPOBAH
Y IIPUMEHEH HEKOTOPBIMU HcciefoBaTensaMu k [gA
neponatuu [41]. ITosxke S.R.Meadow 1 coasr.
pa3paboTajiy rUCTOJIOTUYECKYIO KJIACCH(DUKALIUIO,
MO3BOJISIOLIYIO TPEACKA3aTh UCXOJ TIIOMEpPYJo-
Hedpura npu 6onesnu llenneitn-I'enoxa, koTo-
PBIF UMEET CXO/AHYIO I'MCTONOTMYECKYIO KAPTUHY C

IgA
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Tabnuua 1

Knaccudukauus mopdonormieckux uaMmeHeHuin B noyeyHol TkaHu npu IgA Hedponatum
(no S.M.K.Lee u coasr. [41,42]).

Cragum KnyBouykoBbie nameHeHns TyByNnouHTEPCTUUMANLHBIE U3MEHEHWs

1 nasHbIM 06pa3om HopMa. MHorpa Hebonslwoe yeenuyeHe | OTCyTCTBYIOT
Me3aHrug (CermMeHTapHoe) ¢ Hanuynem unu 6es Hannuma
rMNepKNeTOYHOCTH.

2 < 50% kny604KOB C O4aroBoW MesaHruansHon nponudgpepa- | OTcyTCTBYIOT
unen n cknepo3oM. Peako — HeGonbLlmne nonynyHus.

3 OuddyaHaa mesarrnansHaa nponudepauns u ytonueHdne | Mapenka BuiRBnAaeTca hoKanbHbIA MHTEPCTULMANBHBIRA
(dpokanbHoe unu cermeHTapHoe). MoryT BbiTh HeBonblWwmre | oTek U nHduneTpauns, ATpodus kaHansues HabnopaeT-
NONYNYHWA U aaresnu. csl pefko.

4 BuipaxenHas auddysHan MesadrnansHas nponndepaumns | ATpodua kaHanbues, MHTEPCTULWANLHOe BOCnaneHune,
v cknepoa. [o 45 % knyBo4kos ¢ nonynyHuamMun, Hacto cer- | MHOraa MHTepcTUUMansHbLIe NEHUCTBIE KNEeTKU
MEHTapPHLIN UNK TOTankHbLIN FMOMEepYNoCKNepoa

5 WNameHeHnqa, aHanoruyHele cT.4, Ho Bonee BolpaxeHHble. | MameHenus, aHanoruyHbie cr.4, Ho 6onee BbipaxeHHble.
Bonee 45% knyBo4KOB C NONYNYHUAMMN,

IgA nedpomnatueit [46]. DT0 B CBOIO 04epe/b MpH-
Besto S.M.K.Lee 1 coaBT. K MBICIIH O TOM, 4YTO JaH-
Hasd KlacCHPUKALUI MOKET ObITh MPUMEHEHA
HerocpeacTBeHHO k [gA Hedponatuu. B 1982 rony
nocjie Hekotopoit moaudukaunu S.M.K.Lee BbI-
JIETIUN cleaylolue ctaauu 3adoneBanus [41,42]
(tabim. 1).

S.M.K. Lee 1 co4BT., HCIONB3Yys 3Ty KJIaCCH-
(ukaumio npu odbenenosanuu 20 napueHToB ¢ IgA
HedpoInaTHeil, OKa3aIu BbICOKYIO CTEIIEHb KJIIMHU-
KOTATONOTHYECKOH Koppensuuu. BeisiBiieHo, uTO
70% naumenToB ¢ 4 u S c1. gocrurau XITH 3a Bpe-
Msi HabJoaeHus (6,5 nert), B TO BpeMs KakK nalmeH-
ThI C | — 3 cT. umenu Oosee OIArONPUITHOE TEYEHHE
3aboneBanus [42]. C 1982 roga pe3ysbTaThl, M0Yy-
YEHHbIE B X0/1€ UCCIIe10BAHUS MHOTHX Py 00/b-
HeIX ¢ IgA Hedponatueid, NOATBEPIAHIH
JIOTHYecKkoe 0DOCHOBAHHE ITOH KilacCH(DUKALIMH.
B.P.Croker u coaBt., D.Droz u coaBt., M.Levy u
coaBT., G.D’Amico u coaBT. OOHApPYXWIH, YTO
PUCK pa3BUTHUs MMOYEYHON HENOCTATOYHOCTH YBe-
JMYMBAJICS C POCTOM CTEINeHH KIyOOuKOBOIO Io-
BPEKAEHUS, KOTOPOE TaKXe 3HAYUTEIBHO
KOPPEIUPOBAJO C TSHKECTBIO TYOYTOMHTEPCTUIIH-
anbHbIX M3MeHeHU. B 1989 roay 3to taxxke 6b110
MOJTBEPKAEHO KopeickuM Hedpomorom H.S.Lee.
OnHaKo CO BpeMEHEM HEKOTOpbIE HCCIIEI0BATENH
CTOJIKHYJIACH C OIPe/Ie/IEHHbIMH ITPOOIeMaMH pac-
npedeneHus NaluueHTOB 110 YKa3aHHbIM IPyNnam.
['maBHBIM 00pa30M 3TO Kacaiaoch 3 CT. Kiaccupu-
kauuu S.M.K.Lee. B 1987 roay A.B.Magil u
H.S.Ballon obcnemoBanu 40 60sbHBIX € 3 CT. IO-
BPEXKIACHUS, YTOOBI 3aTEM OINPEIEIUTh FTHCTOIOTH-
YeCKMe M KJIIMHMYECKHE mapamMeTpbl, KOTOPbIE
MOKHO HCMOJIb30BATh [UIS MPEJCKA3aHUS CTEIEHH
nporpeccupoBanns 3abonesanus. Oum odHapyKH-
au, yTo 13 0bHBIX € (DOKAIBHBIM CErMEHTAPHBIM
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rJIOMEPYIOCKIECpO30M, 3aXBaThiBalolMM Oosiee
10% xnyboukoB, uMenu niuoxoit nporuo3s [44]. Co-
riacHo kinaccugukauuu S.M.K.Lee u coaBT., 3TH
MAalLMEHTBI MOTIM OBITh OTHECEHB! KO 2-# cTaauu,
KOTOpas IMpeArnoaraeT Xopoumi nporios. JIpy-
roit npobnemoit 3Toi KiaacCHPUKALMHU SBHIIOCH
HEJIOCTATOYHOE BbIAEIEHHUE UHTEPCTHLHATIBHOIO
(hubpo3a KaK HE3aBUCHUMOTO MPOTHOCTUUECKOTO
MoKasaTesIs N0YeYHOM BEDKUBAEMOCTH. XOTS O0Mb-
LUIMHCTBO UCCIIEI0OBATE/ICH BBIABIISIH, UTO TSHKE/TbIE
K1yOOUKOBBIE IIOBPEXKAEHHUS Yalle BCero Cornpo-
BOK/1a10TCSI BBIPAXKEHHBIM MHTEPCTHLIHAIILHBIM
(hubpo30oM, B HEKOTOPBIX Clydasix MOCIEAHUI He
BBISIBJISIJICS, M [MOYE€YHAsl BLBDKHUBAEMOCTh ObllIa XO-
pouueii [30]. C apyroit cropoHbl, BbIPpaKEHHbIH HH-
TepcTUUMaNbHBIH (Gubdpo3 Oe3 nopaxeHus
KJ1yDOUYKOB MPUBOMI K TNIOXOMY Mcxoay. [ToaTo-
MY MOSIBUJIOCH TPOTHUBOPEUHE: K KAKOH rpyrire oT-
HOCHTBH Takux nauueHtoB? B urtore B 1996 roay
M.Haas MmoauduuupoBan kjiaccuPuKaLKIO
S.M.K.Lee u BbIIETUII ClIEAYIOIIME KJIACCHI (B aB-
TOPCKOM pelakLMu — oAKaccehl), (Tad. 2) [29,41].

Kak Bunno u3 tabn. 2, knaccuduxauns M.Haas
nocrpoeHa Ha knaccuduxanuu S.M. K. Lee. Otiu-
YHE COCTOUT B TOM, YTO OTAEIBHO BO 2-M NMOAKIACCE
aBTOP BBIJENUI MALMEHTOB C U3MEHEHUSIMHU 110
UMy GOKaJIbHO-CErMEHTAPHOrO TJIOMEpYJIOCKIIe-
po3a 0e3 mojynyHHit ¥ BbIPDAXEHHOIO MHTEPCTH-
MajbHOro (hubpo3a, TEM CAMBIM YETKO pa3/IeiuB
2-i ¥3-i MOAKIACCHl, MOCAEAHUI U3 KOTOPBIX
BKJIIouaeT nonynyHus. Kpome Toro, onpeaenexa
BaXHOCTb TYOYJOMHTEpPCTULMATBHOIO (hudpo3sa
KAaK IMJIOXOTr0 MPOTHOCTHUYECKOIrO MPHU3HAKA.
M.Haas oTHec TakuX NAILMEHTOB K 5-MY IMOJKIaC-
Cy, He IPUHUMAs BO BHUMAHUE THIT KIIYDOUKOBbIX
MOBPEXKACHUHN.

Crneyer OTMETHTD, YTO KJIACCH(UKALMS KaK
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Tabnuua 2

Knaccudukauua mopdonormyeckmx MaMmeHeHUi B noyevyHoi Tkaim npu IgA HedponaTum

(no M. Haas [29,41])
Knaccel | Kny6oykoBble M3MeHeHus TyBynouHTepcTUUManbHbe M3MEHEeHNs
1 MuHMManeHLIe rucTonrMyecke nameHeHus. B knybovkax He Gonee Yem | OTCyTCTBYIOT
MUHWMAanNbHOE YBeNuYeHue KNeTouToCTM Me3aHruda, 6e3 cermeHTapHoro
cknepoaa. MonynyHua oTcyTCTBYIOT,
2 B kny6oukax BLISBNAIOTCH GOKanbHLIE U CerMeHTapHele cknepotudeckue | OTCyTCTBYIOT
M3MEHEHWs, HanoMKUHaLWKe NepenYHbIi hoKansHO-CermeHTapHbIA rno-
Mepynocknepos, ¢ MUHUManbHbIM YBENMYeHUEeM KNeTOYHOCTU Me3aHrua.
NonynyHwus oTCYTCTBYIOT.
3 dokanbHbIA NponudepaTUBHLIA rnoMmepynoHedpuT. MMnepkneToyHocTb | OTCYTCTBYIOT
B 50 wnu meHee % kny6ouykoB. YBenuyeHue KNetoyHocTU MoxeT BbiTb
orpaHuieHo o61acTbio Me3aHrua, Nbo MoxeT HabniopaTeca o6Typaums
KNyBOUYKOBLIX KaNWNNAPOE NPoNUGEPUPYIOLMMK KNeTKaMn 3HA0TeNus.
MoryT npucyTCTBOBATL NONYNYHUS,
4 AunddyaHblii nponudepaTuBHLIi rnomepynoHedpuT. MvnepknetodHocTs | OTCyTCTBYIOT
umeeT mecTo B Bonee Yem 50 % knyboykor. Takxe kak B 3 KN., OHa MOXeT
OblTb CErMeHTapHoW W rnobansHoin. MoryT NpUCYTCTBOBAaTL NONYNYHUS.
5 YeTko BblpaxeHHble NPU3HaKW XpoHuYeckoro rnomepynoHedputa. bo- | Bonee 40% aTpodMpoBaHHLIX KaHanbLUes nam
nee 40 % knyB6o4KOB NONHOCTLIO CKNepo3upoBaHsl. JTiobGble rucTonoru- | NoTeps KOPKOBOro BellecTea NpK okpalluBaHum
Yyeckue NPosiBNeHUs NoBpexaeHns Kny6o4kos. meTonom PAS.Bonee 40% aTpodupoBaHHbIX Ka-
HanbLEB WM NoTeps KOPKOBOro BELLeCTBa Npu
oKpalmeBaHuM MeTogom PAS.

S.M.K.Lee, tak 1 M.Haas oTHOCHUTCS TOJIBKO K
THCTOJIOTMYECKHUM MPU3HAKAM, KOTOPBIE MOJIE3HBI
[U1s orpeienieHus nporHo3sa 3abonesanus. Hecom-
HEHHO, YTO BHEJIPEHHUE IPYTrUX KIMHUYECKUX Ma-
paMeTpoB, TAKMX KaK CTENEHb NPOTEHUHYPHH,
YPOBEHb apTEepPUATIbHON TMNEPTEH3UU, CTENEHb
MOYEYHOH HEIOCTATOYHOCTH HA MOMEHT BbIIIOJIHE-
HHst OMOICHH, B KQXK/ABIH U3 3TUX MOJK/IACCOB MOT-
710 Obl OBITH MOJIE3HBIM 1S TOCTPOEHUs Holee
3HAYMMOM MOJENU MpeacKka3aHus Mucxola rnoyey-
HOM MAaTOJIOIUU Y TAKUX MMALMEHTOB.

W3BecTHO, uTO npoTenHypus > 1 r/n, aprepu-
anbHas UIepPTeH3Us, CHUXKEHUE CKOPOCTH K1yboy-
KOBO# (DUABTPALMUM HA MOMEHT BBISIBJICHHUS
3a00/1eBaHKMs YXYALIAIOT MPOrHO3. DTO A0KA3aHO
B MHOTOYMCIIEHHBIX UCCIEIOBAHHUAX IPH PETPOC-
MEKTUBHOM aHa/iu3e OOJIbIIUX TPYIIT MAaLUEHTOB,
B TOM YMCJIE U C pa3/IMYHBIMU BapHaHTAMHU ITIOMe-
pyloHedpUTa, Y KOTOPBIX PUCK Pa3BUTHUS TEPMH-
HAJILHOH MOYEeYHON HEJOCTATOYHOCTH OMNpeleeH
Ha OCHOBE KJIMHMYECKUX U TMCTOJIOMMYECKHX MPH-
3HAKOB HA MOMEHT aeOroTa 3abonesanus [40,47,63].

[TpoTtennypust — KapAMHAIbHbII CHMIITOM JIIO-
D0Oro XxpoHuUyeckoro riiomepysioHeppura. OHa sB-
JISIETCA MAPKEPOM aKTHBHOCTH MMATOJIOTMYECKOrO
npouecca. Orpaxasi, ¢ OQHOI CTOPOHbI, BEIPAXKEH-
HOCTb MOP(OJOIMUECKUX U3MEHEHUH KITYOOUKOB,
MPOTEUHYPHS SBJISAETCH OLHUM U3 HEMMMYHHBIX
MEXAHH3MOB NPOrPecCUPOBAHUS NMOYCYHOH MaTo-
aoruu [1]. Camo no cebe MPOHUKHOBEHUE KPYITHBIX
De/IKOBBIX MOJIEKYJT Yepe3 0azalibHyl0 MeMOpaHy
KAYyOOUKOBBIX KANMULIAPOB, ME3aHIMH U 3MUTe-

JIMJIbHBIE KJIETKH MOXKET OKa3bIBaTh MOBPEXIal0-
ILee ACHCTBHE HA 3TH CTPYKTYPBI, TAK )K€ KaK U Ha
KJIETKH MU TENHS IPOKCUMAJIbHBIX KAHAIBLIEB, I1e
MIPOMCXOAMT YacTHUHas peadcopbuus npoduast-
poBasuierocs 6enka [2,14]. Bo-BTopbIx, NpOTeUHY-
pusi TNPUBOAHMT K Ppa3BUTHIO BTOPHYHOIM
TUMEPIUIONPOTEUAEMUU, HAKOTUIEHHE JKE JIUTIOT-
pPOTEHIOB B ME3aHTHAJIbHBIX KJIETKAX BEJIET K pas-
BUTHIO rinomepyrnockieposa [14]. Kpome Toro,
BbIPAKEHHAS MPOTEUMHYPHS MOKET BbI3bIBATH Ha-
pyLIeHUs arperaluuy TpoOMOOLIMTOB Yepe3 u3MeHe-
HHME cOCTaBa IJa3MeHHbIX OENKOB 3a CYeT
CHH)KE€HMs KOHLEHTPALUH CbIBOPOTOYHOTO anb0y-
MMHA, YBEJIMUEHHS ypOBHs pakTopa Bunnebpann-
Ta, norepu aHTuTpoMOGuHa 3. [losToMy oHa
CYMTAETCS OJHHUM U3 Haubosiee BaXHbIX MPOrHOC-
TH4eckux akropos [4,14,21].

ITo cpaBHEHHIO C IPYTUMU MOPGOIOrHYECKH-
MH BapHaHTAMH XPOHMYECKOTO TJIOMEpPYIOHe(pH-
Ta, npu IgA HedponaTuu nporeunypus 6onee 1 r/n
eue 6osee 3HAYUTENBHO yXYALIAET MIPOrHo3 3a60-
neBanus [47]. Kpome Toro, H10Ka3aHO, YTO HE TOJIb-
KO BEJIMYMHA POTEUHYPHUH, HO M €€ CENIEKTUBHOCTh
CYLLIECTBEHHO BIIMSIOT Ha ucxoxd 6onesnw 7, 31, 65,
66]. B npuHLIMIIE 3TO OTHOCKTCS HE TOIBKO K IgA
HedponaTuu, HO U KO BCEM IJIOMEPYJIONATHUAM,
conpoBoxaarmumMmcs nporennypueit. O.Bakoush
¥ COABT. ONPENEsan UHIEKC CEJIEKTUBHOCTH MPO-
TeMHYpHUM Ha ocHoBe IgM. Bsuto BhigBIEHO, UTO
BBICOKMI MHJEKC 3HAUUTENIbHO KOPpPEeIupoBas ¢
Gonee BbIpa)KEHHBIMU MOP(OIOrHUECKUMH H3Me-
HEHHUSIMHU, B TO BPEMs KaK CTENEHb aIbOYMUHYPUH
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He HOCHIIa TaKol cBsa3u. Takum oOpaszom, onpe-
jensist ypoBenb [gM Moun, 4TO fABISETCH TEXHU-
YECKH HECIOKHBIM U MOXET ObITh BBIIIOJIHEHO B
n000ii naboparopun, MOKHO GoJlee HAAEKHO
IIpe/CKa3aTh CKOPOCThb MpOrpeccupoBaHus 3abo-
nesanus [7].

Kaxk u3BecTHO, MaKporeMaTypust sBIsSETCS O/1-
HUM U3 Beaylux cumnromMor IgA Hedponatuu.
[MTosinenue ee B nebrore 3a001€BaAHNS U PELIMAN-
BUPYIOIMH XapaKkTep B MOCIEAYIOIIEM ABIAIOTCS
0JIarONpUATHBIMH MTPOTHOCTUYECKMMH TIPU3HAKA-
mu [10,21,50]. Takxe GnaronpusiTHbIN MPOTHO3 OT-
MEUEH I1PU M30JIMPOBAHHOM MUKporeMatypuu [3].
[Tpuuem BaxxHas polib TOrO CUMIITOMA B [TPOTHO3E
007€e3HM MOATBEPKIAETCH OTCYTCTBUEM PA3THYHIA
B BbIZKMBAeMOCTH OO0JILHBIX C M30JIMPOBAHHOMN rema-
TypHeit U 1pu codeTanuu ee ¢ nporeunypueit [10].
CpaBHeHHMe rpynn ¢ Makpo- U MHKpPOTeMaTypHueil
110Ka3aj10, uTo y OOMBHBIX C MAKpOreMaTypHe me-
HEe BbIPAKEHA KIMHHUYECKas U MOP(poIornyecKas
CUMIITOMATHKA M J0JIbLLIE COXPAHAETCA JOCTATOY-
Hast pyuxums novek [9,28,29,68]. C apyroii cropo-
Hbl, HA (POHE 3MU30/I0B MAKPOTEMATYPHH MOXKET
Pa3BUBATHLCS TPAH3UTOPHOE CHHWXKEHHE (YHKLMHU
MMOYEK, YTO CBA3AHO, KAK YKa3bIBaIOCh BbIlLE MPH
ONMUCAHUU MOP(OJIOrHYECKUX U3MEHEHHUH, C TTOSIB-
nenueM TybynsipHoro nekposa [28,54]. ITporuoc-
THYECKOE 3HAUEHHE TAKOro COYETAHUS IIPU3HAKOB
npoaopkaer uzydarbes. [1o JaHHBIM HEKOTOPbBIX
ABTOPOB, MMHU30/1bI OCTPOH 0OpATUMO# a30TeMUH
o6naaloT OTPULATEIBHBIM MPOTHOCTHYECKUM
Biusinuem [11,12].

C tex nop, kak Volhard B 1918 roay Bnepsbie
OTHEC APTEPUAJIbHYIO TMIEPTEH3HIO K (pakTOpam,
YXYALALUM POTHO3 rioMepyionedpura, ee
BaXKHAs POJIb B IPOIPECCHPOBAHUM 3a00JIEBAHHS
[oKa3aHa J0CTATOYHO ONPEAEIEHHO B 3HAUYHUTEIb-
HOM KOJIMYECTBe pabOoT MOCIEHEr0 BPEMEHH 1S
pasiinuHbIX Mopdosorunyeckux sapuantoB XI'H,
B TOM umcie u s IgA negponatun. Yxymenue
[POrHO3a MPH aHAJIN3e BBIKMBAEMOCTH CBSA3bIBA-
IOT € BBIPAKEHHOCTBIO APTEPUANILHOM THIIEPTEH-
3MM, €€ Y4aCTOTOM M OCIIOKHEHMSAMHM, a TaAKKe C
PUCOEMHEHHEM €€ B PAHHHE CPOKH OT MOMEHTA
Havana saboneBanus. OHAa MOKET ABJIATHCSH KaK
MapKepOM rMCTONATOI0TMUECKUX U3MEHEHHH, TAK
M 0Ka3blBATH CAMOCTOSITEIbBHOE MOBPEXKIAIOLLEE
aeiictBue Ha HeppoH. Y.Osawa U coaBT. JI0Ka3aIH
B cBOel pabote, 4TO MojIepKaHne ONTHMAIbHO-
ro ypoBus A/l (cucronnyeckoe AJl <120, quacro-
smueckoe AJl <80 MM.pT.CT.), NPEeATIOKEHHOIO
BO3 B 1999 roay. npegoTBpaliact pasBuTHe Bbl-
PaKeHHOT'O MMCTOJIOIMUYECKOro nopaxenus [52].

[To manneiv Y.Konishi # coast., y nauneHToB
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¢ IgA HeponaTueil BoIsIBIICHA COJIb-UYBCTBUTEIb-
HOCTb apTepUalibHOTO AaBienus [39]. B xoae npo-
BE/IeHHs JTAHHOM paboThl ObLT BBIBEAEH MHIEKC
COJIb-HYBCTBHUTEIILHOCTH, MPEACTABIIAIONIMI cOOO0Ii
3aBucUMOCTb AJl-3KcKperust HaTpus Ha poHe ABYX
JMET — ¢ OOBIYHBIM COAEPIKAHUEM COJIM M OIPaHu-
yeHueM ee rnpuema. OcHOBHaAs eIk ITOM padoThI
~ ONPEAENTD, NOSABIAETCS JIM ITA COMb-YYBCTBH-
TENBHOCTE 10 (POPMHUPOBAHUS apPTEPHATLHOMN I'H-
MEPTEH3UH U CBSI3aHA JIM OHA C TMCTOIONHYECKHMH
u3meHeHuaMu. [TokaszaHo, YTO MHAEKC YYBCTBH-
TEIBHOCTH, BBIPAKEHHOCTh MIIOMEPYJIOCKIEepo3a 1
TYOYJIOMHTEPCTULHATILHOIO TTOBPEXACHUS ObLIK
3HAYMUTENBHO Bhllle y nauueHToB ¢ AJL 120-139/80-
89 MM.PT.CT., PACIIEHEHHOT0 KaK «BLICOKOHOPMAJIb-
Hoe», U y nauuenToB ¢ A/l >140 / >90 mm.pT.cT.,
PACLIEHEHHOTI'O KaK FMIIEPTEH3US, YeM Y OOJIbHBIX ©
AJ1 <120/<80 MM.PT.CT., PACLICHEHHOI'O KAK «OITTH-
MasibHOe». MHIEKC UyBCTBUTEILHOCTH 3HAUMMO KOP-
PENMPOBa € BBIPAKEHHOCTBLIO MIIOMEPYIIOCK/ICPO3a
1 TYOYJIOMHTEPCTULIHAIBHBIX U3MEHEHMIH. Y NaumeH-
TOB 2-i1 rpynnsl (BeicOKoHOpMansHoe AJl) orpaHu-
yeHue noTpebaeHus MOBAPEHHOM CONM ¢ AHETOM
cHikano AJl 10 oNnTUMAILHOTO YPOBHS H YMEHb-
wasno nporenHyputo. ITpu sTom npeanonaraercs.
4yTO Yy nauueHToB ¢ IgA HedponaTtHeil colb-uyB-
CTBUTEJIBHOCTD APTEPUATIBHOTO JIABICHUS, CBA3AH-
Hasl C THCTOJIOTHYECKUM TTOPaKEHHEM, NOABIISCTCS
panblue camoit runeprensuu. Kpome toro, nosisu-
JUCh pabOoThl, YKA3bIBAIOLIME HA TO, YTO OTATOLLIECH-
Has HACJEACTBEHHOCTb MO AapTepHalibHOIl
THIIEPTEH3UH caMa Mo cede TaKkxkKe ABJISETCS He3a-
BHCHMBIM (aKTOPOM PHCKA MPOrpeccupoBaHMS
3abonesanusg [43].

Pouib TAaKOro BaKHOro KJIMHHUYECKOro MoKasa-
TENA, KAK KOHLUEHTPALMs KPEaTHHHHA B KPOBH H
ero KJIMpEeHca B MPOrHos3e 11000ro XxpoHHYecKoro
rinomepynonedpura, npusHaercs OOJbIIMHCTBOM
aBTOpOB [5,33,36,57,64,67]. Baxxuyio posib KpeaTu-
HHMHA B [IPOTHO3€E IIIOMepYJIoHeppUTA TAKIKE 10/
TBEP)KAAIOT OOJIee MM MEHEe YAauyHble MOMNbITKH
onpejesieHus UHAMBUAYAJILHOIO MPOrHo3a ¢ Mc-
MOJb30BAHUEM MOJEIIeH, OTPAKAIOLIHX IMHAMUKY
KJIMpeHCca KpeaTHHHHA. ;

Nudopmanus o BbIpaXeHHOCTH KpeaTUHHHE-
MHH 1 M3MEHEHHUsX KiyOouKoBOil (UIbTpALIK
MOJKET OBITh ITOJIE3HA HE TOIBKO B ClIyyasx ¢ Ornpe-
JIeIEHHOM a30TeMHel, HO U B MOTPAHHYHBIX CI1y-
yasx. Tak, noseieHue KpeaTuHuHa yxe 6omee 0,13
MMOJIB/JI CUUTAIOT MAPKEPOM HEOIAronpUATHOTO
MPOrHoO3a, MOCKOJIbKY OHO NPUBOAMT K CYLIECTBEH-
HOMY CHIDKEHHI0 BbKkUBaemocTH [4,10,64]. [To Beeit
BUJIMMOCTH, BaXKHas poJib KOHLIEHTPALMH CLIBOPO-
TOYHOIO KPeaTHHUHA B [IPOTHO3E [JIOMEPYISAPHBIX
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3a0o0seBaHMil MOUYEK OOBICHSAETCH TECHOM CBA3BIO
JIAHHOT'O 110Ka3aTelIs C TAKMMM BaXKHBIMH MOP(O-
JIOTMUYECKHUMU Y KIIMHUYECKUMH MapaMeTpaMiu, Kak
BBIPAXKEHHOCTH TYOYJIOMHTEPCTUIIMAIBHBIX H3Me-
HEHUI M Me3aHr HalIbHOM npoJiudepauuu, riodaib-
HBIM CKJIEpO30M KJIy0OuKOB, oOpa3oBaHuem
MOJIYIYHUH, APTEPHOJIOTHATIMHO30M, apTepHalb-
HOI runeprexsueit, nporeunypuei [5,45,50,60].

Taxum oOpasom, onpeneseHne ypoBHS KpeaTH-
HHHA CBIBOPOTKH KPOBH SIBJISIETCS CKPUHUHTOBBIM
TECTOM JUISl BbIABJIEHUS! HAPYILIEHUS (PYHKLMHM T10-
uek. OIHAKO OUEeHb HYAaCTO MPH HOPMAJILHOM YPOB-
He kpeatuHnna CK® okaspiBacTCs CHUKCHHOI, U,
C/IEI0BATENIBHO, MOKET CBUIACTE/ILCTBOBATE O Ha-
YaJIbHOM HapyleHUH QyHKuuM nouek. Tak, mpu
ucese/10BaHun 00JbIIoN rpynibl 6onbHbIX B Ka-
Haze ObUIO BBISIBJCHO CYLIECTBEHHOE NpeobJiajia-
HHE 3HAUYMTEIBbHO HAPYLWEHHOH (DYHKLIMU MOYEK
Cpe/ld MALMEHTOB, NMEIONIMX HOPMAJIBHBIH YPO-
BeHb KpEaTHHUHA ChIBOPOTKH [23].

H3BectHO, uTO HapymieHHass QYHKIHS MTOYEK
NP [EPBUUYHOM BbISIBJIEHUH 3a00JI€BAHUS SIBIISI-
€TCs 0Y€Hb BAXKHBIM MPEAMKTOPOM PA3BUTHS TEP-
mMunanbHoit XITH. DTo nmoka3aHo MHOrMMH
MCCIIEA0BATEISAMU [IPH  PETPOCIEKTHBHOM aHallu-
3¢ 0OJBIIMX Py NauueHToB ¢ IgA Hedponaru-
eil. [lns cratucTuyeckoi 0OpabOTKH MOTyYeHHBIX
JAHHBIX MCIOJIB3YIOTCS PA3IYHbIE TTPOrPAMMBbI,
HO Yallle BCEro — PerpecCHOHHBIH aHaJIUu3 U MO-
JleNlb MPONOPLUUOHAIBHBIX MHTEHCHBHOCTEH Kok-
ca, WAANTHPOBAHHAS K AHAIWU3Y JAHHBIX THIIA
BPEMEHH JKU3HH. DTOT CTATUCTHUECKHUIA METO/1 0~
3BOJISIET [PH NAPAJUIE]IbHOM aHAIU3e COBOKYITHO-
CTH Pa3/IMYHBIX [1APAMETPOB BbISBIIATH PHU3HAKH,
KOTOPbIE 3HAYUMO M HE3ABUCUMO OT JIPYT'UX BIIUS-
10T HAa JUIMTEJILHOCTD JI0KHMTHS J10 ONPEAETIEHHOTO
MoMeHTa, Hanpumep, passutus XITH unn cmeptu
OonbHOro ot ypemuu [17,18]. C apyroii cTtoponsl,
MOINbITKH OLIEHKH BJIMSHUS HA MPOTHO3 3a00j1eBa-
HHS TOJIBKO OJHOI'O MPHU3HaKa, 6e3 yuera ero casi-
31 C JPYTHMH, MOI'YT NMPUBECTH K HEAJEKBATHBIM
BbIBOJIAM M3-3d TECHBIX B3aUMOCBS3EH Hccreaye-
MBIX ITapamMeTpos Mexay codoil. [TosTomy B Teue-
HUE TOCJCAHHX JIET BCE LIHPE NMPHUMEHSIOT
MYJIbTHBAPHAHTHBIE METO/1bl BBIABIIEHHS IPOTHO-
CTMYECKH 3HAUUMBIX (PAKTOPOB, KOTOPbIE B HACTO-
siLLee BpeMs ABJISI0TCA Hanbosiee a1eKBaTHBIMHM JUIS
petleH s HacTosALIEeH npo0J1eMbl U ITO3BOJISIOT MAK-
CUMAJIbHO NMPUOIHU3UTBLCA K MHAUBMAYAIbHOMY
nporuo3y [8].

Taxum obpasoM, B pe3ysibTaTe MHOIOUYUCIICH-
HbIX MCCIIEIOBAHUI ObIJIO BBISIBIIEHO HECKOJIBKO
(akTopoB. yXyAIIAIOLWMX TPOTrHO3 3ab0eBaHus.
K HMM, Kax yKe yKa3bIBaja0Ch BbIlE, OTHOCAT CTe-

IEHb IPOTEUHYPHH, APTEPHATILHYIO THIIEPTEH3HUIO,
BBIPAKEHHOCTh FHCTOJOIMUYECKUX M3MEHEHHI, a
TAKKE HapyuieHue (PYHKUMU MOYeK HA MOMEHT
BbIsiBNIEHUS 3aD0neBanus. OAHAKO TOJIBKO HEOOIIb-
moe yucno 6onbHbIX ¢ [gA HedponaTtuein umeroT
IIOYEUHYIO HEJIOCTATOYHOCTH B JIe610Te 3a00/1€Ba-
HUS, M €€ HATTMYHE MAJIO [MOMOTraeT MpeacKa3aHuIo
TEMIIOB IPOrpeccHpOBaHUsT 3aboNeBaHus.
L.P.Bartosik u coaBt. B cBO€H paboTe, HCIOJIb3Ys
O/IHOBAPHAHTHBII MMHEHHBIH PerpecCMOHHBIH aHd-
W3 U MOWAroBYI0 MHOKECTBEHHYIO JTUHEHHYIO
pErpeccHio, MormnbITAIUCh ONPEACTUTD CBI3b MEXK-
Jly BO3MOMHBIMHU MPEAUKTOPAMU 3a00JIeBAHUS H
CHUYKEHHEM CKOPOCTH KITyDOUKOBOM (pHIIbTPALIMH,
KOTOpas Oblja pacCUHTaHa 10 KIMPEHCY KpeaTH-
HHHA ¢ ucrionb3oBanuem Metojia Cockceroft-Gault.
ABTOpBI NPUILLTH K BBIBOJLY, YTO TOJILKO JIBA Ia-
pameTpa U3 BCEX BBIICICHHBIX MPHU MPEIbIIYIINX
HCCIIE/IOBAHMAX HMEIOT 3HAYEHHE — 3TO MPOTEHHY-
pHs M Cpe/lHee apTepHalibHOE AaBJIeHHE 3a BpeMs
Habmoaenus. ITo uX JaHHBIM, FHCTOJIIOIMYECKHE
KPUTEPHH HE UMEITH ITPOTHOCTUYECKON 3HAUYNMOC-
TH. TONABKO TsKeTas CTeneHb HHTEPCTULHAIbHbBIX
M3MEHEHMI KOPpPEeIMpoBaa ¢ YpOBHEM CHHIKEHUS
CK® mpu nmpoBeIcHUH OTHOBAPHAHTHOTO aHa/IH-
34, B TO BPeMsl KaK INMPEALIECTBYIOLINE MCCIIEI0Ba-
HHS BBIABJIA/IM CBA3b KAK IIIOMEPYJIOCKIEPO3a, TAK 1
MHTEPCTHLHAIBHOrO (UOpO3a C PUCKOM pa3BUTHS
tepmuHanbHOi XITH [20,38.61]. B sT0it pabote BbI-
ABJICHO TAK/KE HEPABHOMEPHOE pacripeziesieHue 00Jib-
HBIX [10 PA3/IMYHBIM KJIACCAM JIBYX MMCTOJIOTHYECKHX
knaccupukauuit SM.K.Lee n M.Haas [8]. Takum
obpasom, aedaThl O rHCTOJIOrMYECKOit olieHke IgA
HedponaTHH NMPOJOKAKTCA H SAUHOM TMCTOJIOIH-
YEeCKOil KimaccupUKaLMM MoKa He BbIpabOTAHO.

[TocTostHHO NOSBNAIOTCS pabOTHI ¢ ONMUCAHHEM
HOBBIX (PAKTOPOB, BIUAIOUIUX HA MPOrHO3 3abote-
BaHMsA, MPOJOIKAIOT U3YHaThCs YXKEe HU3BECTHbIE
MPEAUKTOPLl PUCKA TEPMHUHAJILHOI MOYeYHOil He-
JOCTATOYHOCTH. B yacTHOCTH, G01bIIOE BHUMAHNE
B [1OCJIE[IHEE BPEMS YICISAETCS FEHETHYECKOMY I10-
numopdusmy IgA HedpomnaTun [26], B HECKOIBKUX
paboTax rnokasaHo, YTO OKUPEHUE SIBIIAETCS TAKKE
(haxTOpOM pHcKa nnporpeccuposatus IgA Hedpona-
Tiu [13]. J.Syrjanen u coasr. [59] 1 R.J.Johnson u
COaBT. [34] B cBOMX paboTax OTMETHIIH, YTO TUIEp-
TPUIITHLEPUIEMUS H TMIIEPYPUKEMHS BCTPEYAIOTCSI
B HA4Ya/IbHOM CTAJMH IOYeYHOH HEAOCTATOYHOCTH
yalle, YeM paHblie cCYUTanoch,. OHU MPEANONoKH-
s, uTo npu IgA HedponaTuu 3ti GaKTOpbl MOTYT
OBITH BOBJIEUEHbI B-NPOrpeccCUpoBaHie 3a60eBa-
Hus. Tak uin uHaye, KOJIMUECTBO paboT Mo JaHHOI
TEME HEBEJIIMKO U 3Ta npobdiiemMa Npo10osKaeT H3y-
YATBCH.
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