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Y 6onpHBIX ¢ CKB, nporekaromeii ¢ ADC, BO3MOKHO coueTanue ADC-acCOMHPOBAHHOH HE(POIIATHH C BOJI-
YAHOYHBIM HEPPHTOM, YACTOTA TAKOI'O COYETAHUA MOKET COCTABIIATH 10 32-68% ciryyaeB. KiimHuYeCcKue mpo-
apiaeHnsa AOCH u ta:xenoro BH - aprepuaibHas rHIEPTEH3HA, HAPACTAIOMIAA [I0YECIHAA HEJOCTATOYHOCTD —
CXOJIHbI, H 329ACTYIO TOJBKO JaAHHBIE OHOIICHH ITOYKH IIO3BOIIIOT poBecTH audhepeHITHaATbHbIH JHATHO3,
BIUSIONIHI HA TAKTHKY JiedeHHs1. [loBTOpHbIE HE(PPOOHOIICHH HEPETKO TO3BOIIIOT BBLIBUTH TPaHChOpMAIHIO
oxuoro kn1acca BH B gpyroit, rpancdopmanuu pud@ysnoro nporudeparusaoro BH B MeMOPaHO3HBIN MOKeT
CIIOCOGCTBOBATH YCIIENIHAS HMMYHOCYIPECCUBHASA Tepanusi. [IpHBOIUMBII CTy4art ;yinreasHoro Tedenus CKB
¢ BH IV xiacca ¥ pa3BUTHEM B IIEPHO]] 000CTPEHHS TAKETOM II0YECIHOM HETOCTATOTHOCTH, O0YCIOBICHHO IIPH-
coequHeHHneM APCH, WUIIOCTPHUPYET TPYIHOCTH JUATHOCTHKH, KOTOPAA OKA3aJ1ACh BO3MOKHOM TOJIBKO IIPH
BBITIOJIHEHUH JIBYX HE(DPOOHOIICUIT C HHTEPBAJIOM B 7 MECAIIEB U IIOBTOPHOM HCCIEIOBAHUH KPOBU HA HAJIH-
yHe pa3nTuaHbIX aHTHTeN K hochorunmumam. [lIokazaHa TAKKe BO3MOKHOCTH YCIICNTHOI'0 iedeHus Kak BH, Tak u
A®CH npu n1puMEHEHHUH MACCUBHOM HMMYHOCYIIPECCHBHOH, 4 3aT€M U aHTHKOATY/LIHTHOH TEPAIIMH B COYETA-
HuH ¢ Iwa3magepesom. Ha pone neuenust ormeuena rpancdopmaiusa BH IV knacca B V KIace, mocie 22 MecsiieB
TEPAHH YJATOCH JOCTHYb YACTHIHOT'O BOCCTAHOBJICHHA (DYHKITUU ITOYEK U MPEKPATHTD IIPOIEyPHI I'eMOTHA-
JIN32, PEMHUCCHSA B T€ICHUE MOCIETYIONIUX IIOTyTOPA JIET IO/JIEPKHUBACTCSI IIPUMEHEHHEM HeOOIbIINX 03 KOP-
THKOCTEPOHIOB 1 MUKO(E€HOIATOB B COYCTAHUH C HEIPIMBIMH AHTHKOATY/LIHTAMH.

Combination of lupus nephritis and antiphospholipid syndrome nephropathy may occure in patients with SLE,
complicated with antiphospholipid syndrome, in 32-68% of cases. Clinical manifestations of antiphospholipid syn-
drome nephropathy and proliferative lupus nephritis, such as arterial hypertension and progressive renal failure
may be similar, and often only renal biopsy can help to make a proper diagnosis and choose adequate treatment
strategy. Serial renal biopsies may help not only in assessing degree of activity and the progression of chronicity of
lupus nephritis, but may also show possible class transformation. Transitions in lupus nephritis are not unusual
and almost any class has been documented to go to any other class. Successful treatment of diffuse proliferative
lupus nephritis may result in the transformation to membranous LN. The pediatric patient with biopsy proven LN
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class IV developed flare with dialysis-dependent renal failure due to superimposition of thrombotic microangiopa-
thy. The case illustrates the difficulties of diagnostics, only the second biopsy, performed 7 months later and after
4 month of aggressive immunosupression with steroids and cyclophosphamide, indicated the presence of throm-
botic microangiopathy with glomerular ischemia and transformation of the LN to class V. Interestingly, there were
no other clinical symptoms of APS, anticardiolipin antybodies were in normal range, and only presence of lupus anti-
coagulant, found after second biopsy, supported diagnosis of APS. Addition of long-term anticoagulant therapy lead to
partial restoration of renal function, so that patient became dialysis-free after 22 months of treatment. Supportive
treatment with low-dose steroids, mycophenolates and warfarin allows to maintain remission over 18 months.

JO HegaBHErO BPEMEHU BOIYaHOYHBIA HedpuT (BH)
CYUTAJICA OCHOBHOU (POPMOY MOPAKEHUA IIOYEK, OIIPE/IE-
JISTIOIIEH IPOTHO3 OOIBHBIX CUCTEMHOI KPACHOU BOTYAH-
kon (CKB). ITaTonorusa BHYTPUIIOYEYHBIX COCYIOB, BIIEP-
Bple onucannas P. Klemperer u coasr. [18], y 601bHBIX,
yMmepmux o1 CKB, NpakTu4eCcKy He IPUBIEKAIA K ceOe
BHUMAHUA HE(PPOJIOrOB. BMECTE C T€M U3BECTHO HECKOJIb-
KO THIOB TOPAKEHNS COCYAAUCTOTO pyciia movyek npu CKB:
BOJIYAHOYHAA BACKYJIONATHA, BOTYAHOUHBIA BACKYJINAT U
TPOMOOTHYECKAS] MUKPOAHTHONIATH [4, 5, 26]. Bomaanou-
HYIO BACKYJIOIIATHIO OIPEAECIIAIOT KAK OTJIOKECHUE B KAIIWI-
JLIPAX KIYOOUYKOB U APTEPUOIIAX «TUATHHOBBIX TPOMOOBY,
MIPEICTABIBIIOMMUX COOOM JIEMO3UTH UMMYHOITIOOYTMHOB
Y KOMIIOHEHTOB KOMIUIEMEHTA, O€3 BOCIIATUTEIbHON HH-
UIbTPAIMK COCYIUCTOM CTEHKH [9, 20]. TToa BOIYaHOY-
HBIM BACKY/JIUTOM IIOHUMAIOT UCTUHHBIN HEKPOTU3UPYIO-
MMM AHTUUT C KICTOYHBIMUA HH(PWIBTPATAMU B MEIUU AP-
TepUIl. BOMYaHOUHAS BACKYIONATHS — HAUOOJIEE YACTBIA
THUII IOPAKEHUA COCYROB Ipu CKB, BOTYaHOYHBIA BACKY-
JIUT, HAIIPOTHUB, KA3YUCTUYECCKU PEOK, OJHAKO 00€ 31U
(pOPMBI UIMEIOT HEOIATOIPUATHOE IIPOTHOCTUIECKOE 3HA-
YECHUE U OOHAPYKUBAIOTCA, KAK IIPABIIO, Y NALUEHTOB C
npomudeparusabiM BH (III 1 IV K1accer) npu BEICOKOU
HMMMYHOJIOTMYeCKOH aktuBHOCTU CKB.

Tpomborryeckast MuKpoanruonatus (TMA) 10 HeJias-
HEI'0 BPEMEHU OCTABAJIACh HAMMEHEE U3y4EHHON (POp-
MOIT COCYJUCTON maTonorun nodek npu CKB. O1oT trn
MOPAXKEHUA COCYJOB MUKPOLUPKYJIATOPHOIO PyCa
IPEACTABIAET COOOM OKKIIO3UIO APTEPHIA MAJIOTO KaIUo-
pa, apTEPUOI U KATWUIIPOB KIYOOUYKOB TPOMOAMHU, CO-
AepkamuMu (PUOPUH U arPErHPOBAHHBIE TPOMOOLUTBL,
B OTCYTCTBUE IIPU3HAKOB BOCIIAICHUA COCYAUCTOH CTEH-
ku. B nocnepnue rogst TMA 'y 6ombabIX CKB cranu cBs-
3bIBATD C LUPKYIALNUEH aHTU(POCHONNUINAHBIX AHTUTEI
(a®JI) — anTuTen K Kapauonununy (aKJI) 1 BOI4aHOYHO-
ro aHTuKoarystuTa (BA) [6, 11, 13, 15-17], obyciiosinu-
BAIOMIMX PA3BUTUE AHTU(POCHOIUIUIHOIO CUHAPOMA
(ADC). Cerogna APC paccMaTpuBAIOT KAK AyTOMMMYH-
HYIO TPOMOO(DUINIO, TPOSBIIAIONYIOCS TPOMOO3AMH CO-
CYJOB PA3JIMYHON JIOKAIM3ALNN U KAIUOPa, B TOM YUCTIE
Y MAJIOTO, YTO (POPMHUPYET UPE3BLIYANHO OTUMOPPHYIO
KIMHUYECKYIO KAPTUHY, B PAAE CIy4a€B C PA3BUTUEM I10-
JUOPraHHON UImeMuu. Boipensaior nepsudnbiilt APC
(TTADC), xoraa runepnpoaykuus abJI 1 TpOMOOTHUECKHE
HU3MEHEHUS HE ACCOLUUPOBAHBI C KAKUM-TMOO PEBMATH-
YECKMMH, COCYJUCTBIMHU, MH(PEKIIMOHHBIMA U APYIUMU
3a6onesanusamy, U BTOpudHbId APC (BADC), nanbonee
4yacTo BCTpevaromumcsa npu CKB.

[Tpu [TADC TMA JIEXXUT B OCHOBE MOPAKEHUS ITOUEK
[3, 10, 14, 22, 23], MOITyYMBIIETO HA3BAHUE «HE(PPOIIATHA,
accouunposannas c APC (APCH)» [22]. Mopdonorndec-
k1 AQCH npejcrasiser co60i NHTPAPEHAIbHBINA BA30-
OKKJIFO3UBHBIN MTPOLIECC, COUETAIOIUI OCTPbIE TPOMOO-
3bl (CO6CTBEHHO TMA) C XpPOHUYECKUMHU COCYAUCTBIMU
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M3MEHEHUAMU. [locneiHne npeiCcTaBiIeHbl (PUOPO3HON
TUIEPIUIA3UEA UHTUMBI COCYAOB, APTEPUO- U APTEPHO-
JIOCKJIEPO30OM U OPraHU3YIOIUMUCA TPOMOAMU, B TOM
YHCJIE PEKAHATU3UPOBAHHBIMY, COYCTAHUE ITUX U3MEHE-
HUJ IPUBOAUT K (PUOPO3ZHON OKKIIO3UU MOPAKEHHBIX
COCYZIOB U BBI3BIBACT PA3BUTHE OUATOB CYOKAIICY/LIPHOM
HIIEMUYECKON aTPO(pUU KOPHI B ux daccerine. Takum 06-
pasom, AOCH asisercs 601ee IMUPOKUM TOHATUEM, 10-
CKOJIbKY BKIIOUAeT B cebs HE TONbKO TMA. Ha npaxruxe
BO3MOXHO cymecTBoBaHue AQCH 6e3 TMA, KOTOPYIO
BBIABJIAIOT JIMIID B 339% MOYEYHBIX OUONTATOB Yy OOJIbHBIX
A®DC, Tor/1a KaK T€ WM MHBIE IPU3HAKNA HEPPOCKIEPO-
32 — B65-75% [22]. Coueranue TpoMOGOTHUECKOE 1 (prb-
PO3HOM OKKJIIO3UM MEJIKUX BHYTPHUIIOUEYHBIX COCYLOB,
BEAYILIEE K PA3BUTHIO UIIEMHUYECKOTO IIOPAKEHUA [TOUEK
npu ADOC, ABA€TCA XapaKTEPHBIM IPpU3HAKOM ADCH, o1-
paxaomuM 0CO6eHHOCTH TeyeHUsI ADC B 11€JIOM KaK
XPOHHUUYECKOT'O BA30OKKIIO3UBHOTO IIPOLIECCA C PELUIU-
BAMHU OCTPBIX TPOMOOTHUYECKUX SMU30A0B. KilmHU4YeCcKue
npossiaenna ACCH HecnenupUyIHbL U IPEACTABICHLL AP-
TEPUANbHON runepToHuent (Al), Kak paBuiIo, TKEIIOH,
Y HAPYMICHUEM (DYHKIIMH [TOYEK, MOYEBOM CUHPOM BbI-
PaXeH YMEPEHHO JIMOO OTCYTCTBYET.

Passutne AOCH BO3MOXHO 1y 601pHBIX CKB, ipore-
Karomen ¢ BAOC. B 60nbIIMHCTBE CIy4aeB 3TOT THII CO-
CYAMCTOM IIATOJIOIMU codeTaeTcs ¢ BH, 1 yacTroTa Takoro
COoYUeTaHus CoCTaBisIeT 32—-68% [1, 8, 20, 21, 29]. OaHaxko
y HeOObIIOro unciaa 60abHbIX CKB AOCH MoxeT ObITh
€IUHCTBEHHON (POPMOI NOPAKEHUSA [TOYEK, PA3BUBAACD
B OTCYTCTBUE MOP(OIOTMIECKUX TPU3HAKOB JIOITyC-He-
dpura 7, 16,19]. IIpy 3TOM KIMHUYECKAS KAPTUHA, TIPEI-
CTaBJIEHHAA Al' 1 HAPACTAIOMEH TOYEYHOHN HEJOCTATOY-
HOCTBIO B COYETAHUU C NMPOTEUHYPUEH U T'eMaTypUeH,
HMUTHPYET OLICTPOINIPOrpeccupyromurt BH, v iumb gan-
HBbIE OMOTICUHU TIOYKHU MO3BOJAIOT JUPPEPEHITUPOBATD
rnomepyaoHedput or TMA 1, COOTBETCTBEHHO, OIPE/IE-
JIIOT BBIOOP TEPAIIEBTUYECKOMN TAKTUKMA. DTO OCOOEHHO
BAKHO, €CJIA YUECTD TOT (PAKT, YTO y YACTH IMALUECHTOB C
CKB A®CH MOXeT OBITh €JUHCTBEHHBIM KIMHUYECKUM
npu3HAKOM BADC U BBIABIATLCA B OTCYTCTBUE APYIUX
TPOMOOTUUYECKUX NIPOsIBIEHUI [8]. Takum 06pasom, oue-
BU/IHA HEOOXOJUMOCTD HE TOJIBKO BBIIOJIHEHHS GUOIICUN
oYKy BceM nmanuenTaM CKB ¢ npu3HaKaMy NOPaKEHUS
novek ¥ adJI; HO M TOBTOPHOM OUOIICHH B CITy4d€ TPAHC-
(popmay KIMHUYECKON KAPTUHBI HE(PPOIATHUHN U/ WIN
nosBaeHUA paHee He onpegenasmuxcsa abJI. Mopdoio-
IMYECKOE UCCIIEAOBAHUE JAET BO3ZMOKHOCTD HE TOJBKO
BEPU(PULIHUPOBATL XAPAKTEP MATOJIOIUH IIOYEK, HO U B
psaze cay4daeB AUarHoCTupoBaTb APC 1 ONTUMUA3UPOBATD
TAKTHKY JICUCHUAL.

HecMOTps HA BBICOKYIO 4aCTOTy codeTanusd BH n
ADCH, onucanus no/JO6HBIX CJIY4A€B JOBOJIBHO PEJKO
BCTPEYAIOTCA ByTeparype. IIpeacTasisaem Hae Ha6I0-
nenue pazsutusg AOCH y pebeHKa ¢ JTIonyc-HepPUTOM.



OcoberHocTn nopaxenuns novek, obycnosnexoro covetanmem rmomepynonedpura v AQCH npu CKB

BonbHoit ®., 1993 r.p. B ausape 2002 r. 6e3 suammoit npu-
YMHBI MIOSBMIMCH TEMOPPATMYECKME W DPUTEMATO3HBIE BbICHINAHUA
HQ KOXE NULA, TYNOBULLQA, KOHEYHOCTEN, SHAHTEMA, YBENUYEHNE LLIEH-
HBIX 1 MOAMBILIEUHBIX TMMbATUYECKUX Y3n08B, CybdebpunuTet, cna-
60cTb. [Ny CTaUMOHAPHOM OBCIENOBAHNM BLISBIIEHBI TENATOMEra-
nua, ckneput, anemus (Hb 94 r/n), yckopenve COD mo 42 mm/vy,
npoteunypus go 0,07 r/n, nossiwenne yposra LINK, AHD +++
YposeHs ummyHOrno6ynuHoB kposu, TuTpsl antuten k JHK u kap-
AvonunuHy — B npegenax Hopmsl, PO otpuuatenshsii, LE-knetku He
obHapyxeHsl. Buictasnen auarHos «6onesHs Kasacakuy, HasHaueH
NPEAHM30NOH BHYTPb 45 Mr/cyT ¢ BbICTPBIM CHUXEHMEM [O3bI Ye-
pes 2 vegenu, renapui n/k, HMBC, antubrotukn. KnnHnueckas cum-
MTOMATHKO PErPeccHpoBana, Tepanus OTMEHEHO.

B mapte 2003 r., nocne OPBW, sHoBb nosBMAnCy remoppark-
YECKME BLICHINAHUS HO KOXe, CybdebpunuTeT, WweliHblit numdoge-
HWT, NPUCOEIMHWUANCE APTPATMM Nly4e3anscTHbIX CycTasos. [oc-
NUTANNU3MPOBAH MOBTOPHO — COXPAHANCH YMEPEHHAS aHEMMS W
NPOTenHYpUsl, NOBbILLEHHLIN yposeHs AH®D, sbiseneHa mukporema-
Typua. YCTQHOBNEH AMAMHO3 «TEHEePANM3OBAHHBIN BACKYIUT, 060-
ctpenmer» (obcyxpanca amarHos CKB), sosobrosneHo neuenme
npeaHnsonoHom B nose 45-25-15 mr/cyt, HasHaueHs Takxe
nenarun, renapuH, kypantun, HMBC, 6uupnaunn. Knunudeckue npo-
SBNEHWS PETPECCUPOBANM, COXPAHAMMUCH MNLLb CNELOBAS MPOTEMH-
YPUS U MUKPOTEMATYPUS.

B asrycre 2003 r. Ha dboHe nogaepxMBAIOLLEN TEPANUM NPeL-
HW30MIOHOM B 03€e 15 Mr/cyT yepes neHb OTMEYEHO HOPACTaHMe
npotentypuun go 0,9 r/n, cHmuxenune yaenbHoro seca moun 1001—
1014, PO +, LE-knetkn He obHapyxensl, Tutp antuten k AHK 8
npenenax Hopmbl. [MarHo3 mpexHuit: «reHepan13oBaHHbIH BAC-
kyauT; TybynouHTepcTMumansHeiid Hedbput». [osa npeaHnsonoHa
OCTOBANACH MUHUMONBHOM, AENArMN 30MEHEH HO O3CTMOMPUH.

B nexabpe 2003 r. npu craumoHapHom obcnegosaHun oT-
medeHbl Hapactanue npotenHypun 0,93 r/cyT u nelikonenus
(73,5 toic./mkn). AHD & tutpe 1/320, kpronpeunnuturb ++++,
P® 1/80 en./mn, yposers IgG 8 kposu nossiwen go 1320 mr%,
runokomnnemertemmus C-3 = 24,4 (Hopma 51-63), C-4 = 1,9 (Hop-
ma 28-36) mr%, seicokuit TUTp aHtuTen k kapanonmnuny — 100 eq.
(Hopma mo 20), anturena k AHK = 12 en., ANCA otpuuatensHbie.
IMarHos: «reHepanu3oBaHHbI BACKYNUT C MOPAXEHUEM MOYEKY,
NPOJONXEHa Tepanus NPeaHU3onoHoM B go3e 15 mr/cyt uepes
LEHb, A3ATUONPHUH OTMEHEH.

B snsape 2004 r. Ho doHE NOAKEPXMBAIOLLEN MOHOTEPANMM
NPEaHU30NOHOM BHOBb BO3HMKIA TMXOPAAKA, 6O U CKOBAHHOCTb
B KONEHHbIX 1 TO306€APEHHbIX CyCTABAX, K NEYeHMI0 f0BaBAEH Nu-
pokeukam. Tpu ouepearoi rocnutanusaumu ALL octoBanock Hop-
MOTTbHBIM, COXPAHANMC OHEMMS, JIEAKONEHMS, BHIDAXEHHAS NPOTENH-
ypus, 3puUTpoumTypUsa Hapocna — P nokpeisanu Bce n/3penus, kpe-
atnmn — 107-85 mkmonb/n, modesuHa — 12,4=10,1 mmonb/n, am-
murena k AHK — 72 en. (Hopma ao 20), cANCA amunmunsie 1/80.
10 dbespana 2004 r. BHINOAHEHA NYHKLUMOHHARA BMOMNCHS NOUKM.

CsetoBas mukpockonus: B npenapate 5 kinyGouKos, Kiy-
BOYKM YBENMYEHbI B PA3MEPAX, MMEIOT NOBYNAPHbIM BMA 30 CYeT
NPONUdEPALNM ME3AHTMOUMTOB W YBEIMYEHWUS ME3AHTMAMBHOTO
matpukca (puc. 1). Crenku kanuanspHbix netens auddysHo yron-
weHbl. B kaHanbLax yMEpeHHble AEreHepaTUBHBIE U3MEHEHMS SMu-
TENNs, B HECKOMbKMX MPOGUISX KAHAMbLER 3pUTPOLMTH. ATpOodum
KaHanbLEB, GMOPO3a MHTEPCTULMA HET. APTEPUM M APTEPHONLI He
uamerens. MmmyHognioopecuerums: |gG — nepudepus kanmn-
napHbIx netens rpanynspHo 3+, IgA, IgM, C3 — nepudepus 2-3+,
GUBPUHOTEH — HEraTUBHO. DNEKTPOHHAS MMKDOCKOMMS: WCChe-
nosaHo 2 knybouka. Mmeetcs Gonblioe konnyectso cybaHpoTeny-
QNbHbIX AENO3UTOB MMMYHOKOMNNEKCHOTO Tvna (puc. 2). Pepkue cy-
B3NUTENUANbHLIE NEMO3UTH. 3HAUMTENLHOE YBENMYEHUE ME3QHTH-

Wxona Hedponora

Puc. 1. IudPysnas sHROKANUIAPHAS IPoaudepanus,
JOOYIsIpHOE CTpoeHHe KIyoouka. H&E x250
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Puc. 2. MacCHBHBIE CYO3HIOTETHATBHBIE IETIO3UTHI
o nepudepuy KAMWULAPHBIX HETeIb. DJIEKTPOHHAS
MHKPOCKOITHSA

QNbHOTO MATPMKCA W MPONUbEPaLMs ME3AHTMOLUMTOB C HebOMb-
KM KOMMYECTBOM ME3CHIMaNbHbIX AenosuTos. basanbHas memo-
PAHA YTOMLWEHA, UMEIOTCS YHaCTKM GOPMUPOBAHUA HOBOM Ha3anb-
HOW MeMBpaHbl C MHTEPNO3ULMEN Me3aHrMs. Marble HOXK1 nopo-
uMToB Ccrnaxersl. [lepuTybynapHbix Aeno3uTos HeT. 3akmoyeHue:
kapTuHa MemGparHonponudepatusHoro momepynoHedputa lll Tuna.

B cBs3n ¢ nonyyeHHbIMM MOPGONOTMYECKUMI AAHHBIMM MPO-
sopmncs anddepeHumMansHbii auarHos mexay Gonestsio Kasa-
COKM 1 CEeMeNHOM GOpMOit MeMBPaHONPONMdEPATUBHOTO rome-
pynoHedputa lll Tvna (y maTepu naumeHTa B QHOMHE3e XPOHM-
4eckuit momepynoHedpuT, Npu OBCNENOBAHMM TAKXE BbIABNEHA
runokomnnemerTemms). C yueTom CUCTEMHBIX MPOSBAEHMI BHOBb
BEPHYIMCh K AnarHo3y «bonesHs Kasacaku», TpaHsutopHoe no-
BbILLEHWE YPOBHS KPEATUHWUHA M MOYEBMHBI PACLEHEHbBI KAK Cred-
crene npumenenns HIBC. Mpoponxena noanepxusatowas Te-
panua npeaHusonoHom 15 mr/cyt yepes aeHb ambynatopHo.

B konue mapra 2004 r. nossmnucs ronosHeie 6001, OTMEYEHO
nossiwene AL no 160/110 mm pT. CT., nONy4an AONOAHUTENLHO
sHan, ateronon 6e3 adpdekra. B mae 2004 r. nossuamnce oteky,
oTmedeHo cHnxenmne anypesa go 500 mn/cyT, nosa npeaHusono-
Ha yBenuueHa o 35 mr/cyt. pu rocnutanusaumm B8 koHUE Mast
2004 r. — aHacapka, acuuT, ycyrybnenve anemun — Hb 77-57 r/n,
BNepBble BbigBNeHa TpombouuToneHuns — 82 Thic./Mkn, NpoOTENH-
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Puc. 3. ®uGpPO3 HHTHMEBI II0 THITY <TYKOBOH IETyXH»,
uemMusa Kry6ouka. Trichrome x250

Puc. 4. Cpes cocyna - MyKOUHAA THIIEePIUIA3HUA HHTHMBI H
MHOHHTHMATbHAS MPOIH(EPAIH C CY’KEHHEM IIPOCBETA
cocypa. PAS x400

Puc. 5. DUGPHUHOUHBIH HEKPO3 B APTEPUH METKOTO
kanuopa. H&E x400
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ypus Hapocna 1o 5,5 r/n, obwumit 6enok kposu — 45 r/n, ansby-
muH = 18,7 r/n, kpeaturmn — 130—236—472 mkmonb/n, MOYeBHHA —
12,0-21,8-44,4 mmons/n, kanmit — 6,8 mmons/n, LE-knetkun +, C-3 —
19 mr%, C-4 = 4,8 mr%, AH® 1/640, anturena k JHK — 31 en,,
KPMOMPELMINTHHBI OTP., QHTUTENA K kapaomvnuty IgG — 5,2 (Hop-
ma 0-23 GPL), IgM — 4,2 (Hopma 0-26) MPL, pANCA, cANCA -
OTPUUATENbHbIE. YCTQHOBNEH AMAMHO3 «CUCTEMHAS KPACHAS BOM-
YOHKQ, BOSIYAHOUHbIM IOMEPYNOHEDPUT, HEDPOTUYECKUM CUHLPOM,
OCTPQSA MOYEUHAA HE[OCTATOUHOCTLY. HauaTa «nynbcr-Tepanus me-
TUIANPERHM3ONOHOM, OAHAKO 30TeMMs HOPACTANQ, AMYpPes CHu-
auncsa 5o 120 mn/cyT, Ha 5Tom oHE OTMEHANCH 3MMU304 KPATKOB-
PEMEHHOM MOTEPH COZHAHMS.

11 vionst 2004 r. peberok 6bin nepeseseH B OTAENEHME re-
momnanmsa ATKB Cesatoro Brnagumupa. Mpwu noctynnennn cocro-
aHME KPAWHE TAXENOE, rMnepTepmus, Conop, reMopparMyeckme
BLICBINAHMA HO KOXE NMLQ, KOHEYHOCTEH, YBENUYEHME BCEX rpynn
nepudepuueckux TMMdOY3N08, AHACAPKA, XUIKOCTb B OPIOWHON
1 NNEBPANbHbIX MONOCTAX, B MONOCTM NEPUKAPAA, NNeBPO-nepu-
kapavansHsiid wym, AL 160/100 mm pT. CT., OALILIKA, PEHTTEHONO-
TMYECKM — KAPTUHA OTEKA NIETKMX. DKCTPEHHO HAYATO JieyeHue
TEMOAMOIM3OM M MACCHBHOS MMMYHOCYNPECCHS — «MyNbChby Me-
munnpeanusonora no 500 mr v umknodocdana no 200 mr 1 pas
B Heneno, npeaHn3onoH sHyTpb 40 mr/cyT.

B teyeHne nepebix aByx Hemens coctosHue BonbHOrO crabu-
nM3NPOBANOCk. BoccTaHOBMIOCH ACHOE CO3HAHME, HOPMANW30BA-
NACh TEMNEepPaTypa Tena, MCYesnM OAbILLKA, nepudepudeckue u
NONOCTHbIE OTeKH, MmbageHonaTusa u aptpanruu, ALL crabunusu-
posanock Ha yposHe 130/90 mm pr. cT. (Ha doHe rmnoTeH3MB-
HOW Tepanmu), HOPMANM30BANCA YPOBEHL KANUS KPOBK U TPOMBO-
UMTOB, yMEHbWKNACh aHemms. Bmecte ¢ Tem coxpananacs onury-
pusi, CyTOuHbIM auypes He npesbiwan 250 mn/cyT, 6onbHOM ocTa-
BONICA AMQNN3-3ABUCUMBIM, KPEATUHMH kpoBu 462—390 mkmonb/n.

CdbopmM1pOoBAHO OPTEPUOBEHO3HAS GUCTYNA, MPOLOMKEHO
NeYeHne NPOrPAMMHBIM FEMOANANM30M, npeaHnsonoH 40 mr/cyr,
«nynber-tepanus MMM u LU®, HasHauen pexkopmon. Euwie depes
1,5 Mecaua KOHCTATMPOBAHA MOMHAA PEMUCCHSA BCEX SKCTPApe-
HanbHbix npossneHnit CKB, turp anturen k OHK chusuncs, ypo-
BEHb KOMMOHEHTOB KOMMIEMEHTA M GHTUTEN K KAPAUOIUNUHY Obin
B NPEJENaX HOPMbI, HO COXPAHSNACH MPOTEUHYPHA 40 5 1/1, MUK-
porematypus, nossiwenme ALl no 150/90 sHe npuema runoten-
3MBHBIX MPEnapaTos, QYHKUMS MOYEK HE BOCCTAHABMBANAC.
Hauato cHmxenne gossl npegHuzonona, «nyabesi» MM LD npo-
nonxensl 8 pexume no 500 mr exemecauro. Inga pewenus son-
pOCA O AAMbHEMLWEN TAKTUKE MMMYHOCYNPECCHBHOMN Tepanuu (06-
CYXAQNCS BOMPOC O HA3HAYEHMM CAHAMMMYHO-HEOPANA B CBSI3M C
pesuctentHocToio HC « nposoanmoit Tepanuu), 24 centabps 2004 r.
BLINOMHEHA MOBTOPHAA NMYHKLMOHHAA BUONCHA NOYKM.

Cserosas mukpockonus: 8 npenapate 16 knyboukos, 1 u3
HWX CKNEpPO3MPOBAH MO Mwemmueckomy tuny (puc. 3). B 2 kny-
Boukax umeetcs cnabas o4arosas NPOAMGEPaUns ME3AHMMOLM-
To8. Bo BCex KnybOUYKaX OTMEYOETCA WIEMMS KONWUANAPHBIX Ne-
Tenb, NETAW BHIMARAT YTOMWEHHbIMK. [10 cpaBHeHuio ¢ Buoncueit
ot 10.02.2004 B 3HQUMTENBLHOM CTEMNEHU YMEHBLUMIKCH NPONMbe-
paTUBHbIE sBNeHMa B knyboukax. Kananbusl 1 MHTEpCTMUMIA — No
CpaBHeHMIO C npepbiayLlei Guoncueir umeetca nerkas Gokans-
Has QTPOdUS KaHANbUEB W nerkui dbokanbHblit Gubpos. duddys-
Hble AEreHepaTMBHbIE M3MEHEHMs KaHanbues. B npegsinywied
BMONCHU M3MEHEHMIT OPTEPHI HE OTMEYANOCh, MPU HACTOALLEM
MCCNENOBAHNM OTMEYAETCS MHTUMAMbHBIA GUOPO3 BOMLLIMHCTBA
aptepuit (puc. 3—4), B OTAENbHBIX APTEPHAX UMEETCH PACLIMPEHIE
cyb3HpoTenus 6es dpubposa. B 1 manoit aprepun umeetcs dub-
PMHOWAHBIN HEkpO3 CTeHku (puc. 5). MmmyHodmioopecueHums:
IgG — Me3aHmit 1 nepudepus KaNUANAPHLIX NETEb TPAHYASPHO



2+, IgA — nepudepus KanuanspHbIX neTens 1 aptepuons 1+, IgM —
mesanrva 0—1+, aprepuronsl 1+, kanna- v nambaa-uenv — nepude-
pus KanuanapHsix netens 1+, aprepuonsl 2+, GubpuHoreH — Hera-
TUBHO. DNIEKTDOHHAS MMKDOCKONMS: WCCIefoBaHO 2 knybouka.
[MeTnu MWEeMM3MPOBaHL, OTMEYQETCS PacluMpeHue CybaHIoTenus.
VmeeTcst MHOTO CyO3MUTENMANbHBIX M MHTPAMEMOPAHO3HLIX Aeno-
3UTOB (pUC. 6), EAMHMUYHBIE ME3AHMANbHBIE Aeno3uTh. B otnnume
ot 6uoncumn ot 10.02.2004 otcytcreyior cybsHgoTENMALHBIE A€~
noauTbl. Bokpyr 6a3anbHoM MembpaHbl KOHAMLLEB TAKXE OTMeYa-
I0TCA [IENO3MTHI MMMYHOKOMINEKCHOTO TMNA. 3AKTIOYEHME: BONYA-
HouHbIN HedpuT V knacca. TpomboTHdeckas mukpoarronatvs. Kom-
MEHTAPMIA: Y4UTBIBOS TPAHCHOPMALMIO M3MEHEHMI MO CPABHEHHIO
¢ 6uoncveit ot 10.02.2004, a Takke HoNMuME CUCTEMHBIX NPOSBIE-
HMI, HEOBXOAMMO TPAKTOBATH U3MEHEHWS B NpedbimyLien Gruoncuu
kak BonyaHouHblit Hedput IV knacca. B Hactosiwee Bpems Ha
MEPBbIN NIAH BbILLM M3MEHEHUS COCYLOB, KOTOPLIE, BEPOSITHO, CBS-
3QHbI C HONMMUMEM AHTMOCHOIMMUIHOTO CUHAPOMA.

C y4eToM OQHHBIX MOBTOPHOM GuonCHM anarHos chopmynu-
POBAH Credyiowym 0B6PA3OM: «CUCTEMHAS KPACHAS BOMYAHKA C
MOPOXEHUEM MOYEK, KPOBM, KOXM, CYCTABOB, CEPO3HbIX 0B0NOYEK,
mmbaperonatuei, sTopudtbim ADC; BONYAHOUHBIA MOMEPYIo-
Hedbput IV knacca ¢ TpaHchopmaumeit B V knacc, B COYETAHMM C
ADC-nedponatueit, XIMH, coctoarme Ha dore M 1 maccusHoit
MMMYHOCYNPECCMBHOM Tepanuuy. Bnepesie MCCIenoBaHA Kposb
HO BONUAHOYHBIA aHTUKoarynaHT — BA ob6Hapyxen. K tepanum
nobaenen pparmm 2000 En/kr/cyt, nposepero 10 npouenyp
nnasmadepesa ¢ samewernem 40 mn/kr. TpotenHypua cHuau-
nacs go 1,5-1,0 r/n, sputpoumntypus go 1-2 & n/3penus. lNpo-
[IONKEHO CHUXeHMe n03bl npepHusonoHa (no 30 mr/cyT uepes
nenb), «nynber-tepanus MMM 500 mr v LD 600 mr exemecadro, 8
cepeante aekabps 2004 r. pebeHok 6bin BLINMCAH ANA NPOAOA-
xenna nevenna MM 3 pasa B Hepenio w 6asucHON Tepanmu
aMBYNIATOPHO MO MECTY XMTEMbCTBA.

B anpene 2005 r. npu koHTpoOnNbHOM 0BCIEROBAHMM COCTOSI-
HWE OTHOCWTENbHO YAOBNETBOPUTENbHOE, OoTekos Het, ALl 125/
80-140/90 mm pr. ct., aypes go 600-900 mn/cyt, Hb 129 r/n,
Tpomb. 283 Thic./mkn, J1 8,5 Thic./mkn, npotennypus 0,3 r/n,
Op 15-20 8 n/3p, 0bwmit 6enok kpoeu 69 r/n, ansbymmn 40 r/n,
kpeatuhud 395 mkmons/n, modesuHa 29,3 mmons/n. Josa npep-
HusonoHa coctasnana 20 mr/cyT yepes feHb, PEKOMEHLOBAHO
nponoxuts [, couetannbie «nynbeei» MM u LU 1 pas 8 3 mecs-
ua, GParMUH 3aMeHeH Ha BapGapyH, PEKOMEHIOBAHO MOANEPXMU-
gate MHO Ha yposre 2,0. C asrycra 2005 r. ML nposoauncs 8
pexume 2 pasa B Hegenio.

B despane-mapte 2006 r. npn kOHTPONLHOM 06CAEAOBAHMM
anypes 1000 mn/cyt, npotennypus 0,24 r/n, Dp 3=5 B n/3peHnus,
Hb 121 r/n, kpeatunun kposu — 275-236 mkmonb/n, MovesuHa —
22,4 monb/n, kanuit — 4,95 mmons/n, BA+, AHD 1/40, kpuonpote-
WHBI OTP., aHTHTEnNa K kapanonununy 1gG — 2,6, IgM — 4,8 MPL,
C-3 =90 (Hopma 70-120), C-4 — 30 (Hopma 17-35) ML, Neuerne
reMOMANU3OM NPEKPALLEHO, PEKOPMOH OTMeHeH. Yepes 4 mecs-
ua, 8 vione 2006 r., kpeatuHuH kposu — 187 mkmons/n, 3akpsiTa
OPTEPUOBEHO3HOA UCTYNA, A030 NPEAHWU3ONOHA CHUKEHA [0
5 mr/cyt exepnesro, LD (cymmapHas nosa 8400 mr) samerer Ha
maidopTuk 8 nose 1,44 r/cyr, nedenme sapbapuHom nposonxe-
HO B MPEXHEM pEXMME.

Lo HacToswwero BpemeHn NPOBOAMTCS NOAAEPXMBAIOLLAS Te-
panus npeaHnsonoHom 5 mr/cyt, mandoptikom 1,08 r/cyt (c neta
2007 r. — cenncentom 1,5 r/cyr), BapdapuHom noa koHTponem
MHO. CoxpaHseTcs nonHas pemuccus BCex SKCTPAPEHANbHbIX
npossnenunit CKB, Tl He nposoantcs yxe B TedeHne 18 mecaues,
anypes 1000—-1200 mn/cyr, ALL 120/80 mm pt. cT., Ha dpoHe npu-
ema Hebonbwnx 103 kozaapa npotenHypus 0,64-1,0 r/cyt, Dp
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Puc. 6. CyGanuTeTHaIbHbIE K HHTPAMEMOPAHO3HBIE
JeIO3UTHI. B oTInyme o1 I GHOIICHY CYyOIHIOTETHAIBHBIE
JEIIO3UTHI OTCYTCTBYIOT. DJIEKTPOHHASA MUKPOCKOIIHS

10-12 & n/3penuq, kpeatrnd 199-240 mkmons/n. Obwas anu-
TENbHOCTb NEYEHMS OT HAYANA MHAYKUMOHHON Tepanmn — 3,5 roaa,
3 nux LU — 2 ropa, mandoptrkom — 1,5 ropa, aHtukoarynaHra-
M1 — 2 rona. lMarHos B HacToswlee Bpema popmynupyeTcs cne-
AyIOLMM 0BPA3OM: «CMCTEMHAS KPACHAS BONYAHKA C NOPAXEHM-
€M NOYeK, KPOBH, KOXM, CyCTABOB, CEPO3HbIX 060NoYek, NMmdboa-
neHonatueit, sTopudHbiM ADC; BonyaHouHbii rmomepynoHed-
put IV knacca ¢ tpancdopmaumert B V knacc, B COYETAHMM C
ADC-HedponaTueit, BHICTPONPOrPECCHPYIOLIOA NOYEYHAS HE0-
CTATOYHOCTb C YACTMYHBIM BOCCTAHOBIEHUEM MOYEYHOM DYHKLMM.
Cocrostme nocne gamtensHoro nedenusa NI, coctostme Ha dpoHe
MOCCMBHOM [SIUTENbHOM MMMYHCYNPECCUBHOM M QHTMKOQrYNsHT-
HOM TEepanum, PeMUccmns 3060N1EBAHNAY.

OO6cy:xaeHHne

[TpencraBieHHOE HAOMOAEHUE WITIOCTPUPYET LIEIIbIA
psn ocobeHHocTer nopaxenud nodek npu CKB ¢ BAOC.
Haunbonee BaXHBIM NPEACTABIAETCA TOT (PaKT, uto APCH
B IAHHOM CJIy4a€ OKA3aJIdCh €JUHCTBEHHBIM CUMIITOMOM
ADC. DKCTpapPEHAIBHBIX TPOMOO30B y TALIUEHTA HE OBLIO,
1 JIUIIb HOBTOPHAA OMOIICHSA TIOUKH, BBIABUBIIASA TUCTONO-
TMYECKUE NTPU3HAKA XPOHUUECKOH TMA (nineMuueckuit
CKJIEPO3 U UIIEMUS KATWUIIPHBIX IIETENb KIIyOOUKOB, PAC-
MIUPEHUE CYOIH/JOTENNA KAITWUIAPOB U MEJIKUX APTEPU,
(prOPO3HAS TUIEPILIA3UA UHTUMBI APTEPUIT) TIO3BOJIMIA
YCTAHOBUTD JUarHo3 ADC, NOATBEPAICHHBIN OOHAPYXKe-
HyeM BA 11pu 1ONIONHUTENBHOM UCCIEIoBaHUH. OOpartia-
€T Ha ce0 BHUMAHUE OCTABABIIMICA HOPMAJIBbHBIM IIPU
HEOJHOKPATHOM UCCIICAOBAHUU TUTP AHTUTE K KAPAHO-
JIMIIHHY, YTO JIUIIb NOATBEPKIAET HEOOXOAUMOCTD UCCIIE-
Josanus Beex kiaccos adJly 6obHbIX CKB.

BosmoxknoCTh passutua AOCH Kak eTMHCTBEHHOTO
nposasaeHusa APC, HE3aBUCUMO OT €r'0 KIMHUYECKOU
(bOpMBI, OTMEYEHA PAIOM ABTOPOB [8, 25, 27]. E. Daugas u
COABT., OOHAPYKUBLIKUE [IPU MOP(HOIOTUIECKOM UCCIIE-
noBannu 6uonTaros npusHaku APCH y 63% GOIbHBIX
CKB ¢ BAOC, ny 22% 601bHBIX € HUPKYAUPYIOmMUMHU adJl,
HO 6e3 ADC [8], paccmarpusaior AQCH Kak 0fHO U3 OcC-
HOBHBIX KJIMHUYECKUX NPosaBaeHuil APC u npepiaraior
BKJIIOUUTD €€ B COCTAB KIACCU(PUKALIUMOHHBIX KDUTEPUEB
NOCJIEAHETO. B HAMINUX HEJABHUX MCCIEAOBAHUAX OBLIO
YCTaHOBIEHO, YTO APCH MOXHO CUUTATD JTOKAIbHBIM
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11o4e4yHbIM BapuaHnTOoM BAPCy 60/bHbIX CKB ¢ BA 1 aKJl,
HO 6€3 TPOMOO30B U AKYIMIEPCKOI MATOJOTUN B AaHAMHE-
3¢ [2]. Takum 06pa30M, IPEACTABICHHOE HAOIIO/IECHUE U
JAHHBIE JIMTEPATYPHI TOAYEPKUBAIOT 3HAYECHUE OHOIICUU
MOYKH y 00s1bHBIX CKB HE TOJBKO I TUATHOCTUKUA BH,
HO 1 ADC B OTCYTCTBUE €TI0 BHBIX CUMIITOMOB.

Xapakrep TEYEHUs TOYEUHOI'O IIPOLIECCA y HAETO
MAITUEHTA OTPAKAET U OCOOEHHOCTU covueTaHus BH ¢
A®CH. M3BECTHO, YTO Y OOJBIINHCTBA OOJIBHBIX C TAKUM
COYETAaHUEM PA3BUBACTCA TsKenas Al' 1 HAPYLIAIOTCA
(ynkumum novex [1, 6, 8, 20, 21, 29]. [To-BuagMOMY, BBIPA-
JKEHHOCTD 9TUX IIPOABICHUN OOYCIOBICHA B3AUMOYCHIIN-
BAIOIUM BJIMAHUEM UMMYHHOI'O BOCIAJICHUA U UIIEMU-
YECKOTO MOPAXKEHU NOoYeK BeaeacTeue TMA. OnHAKO
poib AOCH, Kak IPAaBUIIO, HELOOLICHUBACTCS KIIMHHULUC-
TAMU, HAPACTAIONIAsA [IOYEYHAA HEAOCTATOYHOCTD TPALU-
LIMOHHO PACCMATPUBAETCA KAK IIPOABICHUE OBLICTPOIIPOT'-
peccupyromero BH. OCO6EHHO 3TO KACAETCA CIy4aEs,
KOI'ZIA BBICOKAsL AKTUBHOCTD JIOITyC-He(PUTA (B TOM YHUC-
JIE BBIPAKEHHAA SPUTPOLIUTYPUSA, HEPPOTUIECKUIT CHUH-
IOPOM), KaK B IIPEACTABICHHOM HAOMIOACHNUN, COMHEHUS
HE BBI3BIBACT. B CBA3M € 3TUM HEOOXOAUMO NOJYEPKHYTD,
uyT0 AQCH, Kak u BH, pazsuBaercsa npu BbICOKOU UMMY-
Hostoruueckoit akruHoctu CKB [1, 6, 7], mpudem B HEKO-
TOPBIX CJIYYAAX MOP(POIOIMUECKUE TPU3HAKU JIIOITYC-HE-
(puta MOIyT OTCYTCTBOBATS [7].

[Tpu CKB ¢ BA®C coornomenue Mexay ACCH n BH
MOJKET OBITb PA3IMYHBIM — OT UX PABECHCTBA B CTPYKTYpE
MOPAKEHUSA [TOYEK IO NPEOOIATAHNA OLHOIO U3 BAPHAH-
TOB IIATOJIOTUHU (YalIE — HE(PPUTA), YTO, COOTBETCTBEH-
HO, HAXOJUT OTPAKEHUE B OCOOEHHOCTAX KIMHIYECKON
KapTHUHBI HE(PPONATUH. Y HAIIET'O MALUEHTA PA3BUTHEC
TSDKETION TIOYEYHOHN HEOCTATOYHOCTH, IOTPEOOBABIIEN
JIEYEHUSI TEMOJJUAIN30M, OBLIO, ITO-BUANMOMY, OOYCIIOB-
JIEHO IpeumyLeCcTBeHHO posasaeHuaMu AOCCH. B nonb3y
3TOT'O CBUJIETENBCTBYIOT JIBE OCOOEHHOCTH MOP(OIOTH-
YECKOU KAPTUHBI GOJIE3HU, BBIABJIEHHBIE [IPU INHAMUYEC-
KOM UCCIECAOBAHUM.

[TepBO#H OCOOGEHHOCTBIO ABIACTCA TPaHC(hOPMALUA
IV knacca BH B V 1acc, BuIABICHHAS Yepe3 7 MeC. IOCJIe
NIEPBOI OMOIICHU U Yepe3 3 MEC. OT HAYAId MACCUBHON
HMMYHOCYIIpeCCUU. [TOBTOpHbIE HEPPOOUOIICUN HEPE]-
KO IO3BOJIAIOT BBIABUTD TPAHC(HOPMALIAIO OHOI'O KJIAC-
ca BH B ipyrort. Tax, npu aHanmse onyoJINKOBAHHBIX 1aH-
HBIX, BKJIIOUABIINX PE3YIbTATHI IOBTOPHBIX OUOICUH Y
265 manmenTos ¢ CKB, C. Ponticelli o6Hapyx it uamene-
Hue Kracca BH B46% ciygaes. Yare HaGIIOAA€TCS TPAHC-
popmanmsa HenponudepaTuBHLIX GOpM B mponudepa-
TuBHbIC (T. €. I, [T 1 V xinaccos B III 1 IV), 04HAKO BO3MOX-
Ha ¥ Tpanc@opmanma IV kiacca B 'V, OOHAPYKEHHAA Y
22 6onpHbIX 13 141 (16% cygaes) [24]. Tpanchopmarmn
mbdysnoro npoaudeparnsHoro BH B MeMOPaHO3HBIN
MOJKET CIIOCOOCTBOBATD YCIIEIIHAS UMMYHOCYIIPECCUBHAS
TEPAIs, 4TO, IO-BUIUMOMY, U UIMEJIO MECTO Y HAIIET'O 13-
nuenTa. O6 3TOM CBUIETENBCTBYET, B YACTHOCTH, UC-
YE3HOBEHUE CYOIH/IOTEINAIBHBIX JIETIO3UTOB IIPU JIEK-
TPOHHON MUKPOCKOIIMH, YMEHBIIEHUE BBIPAKEHHOCTU
nMMyHopoopecteHnnu 1gG, A) M u C3 KOMIIOHEHTA
KOMIUIEMEHTA B KIYOOUKAX U COCYaX. DPPEKTUBHOCTD
IIPOBO/INMOM TEPAIIMH B OTHOIIEHMM MUMMYHHOI'O BOCIIA-
JIEHUsS IOJITBEPIKAAETCS M PA3BUTHEM K MOMEHTY ITIOBTOP-
HOW OGUOTICUY PEMHUCCUU SKTPAPECHATBHBIX MTPOSIBICHUI.
[TockonbKy MeM6paHo3HbI BH xapakrepusyercs 6oee
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«10OPOKAYECTBEHHBIM» TEUEHUEM 110 CPABHEHUIO C JU(-
(Py3HBIM IIPOIU(EPATUBHBIM JIOIYC-HEPPUTOM, BEPU-
(pMLIUPOBAHHBIM B IEPBOM OHUOITATE, OTMEUCHHAA MOP-
¢onoruueckas TpaHcopmanua BH nomkHa 6b11a OBl
KIMHUYECKU IIPOSABIIATHCS YIyIIIEHUEM (DYHKIIUY ITIOYEK.
OJIHAKO 3TOTO HE MPOU30IIIIO, ¥ TAKUM 0OPA30M, KIMHU-
YECKOE MMPOTUBOPEUYUE — COXPAHAIOMIAACS TLKEIAA I10-
YEeUHAA HEJOCTATOYHOCTD IIPU OTCYTCTBUU KIMHUKO-UM-
MYHOJIOT'MYECKUX IIPU3HAKOB akTuBHOCTH CKB, nmociy-
SKUBIIIEE IPUYNHON BBITOTHEHHUSA TTOBTOPHOI HE(PPOOHU-
OIICUH — HE MOKET OBITh OO'BSICHEHO C ITO3UIIUIT TMHAMU-
KU MOP(POJIOTMYECKUX NMPOABICHUNI COOCTBEHHO BH.

B0 xe Bpema npusHaku TMA 110 JaHHBIM BTOPOH GUO-
IICUY UMEJIMCD BO BCEX KIYOOUKAX U B OOJIBIIMHCTBE apTe-
Ui, IPUYEM COYETAHUE PACIIMPEHUA CYOIHITOTENNA C
HMHTUMAJIBbHBIM (PUOPO30OM B COCYAAX U MIIEMU3UPOBAH-
HBIX KITyOOUYKOB, CKOPEE BCETO, OBIIO OOYCIOBIEHO PA3BU-
THEM OCTPOI TMA, HACJIOUBIIEICA HA XPOHUYECKUN Ba-
300KK/IIO3UBHBIN NTPOLECC. OTCYTCTBUE CBEKUX TPOMOOB
HE IIPOTUBOPEYUT ITOMY 3AKIIOUEHHUIO, IIOCKOJIBKY, KAK
6bU10 1OKa3ano M.H. Griffiths u coasr. [14], cnonTanHbIA
JIM3UC TPOMOOB 1pu ocTport AQCH MOXKET IPOUCXOAUTD
Ou€Hb OBICTPO. TakUM 06Pa30M, TEHEPATU3OBAHHBIN Xa-
PaKTEP MUKPOAHTMONATUYECKOI'O IIPOLIECCA BIIOJIHE MO
CTaTb IIPUYMHON HE TOIBLKO OBICTPOI'O PA3BUTHA TKEIION
MOYEYHON HEJOCTATOYHOCTH, HO U OTCYTCTBUA BOCCTAHOB-
JIeHUA (PyHKIMU IOYEK HA (DOHE UMMyHOCynpeccuu. He-
JIOCTATOYHBIA 3(PPEKT 4/IEKBATHOI I10 UINTENBHOCTA U
06bEMY HMMYHOCYIIPECCUBHO Tepanuu BH, nposBsio-
MIANCA B COXPAHEHUH WIN HAPACTAHUM TAKUX KIMHHUYEC-
KUX IIPOABICHUN, KaK Al' ¥ HapylmIeHUe (PYHKLMH IIOYCK,
NO3BOJIACT 3a110403pUTh pazsurue AOCH gaxe B OTCyT-
CTBHE CEPOTIOTNIECKUX MapKepOB ADC U ABIACTCA JONOI-
HUTEIBHBIM [TOKA3aHUEM K BBIIIOJIHEHUIO OUOICHUN MOY-
KI1, B TOM YHCJIE ¥ TIOBTOPHO.

OCOOEHHOCTH HACTOAMIEIO HAOMIOACHUA YKA3bIBAIOT
Ha npucoeannenne AQCH K yxe umeromemMycs Hepury,
T. K. 1pu3HakoB AQCH, 110 JaHHBIM IEPBOX GUOIICUH, HE
6bu10. BeposTnon npuunnon passurusa AOCH ciexyer
CYUTATD HAPACTABIIYIO aKTUBHOCTL CKB, nmpuseamyio K
cunredy adJl, 4TO U ABUIOCH MYCKOBLIM MEXAHHU3MOM
Hacnoenuss TMA 1 pe3Koro yXyAmeHus (PyHKIUH MOYEK.

Opnaxo paxe coueranne AOCH ¢ BH vame xapaxre-
pusyercs He CToabKO pazpurueM OITH, CKOIBKO MeIeH-
HO NIPOI'PECCUPYIOMMUM HAPYIEHUEM (PYHKLIHU IIOYEK.
DTO JJa€T OCHOBAHUE BBIIEINUTD €IIE OJJHY OCOOEHHOCTD
TEYEHUs OOJIE3HU Y HAIIETO MALUEHTA — HACJIOEHUE
ADCH nHa 1 y3HbIl nponudepaTuBHbIil BH, 9T0 MOX-
HO PACCMATPHUBATD KAK PEAKUHA BAPUAHT IIOPAKEHUA 110-
yek 1pu CKB ¢ ADC. B otimmune OT BOMTYaHOYHOU BACKY-
JIOIIATUU Y BOJYAHOYHOI'O BackynnuTa TMA He koppenu-
pYeT HU ¢ KiI1accoM BH, HU ¢ MOP(OIOTNYECKUMA HH-
JIEKCAMH €TI0 AKTUBHOCTH, YTO OBIJIO YCTAHOBJIEHO B MHO-
IOYMCJIEHHBIX UCCIEN0BAHMAX [8, 11-13, 21]. A B pado-
Te A. Sipek-Dolnicar u coasr. [28] gaxe BblsiBI€HA OOpaT-
HAs CBA3b MEXK/Y BBIPAKEHHOCTDIO JAEIIO3UTOB UMMYHO-
IJI00YJIMHOB U aKTUBHOCTBIO BH, ¢ 0/1HOIT CTOPOHBL, U
yposHeM aKJI — ¢ gpyroii. Takum 06pa3om, MMEHHO Coue-
TAaHHUE TeHEPATN30BAaHHOU TMA, MPUCOETUHUBIICHCS K
BH IV xnacca, u 06yCIOBHIIO CTOJIb TSDKENbIE KIMHUYEC-
KY€ MPOSIBICHUSI OOJIC3HM.

[To06HBIH XapaKTep TCUCHUSI HE(PPOTIATUU C PA3BU-
THEM /JIBYX [TATOTCHETUYCCKU PA3IMYHBIX BAPUAHTOB I10-



paxenus nouexk — BH u AOCH — tpebyer puddpepenuu-
POBAHHOI'O TEPANEBTUYECKOTO MOAXOAA. BaxHOI 0OCo-
GEHHOCTBIO MTPE/ICTABICHHOT'O HAOMIO/ICHN, 6E€3yYCIIOBHO,
ABJIACTCA U XAPAKTEP IPOBOJUMON TEPANUHU, TIO3BOJINB-
IIEN YaCTUYHO BOCCTAHOBUTD TOYEYHYIO (DYHKIUIO Y I1d-
LUAEHTA, JUIUTEILHO OCTABABILETOCA JUAIN3-3ABUCHUMBIM.
Tot ¢axr, uTo Ha POHE BLICOKUX [JO3 KOPTUKOCTEPOUIOB
Y IUTOCTATUKOB IMEHHO IIPOBEACHUE IIPOLIEAYP ILIA3Ma-
(pepe3a 1 HA3HAYECHUE HA JUIUTEIIBHBIN CPOK HUZKOMOJIE-
KyJIIpHBIX rernapuHos (HMI), a 3aTem BapdapuHa, npu-
BEJIO K NCYE3HOBEHUIO TOoTpedHoCTH B Il mouTu uepes
2 rOfia 3AMECTUTENILHON [TOYEYHON TEPAIUY, COMHEHUN
HE BBI3BIBACT.

Takum 06pa3oM, CTpaTerus aedeHus 60abHbIX BH ¢
AOCH BKIIOYAET 2 PABHO3HAYHBIX HAIIPABICHUSA, KLKIOE
13 KOTOPBIX ATOI€HETUYECKU OOOCHOBAHO: UMMYHOCYII-
PECCAHTBI /11 MOAABICHUA AKTUBHOCTU UMMYHHOT'O BOC-
NICHUA B KIYOOUYKAX U AHTUKOAT'YJIAHTHI 11 BO3ACH-
CTBUA HA BHYTPUCOCYJUCTOE CBEPTHIBAHUE KPOBU B MUK-
POLIMPKYJIATOPHOM pycie novek. Ilnazmadepes ¢ 3ame-
IIEHUEM CBEKE3AMOPOKEHHOM IIA3MOH, COIePKALICH B
COATAHCUPOBAHHOM KOIMYECTBE €CTECTBEHHBIC AHTHKO-
AT'YJIAHTBL, IO-BUAUMOMY, YCHIABACT 3(PHEKTUBHOCTD KAK
MMMYHOCYIIPECCUBHOM, TAK U AHTUKOATYJISHTHON Tepa-
1y, MOXKHO YTBEPKAATD, YTO COYETAHUE UMMYHOCYIIPEC-
CHBHO¥ TE€PAMH (B TOM YUCJIE BO BPEMsI OCTPOI'O 3IHU30-
Ja OOJIE3HHU «ITyJIbC>-TEPATUH METUIIPEAOM U LIUKIODOC-
(panom), mnasmadepesa ¥ AHTUKOAIYJIAHTOB IIOKA3AHO
BceM 60sbHBIM ¢ BH 1 octpeim Teuennem AQCH.

[Mocnepnuii BOIPOC, HA KOTOPOM XOTENIOCh Obl OCTA-
HOBUTBCS IIPU AHAIN3E IPEACTABIEHHOIO HAOIIOIEHMS,
3TO BOIIPOC IPOruo3a. MccaegoBaHuaMy, NPOBEACHHDI-
MU B IIOCJIEQHHE I'OABL, YCTAHOBJIEHO, YTO y 60IbHLIX BH
ADJI ABAIOTCA MPEJUKTOPOM HEGIATOIIPUATHOI'O TOYECY-
HOI'O IIPOTHO33, UMEIOIMUM CAMOCTOATENbHOE 3HAYECHUE
(2,8, 20, 29]. ITo-BUAMMOMY, OTPULIATEIBHOE IIPOIHOCTH-
yeckoe 3HadeHue adJI onocpenoBaHO UX BKIALOM B Pa3-
BuTHE TMA, 4TO, B CBOIO O4€pEb, UHAYLUPYET YCKOPEH-
HOE PA3BUTHE HEPPOCKIEPO3A, KAK ITO OBLIO MOKA3AHO B
6oJee paHHUX UCCTEIOBAHYSX [ 15, 16]. [To MueHuto E. Dau-
gas u coaBT., AQCH, codeTaromanacs C JIIOnyCc-HEPPUTOM,
CIIOCOOCTBYET €I'0 IPOI'PECCUPOBAHMIO, TOCKOJILKY ACCO-
LIUMPOBAHA C OO0JIEE BBICOKUM YPOBHEM KPEATUHUHA
CBIBOPOTKHU B MOMEHT IIOCTAHOBKHU INATHO34, TSKEION AT
Y BBIPAKEHHBIM MHTEPCTULUAILHBIM (PUOPO3OM [8], TO
€CTb TPAAULMOHHBIMU (PAKTOPAMHU HEOIATONPUATHOIO
nporuoza BH. Takum 06pasoM, KIMHUYECKUE U MOP(O-
JIOTMYECKUE NIPU3HAKK HE(PPOIIATUH Y HAMIETO MMALMEH-
T4 IO3BOJIIOT IIPEAIIONATATh BO3ZMOKHOCTD €€ IIPOrpec-
CHUPOBAHUA, YTO, IO-BUAUMOMY, MOKET IIPUBECTH K [JdJIb-
HEHMIIEMY YXyALIEHNIO (PYHKIMKU TOYEK. OJHUM U3 METO-
JIOB, CIOCOOHBIX CTA0MIM3UPOBATD TOUEYHYIO (DYHKIIHIO,
B JAHHOM CJIy4de, HApAay € NOAACPKUBAIOIEH MMMYHO-
CYIIPECCUBHOM TEPAIIUCH, ABJIACTCH JUIMTCILHOC IIPUME-
HEHME BAP(PAPUHA KAK CPENCTBA MPOPUIAKTUKA TPOM-
6030B B COCY/JUCTOM PYCJIE IIOYEK, YTO IIO3BOJIUT U30€E-
JKAThb NEPPY3UOHHBIX HAPYIIEHNH, BEAYIUX K HAPACTA-
HUIO MIIEMHUH U IIPOIPECCUPOBAHMIO HE(DPOCKIEPO3A.

3axiIroyeHue

Takum 06pazoM, IOPAKEHUE TOYEK Y MAJIbUMKA 14 j1eT
npejcrapneHo coyeranueM BH n AOCH, pa3BUBIINXCA

[IPU BBICOKOY MMMYHOJIOTUYECKON aKTUBHOCTU CKB.
Mop@onornaecKuMu 0CO6EHHOCTAMU HAOIIOICHUS SIB-
JHIOTCA coueTaHue qudysHoro npoaupeparusHoro BH,
TPAaHC(HOPMHUPOBABIIEIOCA B XO[€ UMMYHOCYIIPECCUB-
HOI TEPANUU B MEMOPAHO3HBIH, C T€HEPAINZOBAHHOMN
TMA. KIMHNYECKHA 3TO COYETAHNE XAPAKTEPHU3OBAIOCH
PAa3BUTHEM HEPPOTHUUYECKOTO CUH/IPOMA, TSLKENON Al' 1
OITH, notpe6osasiert seyenus [ [TarueHT ocTaBancs
JTUAIN3-3ABUCUMBIM TTOYTH 2 Tofia. HacTounsas nMmy-
HOCYIIPECCUBHASA TEPAINSA, aACKBATHAA 110 JUINTEILHOC-
TH U OOBEMY, UHIYLIMPOBAJIA PEMUCCUIO IKCTPAPEHAIID-
HbIX TposBacHUI CKB 1 B KOMOMHAITUY C JUIUTENIBHBIM
[IPUMEHEHUEM CHAYAIA [IPSAMBIX, 4 3d4TEM HEIIPAMBIX dH-
TUKOATI'Y/LIHTOB [IPUBEJId K YACTUYHOMY BOCCTAHOBJICHUIO
(pynxumu nouek u npexpamenuio I ITpogospkaooma-
ACA B HACTOAILEE BPEMA IIOALEPKUBAIONIAS TEPAIIUA KOP-
TUKOCTEPOUIAMH U IUTOCTATUKAMHU HAIIPABICHA HA IO/
JEPKAHUE PEMUCCUU U NPEAOTBPALCHUE OOOCTPEHUSA
BH, a negenne BappapuHOM — HA IPOPUIAKTUKY PELIU-
JTUBOB TPOMOOOOPA30BAHUA BO BHYTPUITIOYEYHOM COCY-
JUCTOM PYCJIE€ U TEM CAMBIM IIPOI'PECCUPOBAHNSA UIIEMU-
YECKOI'O IIOPAKEHUA TTOYEK.
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Knroueswie cnosa: Kocmodgpep, scene3o, 6e3onacnocnis, nobounsle peariyuu, Beroghep

ITanueHTH Ha TEMOJHAIN3E HYKAAIOTCA B IPUMEHEHHH MAPEHTEePATHHBIX IIPENapaATOB JKejle3a I BOC-

IIOTHEHHUS /TIOJAEePKAHUS TOCTATOYHBIX 32I1ACOB JKejIe3a U ONITHUMH3AIUH IPHMEHEHHS PUTPOMOITHHA
(B110). B BeTuKOOPUTAHUH JOCTYITHBI IBA IIPENAPATA JKEJI€3A IS MAPEHTEPATFHOTO IPUMEHEHHUS: JICKCTPAH
sxere3a (Kocmodep) u caxapar :xeinesa (Bemodep). be30omacHOCTs MPHMEHEeHH JAHHBIX IIPENapaToB I0 CHX
IOP OCTAETCH IMPEIMETOM JUCKYCCHH.

s u3ydeHus 6e30macHoCTu 1 nepenocumocta Kocmodepa u Benodepa 66010 mpoBeseHO 06CEPBAIIHOH-
HOE MCCIEOBAHUE IMMAITHEHTOB C XPOHHUYECKOH MOYEYHOM HEJOCTATOTYHOCTHIO U IIPOCIIEKTUBHOE IEPEKPECT-
HOE HCCIEeJOBAHHUE I'eMOTHATHU3HbIX NAIHEHTOB, HCCIEJOBATHCH TIOOOYHBIE PEAKIHH, KOHIIEHTPAIIHS I'eMO-
I00MHA, hePPUTHHA U TO3BI IPUTPOIIOITHHA.

144 manuenTa moxydaru Kocmodep (2294 mo3sr), 110 moayuanu Benodep (2111 103). Bcero B 06eux rpym-
Imax oTMe4YeHo 15 cryyaeB MOGOYHBIX PEAKIIUI, AMU3040B aHA(DMUIAKCHH He OBUIO. 39 ManueHToB (28 My:»K-
9HH), cpeaHuit Bozpacr 60,5 roaa, moxyyasmux Benodep, 6outu nepesenens Ha BBegenue Kocmodepa Ha me-
puoj 6 MecAnes. 3aTeM ITH MAIHEHTHI BHOBB ObUIH IepeBenensl Ha Benodep. 3a Bpemsa ncciieioBanus He GbUIO
OTMEYEHO PA3THYHHA B KOHI[EHTPAIHH I'eMOITIO0OHHA, ypoBHE (heppUTHHA U 032X dpUTpOonodTuHa. Ha hone
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