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B crarse mpeacTasiaeH 0030 JUTEPATYPHI IO BOIPOCAM MIATOICHE3A M KIMHHUKO-MOP(OIOTHIECKHX Xa-
PAKTEPUCTHK PA3THUIHBIX BAPHUAHTOB ITOYCIHOM MATOJOTHH MPH 3T0KAYECTBEHHBIX 32001eBaHIAX TUMPO-
HIHOM TKAaHH U IUIA3MAKJICTOYHBIX THUCKpa3uax. [IpuBegeHo 11 cayuaeB ¢ OMMHCAHHEM KIMHHUKO-UMMYHO-
JIOTHYECKHUX JAHHBIX U MOP(OTOTHICCKUMHU HWITIOCTPANMAMH: MOPAKEHUA MMOYEK MIPH MHOKECTBEHHOM
MHeJIOME, IEPBHIHOM AMIJIOH/I03€, 00I€3HH OTI0KEHHUS TAKEIbIX IeNeH, XPOHHIECKOM B-KI1eTOYHOM THM-
donerikose, B-xierounoi sumbome, 6oxe3nn XoaKKkuHa. OIMHUCAH TAKIKE PETKHI cydari nmpoxudeparus-
HOTI'O IJIOMepyT0oHe(PHUTA C MOHOKIOHAIBHBIMH JE€NMO3UTAMH HMMYHOITTOOYy/IHHA A. IIpecTaBiaeH aHaInu3
KIAHUYIECKUX U MOP(OTIOrHIeCKHX BAPHAHTOB IMOPAKEHHH MOoYeK y 120 GOIbHEBIX ¢ tuM@oIuia3Mmanurap-
HBIMH 3200/I€BAHHUAMH, HAOTIOAABIINXCA B HEDPOIOTHISCKOM OTAEICHUH IOPOACKON KIHHHUIECKOHM 0O0JIb-
Huibsl umenu C.IL borkuua B mepuos ¢ 1994 mo 2008 rr.

The review concerns pathogenetic mechanisms and clinical and morphological characteristics of different types
of kidney involvement in malignant diseases of lymphoid tissue and plasma cell dyscrasias. We present 11 cases
which illustrate kidney damage in multiple myeloma, primary amyloidosis, heavy chain deposition disesase, B-cells
chronic lymphocytic leukemia, non-Hodgkin lymphoma, Hodgkin’s disease and a rare case of proliferative glome-
rulonephritis with monoclonal IgA deposition. We also report clinical and morphological data of 120 patients with
renal involvement associated with lymphoplasmacytic disorders treated in our center during the last 14 years.
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OKIH — 3KCTpaKaWUIAPHBINA [NIOMEPYJIOHEPPUT
OM — 2EKTPOHHAA MUKPOCKOIINA

MGUS — MOHOKJIOHQJIbHAS [AMMAIIATH HEOIIPEJIE-
JIEHHOI'O 3HAYEHUS

HCDD - 6071€3Hb OTIOKEHUS TSLKEIBIX 11CTIeH

LCDD - 60s€3Hb OTJIOKEHUS JIETKUX LIeTein

LHCDD - 601€3Hb OTJIOXKEHUS JIETKUX U TIKEJIBIX
emnemn

MIDD — 6071€3Hb OTJIOKEHUSI MOHOKIOHAJIBHBIX UM-
MYHOIJIOOYINHOB

BBegenue

CriekTp MMMQOINIA3MALUTAPHBIX 3300I€BAHUN YPE3-
BBIYAITHO MUPOK, IOPAKEHUA IIOYEK BCTPEUAIOTCA C Pa3-
JIMYHOI YACTOTOU, OTIUYAIOTCA 3HAYUTEIBHOI IreTePO-
I'€HHOCTBIO U B PAJIC CIy9a€B MOI'YT JOMUHUPOBATD B KU~
HUYECKOH KapTuHE. MHOIME BapUAHTHI HE(PPOIATUN
HUMEIOT OOIIUE MATOICHETUYECKUE YEPTBL, HO IIPU ITOM
HX KIMHUKO-MOP(ONIOrn4eCKUE IIPOABICHUSA BAPbUPYIOT
B 31BUCUMOCTH OT OCOOEHHOCTEN OCHOBHOI'O 3260J1€BA-
HuA. Tak cast-HepponaTys XapaKTepHa IPEUMYIECTBEH-
HO JII1 MHOJKECTBEHHON MUEJIOMBI, B TO BpeMs KakK AL-
AMUJIOU/I03 U OO0JIE3Hb OTJIOKEHUA MOHOKJIOHAJIBHBIX
JIETKUX LICTIEH YaIe HAOMOAAI0TCA KAK CAMOCTOATE/IbHbINA
BAPUAHT IJIA3MAKIECTOUYHONM AUCKpa3uu. IIpu sTOM BCe
TPH BaApUAHTA OOYCIIOBJICHBI BO3ACHCTBUEM IIATONIOTMYCC-
KUX JIETKUX LIETIEH ¥ HUHOT4A MOTYT BCTPEYATHCA B PA3IY-
HBIX COYETAHUAX Y OHOIO M TOI'0 JKe IauuenTa. ¥ Harpo-
TUB, IIPH PA3IMYHOM ATOICHE3E MOPAKEHUA TIOYCK MO-
I'YT UMETb CXOJHBIE KIMHUKO-MOP(HOIOTMUECKUE IIPOSIB-
JICHWS, IIPUMEPOM YE€TO ABJIAETCS AA-aMIIONJ03 IIPU 60-
Jie3nu XO/PKKUHA U AL-aMMWIonj03 B PAMKAX IUIA3MAKIIe-
TOYHBIX JJUCKPA3UU. B CBA3U C 3TUM, NIPEKIEC YEM Pac-
CMATPUBATH OT/AEJIbHBIE THIIBI [IOPAXKEHUA ITIOYEK, HEOO-
XOZIUMO OXAPAKTEPU3OBATD JUMQPOIUIA3MALIUTAPHLIE 34-
00JIEBAHUSA B LIEJIOM U PACCMOTPETD IIATOI'CHETUYECKUE
MEXAHU3MBI [IOYEYHOT'O ITOBPEKICHUS.

3;10KagecTBEHHBIC TUM(POHUTHEIE 32001 BAHUA

Kiaccudukanus 310Ka4eCTBEHHBIX 3200J1€BAHUN
JUM(POUJHOM TKAHU NOCIELOBATENBHO MOIUMPULIUPO-
BaJIACh B TeyeHue XX BeKa. Pasnuyany JeMKO3bl U JTUM-
(pOMBI, BLIAEIIANN OCTPBIH U XPOHUYECKUH JIEHKO3. OCT-
PBII JIEMKO3 OOBIYHO PACCMATPUBANICA KAK ACCOLIUUPO-
BAHHBIN C OJIACTHBIMU KJIETKAMH, IPU BHEJPEHUU LIUTO-
XMMHUYECKUX UCCIEAOBAHNI CTAJIO BO3MOKHBIM PA3/IH-
YaTb MUEJOU/HBIE 3JI0KAYECTBEHHbIE 3400JIEBAHUA U
OCTPBII JIEMKO3, CBA3AHHDBIN C JIUM(POUIHBIMU KIETKA-
MU, KOTOPBII, B CBOIO OYEPEb, OJPA3ACIANNA HA OCHO-
BAHUY MMMYHOJIOTHYECKUX U [JUTOI'CHETUYECKUX PaA3-
JIMIUA. XPOHUYECKUH JIEHKO3 (XJI) TaroKke noapasnes-
JI Ha JIUM(OUIHBINA 1 MUEJIOW/IHBLI, COIJIACHO MOPQO-
JIOTMYECKMM XAPAKTEPUCTUKAM, U PA3IPAHUYUBAINA PA3-
JIMYHBIE €TI0 BAPUAHTHL YKe B Hayaie XX BEKa, Ha OCHO-
BAHUU NIPUCYTCTBUA I'MI'AHTCKUX KIETOK IlITepudepra—
Pup, Bpigenanu 6one3up (UM@PoMy) XOMKKMHA U
HEXOMKKUHCKHUE TuM@poMbl (HXIT). B 50-e rogpl npume-
HAIACh Knaccupukanysa HXJI, ocHOBaHHAA HA pa3Mepax,
popme 1 OCOOEHHOCTSIX POCTA KIETOK, 32TEM OBLIU Pa3-
paboTaHbl KIaCCU(PUKAIIMY HA OCHOBE UMMYHOJIOIMYEC-
KUX paginuuil. B nociepnue gecaTuieTus JOCTIKEHNS
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B 00JIACTH UMMYHOJIOTHH M LIUTOI'€HETUKN IIPUBEJIN K
HUEHTU(UKALMY HEKOTOPBIX PAHEE HE U3BECTHBIX TH-
OB TUM@OM U K 3HAYUTEIBHOMY U3MEHEHHUIO KIACCU-
(pukaronHo cucremsr [10].

Kinaccudukanusa muMEOUTHBIX 3JI0KAYECTBEHHBIX
HOBOOOpazoBaHuit BO3 ocHoBaHa HAa Mopdooruyec-
KMX, KINHUYECKUX, UIMMYHOJIOTHYECKNX U T€HETUYEC-
KUX JIaHHBIX U, C OJHOH CTOPOHBI, OObEAUHIET XPOHU-
YeCKUE JIMM(OJIENKO3bl U HEXOPKKUHCKUE JTUM(MOMB,
C ZIPYro¥ CTOPOHBI — BBIACISACT O0ICE TPUALATH BAPU-
AHTOB 3200JIEBAHNH, UCXOAANNX U3 KIETOK JTUMQPOUSI-
HOTO PAfia ¥ OTHOCAIUXCS K B-KineToyHou ninu T-Kie-
TOYHOH ATOJIOTUU JIUOO K XOJUKKUHCKUM JTUM(pOMaM.
B Tab6n. 1 npeacTaBieHsl BAPUAHTHI, BCTPEYAIOMIUECS C
gacToTon 21% [42].

Ilta3mMaKkIeTOYHbIE JUCKPA3HH

[T1a3MaKIeTOYHbIE 3d00/1€BAHMA IIPEACTABIIAIOT IPYII-
Ty HEOIIJIACTUYECKUX 3400JIEBAHUIL, TECHO CBA3AHHBIX
MEXY COOOI, IIOCKOJIBKY OHM IIPOUCXOJAT U3 OOIMIUX
IIPEAIIECTBEHHUKOB B IIOCIEOBATEIBHOCTH KIECTOYHBIX
IIOKOJIEHU B-MM(POLUTOB. DTH KIETKH OOBIYHO MOP-
(porornyecKy NpeACTABIAIOT COO0M IUIA3MALUTEI (-
(pepeHnupOBAHHBIE B-TMM(OLUTEI), HO MOI'YT TaKXKE
HUMETD JIUM(POILIAZMALUTAPHYIO MOPGoIoruio. C yueTom
3TOI MOP(OIOIrNYECKOI OOIIHOCTH JIOTMYHBIM ITPE/ICTAB-
JIsIeTCsl OOBEIMHEHUE 3JI0KAYECTBEHHBIX JTUMQOUIHBIX
3200JIEBAHUH U IUIA3MAKICTOUHBIX 3300JICBAHUN TTOHATH-
eM JuM@oIuIa3ManuTapHele 3a6onesanus (JII13). Tem 60-
JIEE YTO HEKOTOPBIE U3 HUX, 4 UMEHHO JIMM(OIUIA3MALIU-
TapHas JIMM(OMa/MaKPOITIOOYyINHEMUS BabieHCTpEMa
U IUIA3MAKJIETOYHAs MUEJIOMA,/IIA3MalUTOMa, COTTIACHO
wiaccupukanuy BO3, BXOJAT KaK B IPYIILY 3pEbIX (IIe-
pU@EPUIECKUX) 37I0KAYECTBEHHBIX B-KIETOYHBIX HOBO-
06pa30BaHuUIl (Ta0L. 1), TAK ¥ B IPYIIITY IUIA3MAKICTOYHBIX
3a6onepanuit (Tabin 2) [61].

B ymmTeparype BCTpEYaeTCss MHOXKECTBO CHUHOHUMOB
TEPMHUHA <IUIA3MAKIETOYHBIE 3200/IEBAHUA> — MOHOKJIO-
HQJIbHbBIE ['AMMAIIATUH, TAPAPOTEUHEMUH, TUCIPOTEN-
HEMUHU, UMMYHOCEKPETOPHBIE 3200I€BAHUA U T1JIA3Ma-
KJIETOYHBIE JIMCKPA3UU. TEpMUH <IUCKPA3Ust» (OT rpevec-
KOT'O JUCHKPA3UC) NOABWICA B XIV BEKe U MPUMEHSIICA
UL OO03HAYEHUA PAIMYHBIX 3400I€BAHUN C HAPYLIEHU-
€M COOTHOIIECHMs OCHOBHBIX JKMJKOCTEH B OPraHMU3ME
(«KpoBH, (PJIETMBI, YEPHON JKEIYU U CBETIION XETIW») B
COOTBETCTBUM CO CPEAHEBEKOBLIMU NPEJCTABIEHUAMM.
B Hacrosmee BpeMs «IMCKPA3Hsl» O3HAYAET ATOJIOTMYEC-
KO€ COCTOSIHUE, CONPSDKEHHOE C HAPYIIEHUEM COCTABA
KpoBH [32]. B manpHeNmeM Mbl 6y/IEM UCTIOIb30BATH /IS
[UIA3MAKJIETOYHBIX 3200JIEBAHUN PUHATHIN B MEXKIYHA-
POAHOH JIMTEPATYPE TEPMUH IUIA3MAKIETOUHBIE JIUCKPA-
sun (ITIKI).

[TK]], XapaKTepU3yIOTCsa HEKOHTPOJIUPYEMOH NIPO-
audepanueil ¥ HapyneHueM (PyHKIMH OFHOI'O KJIOHA
KJIETOK, YTO COIIPOBOXKAACTCA MPOSYKIMEN aHOMAJIb-
HBIX 110 KOJIMYECTBY /WK KA4€CTBY MOHOKIOHATbHBIX
6€JIKOB — UMMYHOII06yIMHOB (MI'), CBOGO/HBIX JIET-
kux nenen (JIL), tsoxensix nened (TL) win ux gpar-
MEHTOB [24, 61, 85].

CormnacHo wiaccudukanuu BO3 (tadi. 2) x IIK] or-
HOCATCA KAK 3JI0OKAYECTBEHHBIC (TUIA3MAKICTOYHAA/MHO-
KECTBEHHAA MUEIOMA, POACTBEHHBIEC €1 COCTOSHUA U
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Tabruya 1

Kiaccudukamus 310Ka4eCTBEHHBIX JTHM(oUIHbIX 3a601eBanuii BO3 [42]

B-kaerounsie HOBOO6pﬂ3OBaHI/I5[

T-KkAeTOUHBIE HOBOOOPA3OBAHIA

XoaRKnHCKaA AnMpomMa
(6oAe3Hb XOAKKIHA)

HoBoo6Gpa3opaHusA U3 IPEAIIECTBEHHUKOB

B-kaerok

— B-aumdobaactras Aciikemust/ anvdoma 13
KACTOK-TIPCAIIIECTBCHHIKOB

— Octpast AnMpOOAACTHAS ACHKEMIUA U3 KACTOK-

Hosoo6paszopanua u3 — Hoayaspmas,
IPEAIIEeCTBEHHUKOB T-KAeTOK ITPEHMYITIECTBEHHO
— T-aumdobaacrHas Anvdoma/ Aciikemus Anmdonurapaasn

M3 KACTOK-ITPEAIIECCTBECHHIKOB
— Ocrpas anmdobaacTHAS ACHKeMIA U3

XOAKKITHCKAsA AI/IM(t)OMa

— B-xaerounas xponndeckan AumdonuTapHasn
Aefikemust/ MEAKOKAeTOHAs AnMdonTapHas
Amvdoma

— B-xaerounas npoanmdornnrapaas Aciikemus

— Anmdonaasmarrapaas
anmoma/mMakporaobyanaemus BaapacHcTpema

— B-kaerounas anmd oma MapraHAABHON 30HbI
CEAE3EHKI

— Boaocarokaerounas aciikemus

— ITAasMakACTOIHAS MIEAOMA/ TIAA3MATTTOMA

— DxcrpaHoAaAbHAA B-kAeTouHAA Amvdoma
mMapraHaAbHoil 30861 MALT-TrI12

— B-kaerounas anmdoma MaprEHaABHON 30HbI
AIMDOY3A0B

— ®oanruxyaspHas anmpoma

— Anvmdoma MAHTUITHBIX KACTOK

— Audpdysuas kpymaOKAcTOIHAA B-Ammvdpoma

— MeanacrnnanpHas (THMEYECKAS)
KpyIHOKAeTOUHAA B-Anmdoma

— Anmdonma B BHAE dKCCyAaTa

— Aumdoma beprurra

ITPEAIIIECTBEHHIKOB KACTOK-TIPEAITIECTBEHHIKOB
3peasre (mepudepuyeckue) B-kaerounsie 3peasie (mepudepudeckue)
HOBOOGpa3oBaHUA T-kAeTOuHBIE HOBOOOPA30BAHNA

— T-kAeTounas mpOANMQOIIATAPHAS
ACHKEeMHUS

— T-xkpymHOKACTOUHAA AIM(OIIUTAPHAA
ACHKEMHUS U3 IPAHYACOACP/KAIIINX KACTOK

— Arpeccusaas NK-kaerounas Aeiikemus

— T-kaerounHas Anmdoma/ AciKemus
B3pocasix (HTLV-1+)

— Orcrpanoaasbnas NK/T-kaetounas
AMM(OMA HOCOBBIX TTA3yX

— Dureponarmyaeckad T-kaeroanas Aumdoma

— lematoanenaapmas ¥-0 T-kaeTounas
AnmMpoma

— IToAkoKmHASA TAHHIKYANTOIIOAODHASA
T-xaeTounas AuMdoma

— baacraas NK-xkaerounasn amvdoma

— I'puboBuAHbIil MIKO3 / cuaaApom Cesapu

— AHAITAACTHYECKAS KPYITHOKACTOUHAS
Anvdoma

— Iepudepraeckas T-kaetounas Amvidoma

— AurmoummyHOobAacTHAS T-KACTOUHASA
AmmMoma

— Kaaccuueckas
XOAKKHHCKasA AEMQOMa

— XOAKKHHCKaA AuM¢pOMa
C HOAYAAPHBIM
CKACPO30OM

— Kaaccuueckas
XOAKKIHCKaA AEMQOMa,
Horaras AUMGOIHITAME

— CMeImaHHO-KAETOYHAs
XOAKKIHCKaA AEM@OMa

— XoaAKKIHCKaA AIM@oMa,
AnmdonuTapHOEe
HCTOIIEHHUE

Tabaruya 2
Kinaccuukanmus 1mia3mMakIeToOIHbIX
HOBOOOpazoBauuit BO3 [40]

ITaazmakaeTounas MuesomMa (MHOXKECTBEHHAS MIEAOMA)

MoHOKAOHAABHAA IAMMANIATHA HEOIIPEAEAEHHOT'O
saavyenns (MGUS)

BapuanTel IAa3MaKAETOYHOI MHEAOMBI:
— Barorexymman muesoma

— Taeroras MueAOMa

— Ocreockaepormaeckas mueaoma (POEMS)
— ITaasmakAeTOUIHAA ACHKEMHSA

— Hecekpernpyrormas mreaoma

TTAazmManmuTOMBI:
— CoAnTapHas IAA3MAILIITOMA KOCTH
— DKCTPAMEAYAAAPHAS IIAA3MALIITOMA

Maxporaobyannemusa BasbpeHCTpeMa (MMMyHOLIITOMA)

Boaesns Taoxessix neneit (HCD):
—y-HCD
—W-HCD
—o-HCD

— IlepBuaHbIT aMIAOHAO3

— boaesnn oTAOKEHUS ACTKUX U TSKEABIX LICHCI‘/‘I

JuM@orIazManuTapaas IuMgoma), Tak 1 He3jI0Kave-
crBeHHble (MGUS-MOHOKIOHAIbHAA TAMMAIIaTUA He-
OIPEEICHHOI'O 3HAYCHUA, IIEPBUYHBIA AMUJIONIO3 U JIP.)
3abonesanus [40]. B nacrosamee spemst MGUS paccmat-
PHBAETCA KAK «IIPEA3TOKAYECCTBEHHOE COCTOAHUE», TIOKA-
3aHO, 4TO Y 25% 60mbHBIX ¢ MGUS BrocieacTBrY, B CPO-
ku OT 10 10 20 siet, pa3BUBAIOTCA MHOKECTBEHHASA MHUE-
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soma (MM) u apyrue JII13. Han6obmmas BEpOATHOCTD
3omonn MGUS B 3710Ka4€CTBEHHYIO (DOPMY OTMEUEHA
y MAIMEHTOB CTAPIIEI'O BO3PACTA IIPH NAPATPOTCUHEMUHI
IgA 1 IgM C OTHOCUTEBHO BBICOKUM COJIEPKAHUEM I1d-
TOJIOTMYECKOro Oenka. Pagrpannyenue MM, 6eccumi-
TOMHOM MMEJIOMBI (TJICIONEN U BsUIOTeKyei) 1 MGUS
OCHOBAHO HA PsJe KPUTEPUEB: yPOBEHDb M-TPAINEHTA, CO-
JeprKaHue IIa3MaTUIeCKux KIeToK (ITK) B KocTHOM MO3-
Ie, HUIMYKE CHEeNU(PUIECKUX OPIaHHBIX U TKAHEBDIX I10-
BpexaeHui (Tadin. 3). [Toq MGUS noHumaercs ymepeH-
HAs IAPAIPOTEUHEMUS, BbIAB/AEMAS B OTCYTCTBUN I'€Md-
TOJIOTMYECKUX ITPU3HAKOB 3/I0KAYECTBEHHOIO B-K1eTou-
HOT'O 3200JIEBAHUS 1 OPTAHHBIX NOPAKEHUN (AMUIOUTIO-
32, 00JIE3HN OTIOKEHNA MOHOKJIOHAIBHBIX NMMYHOIJIO-
6yamHOB) [25, 40, 98].

O0IIaa XapaKTEePHUCTHKA MOPAKEHUH MMOYEK
upu JITI3

CHUMIITOMBI TOYEYHON MATOJOIUNA MOTYT IIPEAIIe-
CTBOBATb YCTAHOBJIEHUIO ANArH034 JII13, BBIABIATLCA OfI-
HOBPEMEHHO C HUM WIH B O0JIEE MTO3/JHUE CPOKU [28].
KIIMHUKO-MOP@ONIOTrUYECKUE TTPOSBICHUS TOPAKEHUS
MIOYEK ONPE/IEISIOTC PANUUYHBIMA MEXAHU3MAMHU T10-
BPEKICHUSA: TOKAUIM3ALUEH OIYXOJIEBLIX MACC, SKCIIAHCHU-
€11 3JIOKAYECTBEHHBIX KJIETOK, MOCIEACTBUAMU OTIIOXKE-
HIA B TKAHAX CEKPETUPYEMBIX B-KJIOHAMN MapanpoTen-
HOB (MOHOKJIOHAJIBHBIX OCJIKOB/M-TPa/ITUCHTA), CEKPEIIU-
€lf TOPMOHOB, ITUTOKUHOB, (PAKTOPOB pOCTA, METAOONN-
YECKUMU, BOJTHO-3JIEKTPOTUTHBIMU, KOATYIAITMOHHBIMA
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Tabauya 3
Juarsocruyeckue kpurepuu MGUS, 6eccCHMIITOMHOM
M MHO>KECTBEHHOH MHEJIOMBI [25, 99]
MGUS | Taerormas Bsanorekyran MuoskecTBeHHAA
MHECAOMA MHEAOMA MHCAOMA

MonokaoHaAbHBIN GeAok (r/AA) IgG <3,5 | IgG >3,5 IgG 3,5-7 IgG >3,5

IgA <2 IgA >2 IgA 2-5 IgA >2
ITaazmarmros <10% 10-30% >30% >30%
Beaok Benc Asxonca B Moue + + + ectpb (50% caywaes)

- + + ecTb

CHixenne ypoBHA HOpMasbHBIX T

OprasHble OPasKEHUs:

— ANTHYCCKHE ITOBPEKACHHS KOCTEH

—amemus: Hb <10 r/aa

— noveuHas AUCYHKIHA

— rurepkaApnuemMus >2,75 MMOAB/ A

— APYTHE TIPOSBACHUS (TUITEPBUCKO3HBIN CHHAPOM, aMHAOHAOS,

PEOUAMBHPYIOMINIC 62KT€pI/IaAI)HI)IC I/IHq)eKLII/H/I)

ecTpb
ectb (66% caydaes)
ectb (30% caywaes)
ectb (30% cayuaes)
9ACTO

HET <3 6es mepeAOMOB

HCET HET HeT
HECT
HECT

HET

HET HET
HET HET

HET HET

HAPYLIEHUAMY, MTH(EKIUOHHBIMUA OCIOKHEHUAMU U OC-
JIOXKHEHUAMHU Tepanuu [44, 64, 70, 84]. B maronoruyec-
KUIT IIPOLIECC MOI'YT BOBJIEKATHCA MOYEBBIE IIyTH, II0YEY-
HBIC APTEPUU U BEHBI M KOMIIOHEHTDI IOYEYHOH MTAPEH-
XMMBI — BHYTPHUIIOYEYHBIE COCYIbI, UHTEPCTULIUH, Ka-
HAJIBLIBI U KIYOOYKH, IIPUYEM UHOI/A OJHOBPEMEHHO
(Tabm. 4-06).

Han®opmyio TpyAHOCTb IPEACTABIACT IIOHUMAHUE
IaToreHesa u AudepeHInaIbHasA JUATHOCTUKA HE(PPO-
MATUHA C IPEUMYIIECTBEHHBIM IIOPAKEHUEM KIYOOUYKOB.
BOnbIMHCTBO BAPHUAHTOB INIOMEPYJIAPHBIX ITOBPEKIE-
HUIT OOYCJIOBJIEHO BOZ/ICHCTBUEM NAPAIIPOTEUHOB U CO-
OTBETCTBEHHO pazsusaercs 1pu [1K]/l ropasno pexe na-
PANPOTENHEMUYUECKUE [VIOMEPY/IONATUH BOZHUKAIOT IIPU
3/I0KAYECTBECHHBIX JINM(POUIHBIX 3200JICBAHUAX (B TAKUX
CITYy4asX TOPAKEHUE OOBIYHO OOYCIOBIEHO KPHUOITOOY-
aunemuen). [Tokasano, 4ro B 18% CirydyaeB OCHOBHBIM
3260JIEBAHUEM TIPU MAPATPOTEUHEMUAX ABIAETCS MM, B
16% 6eCCUMIITOMHASA MAEJIOMA U TIA3MALATOMBL, B 11% —
[IEPBUYHBIN aMWIOWI03, B 51% ciaydaes — MGUS. Ha romo
3JI0KA4ECTBEHHBIX JTUM(POUAHBIX 3A00I€BAHUNI IIPUXO-
JUTCA JIUIID 4% CIIy4aes.

[TaToreneTndecKas ponb CEKPETUPYEMBIX B-KIeTKa-
MM MOHOKJIOHQJIBHBIX GEJIKOB MOATBEPAKAAETCA TEM (PAK-
TOM, 4TO OJIHU U T€ K€ KIYOOUYKOBbBIE NOBPEKIEHUA MO-
I'yT Pa3BUBATLCA KAK IIPU 3/I0KAYECTBEHHBIX JIUMPO- U
IUIA3MAKIETOYHBIX 3300/I€BAHMAX, TAK U IIPH HE3/IOKAYE-
crBeHHBIX TIK/I, BO MHOTUX ClIy4asx UMEHHO TSKECTb
MOPAXKEHUA MTOYEK (4 MHOIZA U APYTUX OPrdHOB), 4 HE
HAJIMYME I'EMONATUN ONPEACIIACT KIMHUYECKYIO KAPTH-
Hy. KJ1oHBI B-KJIETOK MOI'YT OBITH OYEHDb HEOOJIBITUMH,
IIPOAYLIUPYEMBIE MU aHOMAJIbHBIE OEJIKM MOI'YT HE OIl-
PERENATBCS B CBIBOPOTKE U MOYE BCJIEACTBUE HU3KOI'O
YPOBHS CEKPELIUU WX OBICTPOM «YTIJIM3ALUN> B TKAHAX,
HO UX BO3/ICHICTBUE IIPOSBIIACTCA BLIPAKCHHBIMUA CUCTEM-
HBIMH 3(PPEKTAMU MAPANPOTENHEMUN: AL-aMUION0-
30M, CUH/IPOMOM DAHKOHU, KPHUOITIOOYITMHEMUYECKUMU
HNOBPEXICHUAMU. B Takux ciyyasx roopar o6 JII13 ¢ Tak
HA3bIBAEMBIMHU «OIIACHBIMU MAJIBIMU B-KIOHaAMM».

B penkux ciay4asx IpuU 3/10Ka4€CTBEHHBIX JIUMMOUI-
HBIX 3200/ICBAHMAX BO3MOKHO PA3ZBUTHUE ITIOMEPYIIOHED-
pura 6€3 MapanpoOTEUHEMUN U KPUOITIOOYIMHEMUN, 14~
TOI'€HE3 MOPAKECHUA ITOYEK B ITUX CJIYUAAX PACCMATPU-
BAETCA B PAMKAX aYTOUMMYHHOI'O TIOBPEXAEHUA JTMOO
BO3JIEHCTBUS ITUTOKUHOB [25, 84, 85, 99].

Tabruya 4
IToyeyHbIe OCTOKHEHHA TUM(POILIA3MATTUTAPHBIX
3200JIeBaHHIT 6€e3 IyIoMepyIonaTuii [84]

— Tybyaomarun (cast-Hedpponarus u cuaApoM DaHKOHI)

— Mudnaprpanms mapenxuMpr Iovex

— TpOM603 IIOYCIHBIX BCH, KOMIIPCCCHUSA ITOYCTHDBIX apTCpI/Iﬂ
1 BCH OITyXOACBBIMH MaCCaMI

— ObcrpykruBHAs HedpormaTus (HepPOAUTHA3, KOMIPECCHA
MOYETOYHHKOB OITyXOACBBIMI MACCAMI, HAITUAAAPHDI
HEKPO3, HEHPOICHHbIH MOYEBOM ITY3BIPb IIPH ITOPAKEHNUN
CITHHHOTO MO3ra)

— I'nmrepraabimemus (pesopOIius KOCTH), He)POKAABIITHO3

— Vparnas HedppomaTns (COOHTAHHAS ANOO B PE3yAbTaTE
XUMHOTEPAITHI — CHHAPOM AH3HCA OIIYXOAHN)

— BoaHO-2AeKkTpOATTHEIE paccTpoiicTBa

— I'emoans, ABC-cHHAPOM ¥ T'HIIEPBUCKO3HBIN CHHAPOM (Kpaii-
HE BBICOKHI YPOBEHb MOHOKAOHAABHBIX OCAKOB B KPOBI)

— Tp0M60'FI/I"ICCKaH I\II/IKpOaHI‘I/IOHHTI/IH 1 MEC3AHTUOAU3UC

— PaAI/IZ.L[I/IOHHI)IC TTOBPCIKACHMSA

— IloBpexaeHns, MHAYIIMPOBAHHBIE ACKAPCTBEHHOH TepaIIieit

— Cericuc

C y4eTOM BBIIIEU3IOKECHHOIO HEYUBUTEIBHO, YTO
CIEKTP IVIOMEPYJIAPHON MATOJIOIMH, HAOMIOAAEMON TIPU
JII13, BRIIOYAeT MHOKECTBO BAPUAHTOB. C PA3IMYHON Ya-
CTOTOH BBIABIAIOTCA: AMWIOM/03, GOJIE3HU OTIOXKEHUSA
MOHOKJIOHAIBHBIX W' (MIDD), UMMYHOTaKTOWUHBIH TJIO-
MepyoHedput, MembpanosHas Hepponarusa (MH), kpro-
rnobynrHeMudeckuit rnomepynaonedput (KI'H), membpa-
HOIpONU(MEPATUBHBIN ri1oMepynonedpur (MIITH) u
Ipyrue npoau@epaTUBHLIE TNIOMEPYIOHE(PPUTEL, IKCTPA-
KanwuLIpHbii roMepynonedpur (OKI'H), IgA-nedpomna-
THs1, 60JIE3HP MUHUMATTbHBIX M3MeHeHn (BMU), hoxas-
HO-CErMEHTAPHBIN rmomepynockiepos (PCL) (Tabi. 5 u 6)
(64, 66, 84, 91]. uddepeHTranbHas IMATHOCTUKA ITUX
BAPUAHTOB TPEOYET MOP(OIOTUYECKOTO UCCICAOBAHUS
C IPUMEHEHUEM HE TONBKO CBETOBOM MHUKPOCKOIINU
(CM), HO ¥ UIMMYHOJIIOOPECIIEHTHOT'O UCCIETOBAHUA
(U®) n 31eKTPOHHOI MUKpocKkonuu (OM). Hepenko
JIMIIb OIICHKA KOM6I/IH3L[I/II/I I/ISMCHCHI/Iﬁ, BBIABJIACMBIX
IIPY BCEX TPEX METOAAX UCCIEJOBAHNA, IIO3BOJIAET YCTa-
HOBUTD JUATHO3, OCOOEHHO B CIy4asx, KOITd MOPAKEHUE
IIOYEK BBICTYIIACT KAK NIEPBOE WIM CAUHCTBEHHOE IIPOSB-
JieHue 3a00JICBAHMS.
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Tabaruya 5
BapuaHTHI IOYEYHOTO MOBPEKIEHMs, acconuupoBanusle ¢ IIK/I [64, 85]
Aerio- VabTpacTpykrypa Aoxarmsarus Bapwmanr mogeunoro 3aboaeBanns CocTaB ACITO3UTOB
3HTBI
Muxpotybyaspras (A 20—60 unm), | Kayboukn I'H ¢ opraHnsoBaHHEIMI MEKPOTYOyAAp- 1gG K mam A
PACIIOAOMKEHHE ITAPAAACABHOE HBIMU ACITO3HTAMI MOHOKAOHAABHBIX VI
(GOMMID)/ nmmyHoTakTonansit I'H
I'panyaspras, ¢ MEKpOTYOYASIP- Kaybouku Kpuoraobyaunsemmgecknit I'H Tun I: 1gG K nau A,
g HOH cyberpyKTypOit o 1T IgM K 1
2 (upn KI' I Trrra) roAnkAoHaAbHE IgG
<
a PubpuasgpHas B-ckaasgarad, Kaybouxkm, AMUIAOHAO3 AL — Aerkue ermm K:A 1:3,
E (A 8—12 1), pacrroroxenne COCYABI, AH — Tsuxeabie mermm
E BECITOPAAOTHOE, HEBETBAIIECECH KAHAADBIIEL wiam L
o Kpucraaamaeckas, KpucTaAAb Kanaabrisr Cuaapom PaHKOHI Aerkue e KA 9:1
BHYTPHKACTOYHBIC IIPOKCH-
MaABHbIC
DACKTPOHHO-ITAOTHEIC Kamapier Mueromuas cast-HedpormaTus Bbeaok Tamma—
IIAMHAPBL £ KpHICTaAABD AVICTAABHBIC Xopcdanna + ALL
I'panyasipras aAeKTpOHHO- Kaybouku, Boaesus oraoxenus ALl (LCDD) K 301
o IIAOTHAA COCYABL,
)
E KaHAADBIIBI
% Kaybouku boaesus oraoxenns ALl u TL (LHCDD) Y+ Kuan A,
% boaesnn oraoxenns TL (HCDD) IIPEHMYIIECTB, Y
g I'panyaspras Kayboukn [Tpoandeparupueii I'H IgG K mam s
] C MOHOKAOHAABHBIME AertozuTamu VI
s I'panyaspnas, MmaccuBHBIE Kaybouku I'H mpu MakporaoOyArHEMIH IgM K nam A
MHTPAKAITHAAAPHBIE ACTIO3UTEI Baapaercrpema
Tabauya 6  (u3orun TL u JILI) U BBISBICHHE CIEOBBIX KOJIHMYECTB —

LIoMepy/asapHbIe IOPAKEHHUS, ACCOITHHPOBAHHBIC
CO 37I0KAaYE€CTBEHHBIMH TUM(POUTHBIMHU
3200;1€eBaHUAMH [84]

Bapmamrer boaesunp XpoHuYecKmit
IAOMEPYAOIIATHIH XOAKKIHA AHM(bOAcﬁKm /
HEXOAKKUHCKHUE
AIMGOMEL
AMmIAOHAO3 39 4
bMI1 45 9
OCT 4 7
MH 5 12
MIIT'H 2 30
ODKI'H 6 15
Apyrue ITT'H 5 6
NI'A-nedpomarus 0 3
BoaAesnp oTAoKeHnsS MOHO- 0 3
karoHaapHbX MIT (MIDD)
Mnvmynorakronansii ['H 0 8
Bcero 106 92

1. IlopaxkeHHu IMMOYEK IIPHU ILTA3MAKICTOYHBIX
JHCKPA3HAX

1.1. IIospexncoenusn, accouuuposannvie
C MOHOKNOHANHOINU OenKamu

[TopaxkeHust TOYEK pa3BUBAIOTCS ¥ 50% OGONBHBIX C
ITKJI, OCHOBHBIM IATOT€HETUYECKUM AI€HTOM ABJIAIOTCH
MOHOKJIOHAIbHBIE JILI, XOTA [eIble MOJIEKYJIbI MOHOKIIO-
HabHBIX WI' 1 T1 Taxke MOI'YT y4aCTBOBATH B [TATOI€HE-
3€ OPraHHOIO MOBPEXAECHUS. BhIABIEHNE MOHOKIOHAb-
HBIX OEJIKOB B CBIBOPOTKE M MOYE OCYILECTBILACTCA METO-
JoM anekrpodopesa (M-TpagueHT), YTOUHEHHUE UX TUIA
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[IPY UIMMYHOXUMHUUYECKOM UcCIenosannu (MX) metonom
HMMMYHO(DUKCALIMH, AHAIU3 COOTHOLIEHUS U30TOIOB CBO-
601HbIX JILI — PaAMOMMMYHHBIM METOAOM [99].

Jlerkue 1ieny (OMUIIENTUBL C MOJIEKYJIAPHBIM BECOM
22 000 JansTOH) IETATCA HA 2 KIIACCA WX N30TUITA — KU A —
10 AMMHOKHMCJIOTHOM TIOCJIEA0BATEIBHOCTA KOHCTAHTHOM
TIOPIIMY MTOJUTIENITUAHON 1ienn. OOBIMHO K-IIETIH CYIIe-
CTBYIOT B BUJIE MOHOMEPOB, 4 A-LIENHU B BUJIE JIMMEPOB, U T€
U JIPYIYE UHOIA MOIYT 0OPa30BbIBATH TETPAMEPLL Bbisie-
JIEOT TAKKE 4 CyOTUINA (WIK TOATPYIIIIbL) K-TIeTel u 6 cy6-
THIIOB A-IIETIEN B 3aBUCHMOCTU OT AMUHOKUCJIOTHOM ITOC-
JIEAOBATEILHOCTU BAPUAOEIBHON IIOPLIMHL.

B HOPMAJIBHBIX YCIOBUAX CEKPETUPYETCS HEGOIBIION
n36bITOK JI1I, KaTabonuzupyembplit noukamu. Ipu ITK/]
MOKET CEKPETUPOBATLCA 3HAYUTEIbHOE U3OBITOUHOE
Konnuectso k uin A JIL (mpu MM z10 30 r/cyT), KOTOpBIC
MIPUCYTCTBYIOT B LUPKY/LALAN, HE OYyAy4X CBA3AHHBIMU C
TspKenbIMU ety YT D1tu ceoboanabie JIL Ha3bIBaoTCs
6enkoM beHc IXKOHCA TTI0 UMEHU AHTTTHUEIICKOTO XUMUKA 1
Bpaua, enie B 1845 1. penonoKuBIIErO OEIKOBYIO MTPH-
pOoJy IATOJIOIMYECKOH CYOCTAHIIUU B MOYE ITALIUEHTA,
crpajasiiero «mollities ossium». Hazpanus k U A U30TU-
1iet JILI monyumnu B yectb ucciegosareneit L Korngold u
R. Lipari, BiepBbl€ BbIIECIUBIINX [JBA KIacca Oenka benc
J[DKOHCA IpU MHOXKECTBEHHOU MuenoMme [93]. ITomnmo
raneprapoayKuyy JIL MpOMCXOAAT TAKKe HAPYIICHUS X
(PUBHUKO-XMMHUYECKUX CBOMCTB. [IOCKOJIBKY KaTa00IM3M
LUPKyUpytonux JIL ocymecTBiseTcs nyreM KIyoouKo-
BOU (PUIBTPALIUY, 4 3aTEM PEaOCOPOLIUU U 3HAOLUTO3A C
IIOMOUIBIO JTU30COMAIBHBIX (DEPMEHTOB B KIETKAX IIPO-
KCHUMAJIbHBIX KAHAJIBLIEB, TO UMEHHO IIOYKU IIPEACTABIIA-
10T COBOH OCHOBHOH OPraH-MUIIEHb IIPU GOJIBITUHCTBE

TIKJI, [20).
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B ymTeparype NPUHATO NOHATHE «HE(POIATHS JIET-
KUX LIE€NEN», BKIIOYAIONEE B €6 PA3IUUHBIE TUIIBI 110-
4e4yHOTro NospexaeHud. [latonornyeckue JIL xapakrepu-
3YIOTCH, KAK YK€ YIIOMUHAJIOCh, KOJTMYECTBCHHBIMU U/ UJIN
Pa3HOOOPAZHBIMU CTPYKTYPHBIMU HAPYIICHUAMH, B TOM
YUCJIE AMUHOKUCIOTHON IOCJIENOBATEIBHOCTA U PA3Me-
POB, 4 TAKKE U3MCHECHUAMHU U30JICKTPUYCCKON TOUKU U
rugpo@oOHOCTH. B 3aBUCHMOCTH OT KIacCa, CyOTUIA U
(PM3NKO-XMMHUYECKUX CBOUCTB MOHOKIOHAIbHBIE JILI
OKAa3bIBAIOT MHOI'OOOPA3HOE BO3/IENCTBUE HA MTOYEUHYIO
TKaHb. HeKoTOpblE N3 HUX 00JIEE€ TOKCUYHDL, IPYIUE Me-
HEEe TOKCUYHBI, [IpUYeM pasHble TUIbl JIL BO3AEUCTBYIOT
HA T€ WIA UHBIE [TIOYEYHbIE CTPYKTYPLL [lomaraior, uro B
IIEPBYIO OYEPEIb AMUHOKUCIOTHASA OCIEAOBATEIbHOCTD
MOHOKIOHAJIBHBIX JILI IeTEPMUHUPYET TUIT UX JICIIO3U-
[IMY B [TIOYEYHOU TKAHN. KpOMe TOro, CTPYKTYPHBIE Ha-
PYHIEHHUA CO CKIOHHOCTBIO K OOPA30BAHUIO TETPAMEPOB,
KOTOPBIE HE CIIOCOOHBI IPOXOAUTD (PUIIBTPALIMOHHBIN
6appep, TAKKE ONPEACIIAIOT BOBJICYCHUE B ITATOIOIMYEC-
KHH IIPOLECC MPEUMYIIECTBEHHO KIyOOUKOB JIMOO Ka-
HaibleB. [oMepynonarndeckue JIL B3auMOACUCTBYIOT
C ME3AHIMAJILHBIMM KIETKAMH, BBI3BIBAA IIOCPEACTBOM
JBYX PA3IMYHBIX MEXAHU3MOB pa3BuTUe AL-aMuiIons1o-
34 WIK OOJIE3HU OTJIOXKECHMUS JIETIO3UTOB MOHOKIOHA/Ib-
HBIX JIETKUX Lenedd. Tyoynronaruueckue JII He B3aumo-
JEHUCTBYIOT ¢ ME3AHTUEM, HO MOBPEKIAIOT KAHANbLIBL, BbI-
3bIBas PA3BUTHEC CUHAPOMA PDAHKOHM WK Cast-Heppomna-
THH, TIOCKOJIBKY Turiepripoaykuuyst JIL cozpaer HArpysKy
HA IIPOKCUMAJIbHBIE KAHAJIBLBL, IIPEBBIIAIONIYIO CIIOCOO-
HOCTB IIOCJIEIHNX K PEA0COPOLIMU U 3HJOLUTO3Y. Bapu-
AHTBI IOBPEKACHUA 3ABUCAT TAKKE U OT LIEJIOTO PAJa APy-
I'UX (PAKTOPOB, BKIIOYAs OCOOEHHOCTH JIOKAIbHOI'O KaTa-
6onnsma JIL, cienupudeckue B3anMOEHCTBUS MOHO-
KJIOHAJIbHBIX OEJIKOB C TKAHEBBIMU U KJIETOUHBIMU KOM-
MIOHEHTAMU U XAPAKTEP TKAHEBOI'O OKPYKeHuUA [20, 24, 25,
64, 85).

Kax yxe ynoMmuHanoch, noMmumo JIL, moBpexgatommum
(paKTOPOM MOTYT OBITh TAKKE MOHOKJIOHAJIBHBIE AHO-
manbHble T1I u pensie MI. Cy6CcTpaToM MOYEYHOro 10-
BPEXKICHUA AB/LICTCA B OCHOBHOM OOPA30BAHUE CIIO3U-
TOB MOHOKJIOHAJIbHBIX OEJIKOB, JIUIIb B PEAKUX CIydasx
MEXAHU3M MOPAKEHUSA CBA3AH C AHTUTEILHON AKTUBHO-
CTBIO IAPAIIPOTEUHOB IIPOTUB TKAHEBLIX dyTOAHTUICHOB.
Cocras Jieno3uTos (Tabi. 5), onpeaensemblii npu M-
HUCCIENOBAHUY, 3ABUCUT OT OCOOEHHOCTEN OCHOBHOI'O
3aboneBanus. [Ipu MM CEKPETUPYIOTCA MOHOKIOHA/Ib-
Hple UI, cocrosmue u3 ayx TL 0IHOro U30THIA U BYX
JILI otHOTO M30THIA. DTO MOTYT ObITh IgG, nHOrMa 06M1a-
JIAIoIue KpUOCBOUCTBAMY, IgA 1 IgD, B 20% Ci1ydaeB Cek-
PETUPYIOTCA TOJIBKO CBOOOJHBIE MOHOKIOHAIbHEIE JIL]
(6enok benc [IxxoHca). B nenom JIL, waime k-Tumna, npu-
CYTCTBYIOT IIpyU MM B Moue 10 80% Ci1ydaes, a B KPOBU 1/
Wi Mode 10 97% ciydaes. [1pu nepsuanom AL-amMunon-
J103€ B 92% CJly4aeB CEKpeTUpyIoTcs cBobosHble JILI nipe-
HMYIECTBEHHO A-TUIIA, KPANHE PEJIKO — TSKEJIbIE LIETIH,
nipu MIDD — gamie cso6osubie JIL x-Trmna, pexe cBoOo-
Hble TL 60 n JIL u TL, npu MakpornoOyamHeMun Baiib-
JEHCTPEMA CEKPETUPYETCS MPEUMYILECTBEHHO MOHOKIIO-
HaTBHBIN IgM [58, 64].

OCHOBOY YIABIPACTPYKTYPBI AIPETATOB IIATOJIOINYEC-
KUX OEJIKOB, ONIPEIESIEMON TIPU DM, ABISIOTC UX (PU3U-
KO-XHMHUYECKUE CBOUCTBA. [To DM-Tipu3HaKkam Hedporma-
TUY, aCCOUMUPOBAHHBIE € TTK]I, MOXXHO YCIOBHO NTOAIPA3-
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JEJIUTD Ha JIBE KaTeropu (Tabi. 5). OgHa KaTeropus xa-
PAKTEPUYETCA HAIMUUEM OPIaHU30BAHHBIX JIETTO3UTOB:
KPUCTAUINYECKUX (TIPU Cast-HEPPONATUU U CUHIPOME
danxonn), pubpwurpHbX (Ipu AL- u AH-ammiongose)
WIA MUKPOTYOYJIAPHBIX (IIPH KPUOITIOOYTMHEMUYECKOM
1 MMMYHOTAKTOMZAHOM Hedpute). Bropas kareropus
ONPEAEIACTCA HAIMYMEM HEOPIAHU30BAHHBIX [EIIO3U-
TOB, OOBIYHO I'DAHYJIAPHOIO XAPAKTEPA, U BKJIIOYAET B
cebs MIDD, a Taxke pefikue BAPUAHTLI IPOIU(EPATUB-
HOI'O ITIOMEPYJIOHE(MPPUTA U ITIOMEPYIOHEPPUT IIPU MAK-
pornobynuaemun Basbiercrpema [64, 66, 84, 91). Paznu-
4ys B YIBIPACTPYKTYPHOM OPraHU3aLUN YKA3AHHBIX I10-
PKEHUN HE UCKIIOYAIOT UX MATOT€HETUYECKON OOIIHO-
CTH, YTO NOJTBEPKIAECTCA OOHAPYKEHUEM B OTAEIbHBIX
CJIy4dAX COUETAHUA Cast-HEPPOIATUUA U AMUIOWI03a 1/
wiu MIDD y OffHOTO | TOTO 3Ke maryenTa [64, 79].

1.1.1. Bapuarmoi ¢ OP2anu306aHHbiMU 0eno3umamis

Cast-HedponaTus SB/IIeTC HAMOOIee 9acTow (op-
MOIJ iopaxkenusd novek npu K/, D1oT BapuanT passu-
BACTCS [VIABHBIM 00pa30oM y O0ONbHBIX ¢ MM, OIIMCAHEI
JIMIIb €IMHUYHBIE CJIYYaU CaSt-HE(PPOIIATUHN IIPU MAKPO-
1o6yarHeMun Banbiencrpema [49, 64], UMEHHO MOATO-
MY JAaHHAS ITATOJOTUA HA3BIBACTCA TAKKE MUEIOMHON
cast-HeppomaTren (WINHAP-HE(PPOIIATHEIN) WIN «MU-
€JIOMHOU ITOYKOW» (MTOCJIEAHEE ONPEENIEHUE B HACTOS-
II€e BPEMA CUMTAETCA YCTAPEBIINM). [10 pasMuHbIM JaH-
HBIM, cast-HedpormaTust Betpedaetces v 30—65% GOMbHBIX
KA 1 muaupyer Cpeau NPUYNUH Pa3BUTUA ITOYEYHON
HEZOCTATOYHOCTH IpU MM, o6ycasnmsas 1o 90% ciyda-
€B OCTPOI NoYeuHo! nHepocratounoctu (OIIH) (2, 3, 11,
14, 45, 59]. HumuHapel, 0OPA3YIOMIUEC B PE3Y/ILTATE T10-
MaJJaHusl HOJBIIOTO KOJUYECTBA HEPEAOCOPOUPOBAH-
HBIX CBOOOHBIX JILI B TUCTATIbHBIC KAHAJIBIBI U B3aUMO-
percrsus JIL ¢ 6enxom Tamma—Xopcdauia, BLI3bIBAIOT
OOCTPYKLIMIO IIPOCBETA KAHAIBLIEB. Pa3BuTne cast-nedppo-
IIATUM ONPEAEIACTCA CPOLCTBOM ONPEAEICHHDIX THUIIOB
JILI x 6enky Tamma—Xopcedasia, 06pa3oBaHUIO ITUIHMH/I-
POB CIIOCOOCTBYIOT TAKXKE TAKUE (PAKTOPBLI, KAK THUIIEP-
KJIBLIMEMUS, ACTUAPATALINSA, AUI03 U IPUMEHEHUE (y-
pocemupa [1, 48, 87, 88].

[Tpu MOP(OIOrNIECKOM UCCIEAOBAHUN B IIPOCBETE
JUCTAJIbHBIX KAHAIBIEB K COOMPATENBHBIX TPYOOUEK OI1-
PENENAIOTC KPYIHBIE, BOCKOBU/IHBIE, (DPATMEHTUPOBAH-
HbIC LWIMHJPBL, COCTOAIINE U3 MOHOKJIOHAIbHLIX JILI,
6enmka Tamma—Xopcedania U KpUCTAIOB POMOOBU/THOM
WA UI'OJIbY4ATON (POPMBL, UTO IIOATBEPXKAACTCA IpU OM.
LIMIUH/PBI OKPYKEHBI MOHOHYKJICAPAMU U I'MT'AHTCKUMUA
MHOTOSI/IEPHBIMU KJI€TKAMU. [TOBpEX/ICHNE KAHATIbLIECB
BKJIIOYAET B €64 JIETEHEPAITUIO, HEKPO3, aTPOHIO U 00-
HKEHUE TYOYIIPHON MEMOPAHBI, Pa3BUBAIOTCS TYOYIIN-
ThI, 4 TAKKE UHTEPCTUIIMAIbHBIE TOBPEXIEHUA B BUJIE
OTEKa, UHTEPCTUITUATBHOTO (pUbpO3a U TIa3MaruTap-
HOU UHOUIBTpAKH [62).

He6naronpuATHLIA NPOTHO3 1JI BOCCTAHOBICHUS
IIOYEYHON (PYHKLIIMH dCCOLUMUPOBAH C BBIPAKEHHOCTBIO
HMHTEPCTULMAIBHOIO (PrOPO3a MO JJAHHBIM OUOIICHH, Ha-
JIMYMEM THUIEPKATBLUEMUH C PA3BUTHEM HE(DPOKAIBIIN-
HO32 U PAHHUM IIPUCOECAUHEHNEM TUeIoHe(ppuUTa. Jleue-
HUC HAIPABJICHO HA YMEHBIICHUE MPEIUINUTAIINN B Ka-
HAJIbLIAX 32 CYET OLIEIAYUBAHUA MOYH, KOPPEKLUU I'U-
NEPKAIBLIUEMUN, THIIEPYPUKEMUH, TATOTEHETUUECKAS
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jedeHue — xumuorepanus (XT) ¢ Heabio NogaBIeHus
MPOAYKIIMHA MOHOKIOHAIBLHLIX JITI.

Cnyuari 1. bonbras K-sa, 48 net. B nosbpe 2008 r. noseu-
Nach TOWHOTA, PBOTA, GOMM B NOACHMYHOM OBNACTM, BLIABNEHDI
NPOTEHHYPUS U NOBbILLEHKE KpeaTuHWHA Kposu 10 430 mkmonb/n.
locnuranusmposaHa B Hedponorndeckoe otaenerne [Kb Ne 52,
obHapyxeHbl CybHEGPOTMYECKAs NPOTEMHYPUS NPU CKYAHOM
MOYEBOM OCAZKE, YMEPEHHAS aHEMMs, BEICTPO HAPACTAKOWAA NO-
4eyHas HepocTaToyHOCTb (kpeatuHun 570=1010 mkmons/n), anex-
TPODOPErPOMMA CHIBOPOTKM KpoBK He3 ocobenHoctel. o aaw-
Hbim Y3M nouku Gonblumx pasmepos, C NOAYEPKHYTHIMU MMPAMMA-
kamu. HauaTel npouesypsl remoananusa.

Beinonnera nyHkunonHas Guoncua noukn (puc. 1-4). CM:
kny6OouKM He uameHeHsl. VimeeTca GoMblIOe KOMMYECTBO KAHOMb-
LeB, COAepXalmx atunudnble PAS-HeratueHble UMaMHAPS, OKpy-

KEHHBIE 3MUTENUANBHBIMU KINETKOMM, MOHOLMTAMM, BCTPEYQIOTCS
MHOTOSBEPHLIE KNeTku. HekoTopble kaHOmbUE COREPXAT KAeTo4-
HbIlt BETPUT 1 BOCnanuTensHble knetkn. OTtek uHTepCTMums, and-
by3HO-04aroBas UHGUNLTPALUMA UHTEPCTMUMA NPEUMYLLECTBEHHO

Puc. 1. borsHas K-Ba. Cast-HedponmaTus (MHETIOMHA
MOYKA): KIYOOYKH BBHITISISAT MAJIOM3MEHEHHBIMH,
KAHATBIIBI PACIIHPEHBI, COIEPKAT GETKOBBIC IFUIHH/IPHL
U BOCHATUTE/IbHBIEC KJIETKH. [€eMaTOKCIWIHH-303UH. X250

Puc. 3. borsHasa K-Ba. Cast-HedponaTus: B mpocsere
KAHAJIBIA — IATOJIOTHIECKHI 0€T0K, OKPY>KEHHBIH
THIAaHTCKHMH MHOTOAAEPHBIMH KIE€TKAMH.
Tpuxpom 110 Maccony. x400

74 Hedpponornangnanms-T. 11, N2 2 2009

MOHOHYKIIEAPAMM, B OTAENbHBIX NpodUnsx — TyGynuTe. ApTepuu
u aptepuonsl 6e3 ocobenrocteir. U@: IgG, IgA, IgM, C3 — nera-
TMBHO, K — HEraTUBHO, A — NO3UTUBHOE OKPALIMBAHWE UMIMHIPOB.
3aKI04YEHKE: MUENOMHAA NOoYKa (cast-HedpponaTus).

PentreHorpadus yepena — B nepemHeTeMEHHON 30He ObHa-
PYXeH OKpymbii ouar aectpykumu. MX 6enkos cbiBOPOTKM KPOBK 1
moum: BeisneH Genok berc Ixorca A-tvna (8 ceigopotke 7,9 r/n,
skckpeuns ¢ modoit 0,78 r/cyt). CrepHanbHas nyHkums: copepxa-
nve MK 8 koctHom mosre 88%. KoncynbTaums remaronora: mHo-
xecteHHas muenoma B crapmm.

KnuHnyeckuit gpuardos: mroxectsenHas muenoma, 1B crapms,
cast-HepponaT1s, OCTPAA MOYEYHAs HEJOCTATOYHOCTh. BonbHas
nepesegeqa 8 HL, PAMH.

B naHHOM cnyyae nepsbiM MPOABNEHMEM MHOXECTBEHHOM
muenomsl seunacs OMH, nocnyxwusiias OCHOBAHWEM NS BLINON-
HeHus Guoncum noyku. Beisenenmas cast-Hedbponatis ¢ umnuHa-
PAMM, COAEPXALLMMM CBODOAHbIE NErkMe A-Lenu, No3BOAMNA yCTa-
HOBWTb IMQTHO3, MOATBEPXAEHHbBIN HAMMYMEM OYArOB [ECTPYKLMH
B KOCTAX CBOAQ Yepena, BbIPCKEHHOW MAA3MATU3ALMEN KOCTHOrO
mo3ra 1 Hanmuvem Genka berc IxoHca B8 kposu M moue.

Puc. 2. BorpHas K-Ba. Cast-HedponaTus:
¢dparmenTHPOBaHHBIE, PAS-HEraTUBHBIE IIFIHH/IPHI
C CONMYTCTBYIOIIEH KJICTOYHOM peakiue. PAS. x250

Puc. 4. borpHasa K-Ba. Cast-HedponaTu:: cBegeHHe
A-JIETKHX [ieTei B COCTaBe IIINH/PA, 00PA30BAHHOTO
naToaorudeckum oexom. UmmynodaroopeciieHius
C AHTHUTEJIAMH K A-IErKUM 1ersim. X400



Mopaxekns noyek npu AMMOONNA3MALMTAPHEX 306078BAHNMAX

Cuaapom PAaHKOHHU — KIACCUYECKOE, XOTA U Homee
peaKoe, ueM cast-HeponaTus, IPOABICHUE MAETOMB,
KOTOPOE MOKET OBITh IIEPBBIM CUMIITOMOM 3260JIEBAHUL.
Bosuukaer y 30% 6osnpHBIX ¢ poTennypuett JIL seien-
CTBUE UX TOKCUYECKOI'O BO3ICHCTBUA HA KIECTKH IIPOKCU-
MaJIbHBIX KAHAJIBIIEB, BOCHOBHOM Y OOJIBHBIX C HEOOJIBIION
OITyXOJIEBOM MACCOU WIN Y ITALIUEHTOB C «IJICIOMEH> MUE-
JiomMoi. CungpoM PAHKOHU XAPAKTEPU3YETCS HAPYILECHU-
€M (PyHKIMH IIPOKCUMAJIbHBIX KAHAJIBLIEB: PEHAIBHDIM Ty-
OYJIAPHBIM ALWI030M, AMUHOALUYPUEN, ITIIOKO3YPHEH,
(pocparypueit, KAHAILLEBON IIPOTEUHYPUEH, I'MITOKAIHE-
MUEN, TUIIOYPUKEMUEL, TIOJUYPUEN C PA3BUTUEM JIETU/L-
paTanuy U OYEYHOHN HEAOCTATOUHOCTH. [Ipu Mopdono-
TMYECKOM UCCIICJOBAHUY BBIABIIAIOTCA KPUCTAJUIMYCCKUE
(uromnp4aTort (popMel) (PUOPUIONOLOOHBIE BKIIOYEHMUS
JILI B 3MIUTEINU IPOKCUMAIBHBIX KAHAJIBLIEB U TYOYIIAPHASL
arpous. O6pa3oBaHUE KPUCTAUIOB CBA3BIBAIOT C CEKPE-
uueit onpezenennoro tuma JII (Vi1 cydrumna), B KOTOPbIX
HUMEETCA 3aMEHA AMUHOKUCIOTHL B 30-H IIO3ULIUK BapHa-
6empHON nopuun. Takue JIL pe3UCTEHTHBI K IPOTEOIU3Y
Y [TIO3TOMY HE IIOABEPIaIOTCA SHAOLMTO3Y U ACTPAALIAN B
KJIETKAX [TPOKCUMAJIBHBIX KAHA/IbLEB. KpHUCTAmIbI TaKoKe
00pa3yIOTCA B aHOMAJIbHBIX TUIA3MALIATAX, C YEM, BO3MOXK-
HO, U CBA3aHO MEJJIEHHOE IIPOIPECCUPOBAHUE 3a60J1€BA-
Hwis [9, 27, 46, 64]. Jleuenue BRIIOYACT B CeO GOPHOY C TH-
MOTU/IPATALUEN, KOPPEKLIUIO METAO0IMYECKOTO allnI034
u runoocdaremunt U XT MUETIOMHON GOJIE3HNL

AL-aMHJIOH/I03 — TAKKE 9ACTO BCTPEYAIOLWICECS NIPU
[TK]I, nopaxeHue rnouek, ooHapyxusamomeecs y 11% mna-
uuenToB ¢ K] no ganasM ayrorncuii [50]. Iyt aToi na-
TOJIOTUU XAPaKTepHA akkymyssinys JIL B Bune pudbpui,
HEKOHTPOJIUPYEMAs NPOAYKLIUA AHOMAIbHBIX JILT ABjIA-
€TCA CIEACTBUEM KIOHAILHOU 3KCIIAHCUN 3PEJIbIX JIMM-
(porTOB. CYMTAETCS, UTO ONPEAETIEHHAS TOCIIEJOBATENb-
HOCTb AMUHOKHUCJIOT B JILI, IpENMYIIECTBEHHO A-THUIIA,
VAVI-IOArPYIIIBL, @ TAKKE UX NOCTTPAHCIALIMOHHbIE U3-
MEHEHMS, TAKHE, KaK ITTMKO3WIMPOBAHUE U CIIOCOOHOCTD
K B3aUMOJCHUCTBUIO C KOMIIOHEHTAMU IKCTPALEIULIOIAD-
HOI'O MATPHUKCA, OTBETCTBEHHBI 31 dMUJIONJOTCHHBIN I10-
teHnuan [30, 73, 101, 103]. Oxono 20% ciaydaes AL-amu-
JIOM/1034 ACCOLMUPOBAHO ¢ MM u 6ose3Hblo BanbjieH-
CTPEMA, 4 TAKKE, B PEAKUX CJIYYAAX, C TAK HA3bIBAEMBIMU
«CEKPETUPYIOMUMU» B-KJIETOUHBIMU IUM(POMAMHU (HE OT-
Hocamumucs K rpynne ITK). Ho y 60nbmmHCTBa 60/1b-
HBIX (80%) IPU3HAKYU 3/I0KA4e€CTBEHHOIO JII13 OTCYTCTBY-
IOT, B TAKUX CIIY4aAX rOBOPAT O INEPBUYHOM AL-aMuio-
uzo3e [15]. ¥ arux nanueHTos cosepskanue 1K B koct-
HOM MO3T€ COCTABJISIET JTUTIb 4—10%, cBO60AHBIE JIL] B CBI-
BOPOTKE KPOBH U B MOYE B 4aCTU CIy4aes (5—-20%) MOryT
HE OOHAPYKUBATBCS, TAK YTO Y HEKOTOPBIX OOJIBbHBIX AL-
AMMJION/I03 MOXKET OBbITb €JUHCTBEHHBIM ABHBIM IIPOSB-
senueM [TK/L B Takux cny4asx st BEpU(PUKAIIN TAAT-
HO34 JKEIATEbHO MMMYHOIHUCTOXUMHUYECKOE UCCIIENOBA-
HHE KOCTHOI'O MO3I'A C OIIPEJEICHUEM MOHOKIOHAIbHBIX
[TK (MMMYHOIIEPOKCHA3HBIM METOOM) [19, 52].

3a60J1€BAHNE YaIlle PA3BUBAETCA Y MYKYMH CTAPIIE
40 ser. Hanboee THIMYHBIM ABJIACTCA MOPAKEHUE ITOYEK
C NIPeOGIAITAHUEM TTIOMEPYILIPHOTO MOBpEsxaeHUs (60—
74% ciy4daes) 7, 58, 72] 1 pa3BUTHEM HE(PPOTUIECKOTO
cungpoma (HC), mpuaem cpeay BCeX INIOMEPYIIONATHH, AC-
counnpoBaHHbIX ¢ K], uMeHHO AL-aMunonjo3 Hadmo-
JaeTcs B HauOOJIbIIEM KOIMYECTBE CIydaes. Y 20% O60ib-
HBIX K MOMEHTY YCTAHOBKU JUATHO34 Y2KE UMEECTCA XPOHU-
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YecKas IoYeyHas HeJoCTaTouHOCThb (XIIH), TepMuHaib-
Has cragus XITH pasBusaercs 6onee ueM y 20% GO0/bHBIX B
TeyeHue 13—14 mecsues [72]. V 5-10% 60mbHBIX HAOTIO-
naercst XITH 6e3 HC, 9To CBA3aHO C OTJIOKEHUEM aMHJIOU-
J1a IPEUMYIIECTBEHHO B APTEPUSIX U APTEPUOIIAX, KPOME
TOTO, OTJIOKEHNE AMUION/IA MOKET HAOIIOATBCA HA TyOY-
JIPHBIX 6A3AIbHBIX MEMOPAHAX U B UHTEPCTUIMN. [ToMu-
MO IOYEYHOT'O TIOPAKEHHS, YACTO PA3BUBAETCA TIOPAXKE-
HUE CeP/lIa ¥ MAKPOTJTIOCCHSI, MOTYT TAKKE BOBJIEKATHCS T1e-
pudepryecKas U BereTaTUBHASI HEPBHASI CUCTEMA, JKETy-
JJOYHO-KHUIIIEYHBIN TPAKT, SHOKPUHHBIE KEJIE3bl, KOXKA,
MSATKUE TKAHHU, CBEPTHIBAIOIAsl CUCTEMA KPOBH, KIIMHUYEC-
KU 3T OPAKEHUS TIPOSABJIAIOTCS HEAOCTATOUHOCTBIO KPO-
BOOOPAIEHN, HAPYIIEHUAMH PUTMA CEPJLIA, TUITOTEH3H-
€1, CHHIDOMOM HAPYIIECHHOTO BCACBIBAHMS, TEMOPPATH-
YECKUM CHH/IPOMOM | 7Ip. [31, 34, 37, 38, 65, 72, 77, 83, 80).

[Tpyu MOP(OIOTrUUECKOM HUCCIEOBAHUN TOUEUYHOU
TKaHU MeTOgOM CM aMmions, OOHAPYKHUBACTCA IPEUMY-
MIECTBEHHO B ME3AHTMU U B CTEHKAX KAITWUIIPOB U IPEJ-
CTaBJIET COOOU aMOpHBIE, GECKIETOUHBIE, C1A60303U-
HO(WIBHBIE MACCHI, ITPH OKPACKE KOHTO KPACHBIM IIPH-
06PETAOIINE PO30BO-OPAHIKEBBIH IBET (PUC. 5—06). 30J10-

Puc. 5. boapHOI K-B. AMIIIOH103: HEOOIBIIOE PACITHPEHHE
Me3aHTH, JAIoIee KUPITHYHO-KPACHOE OKPAIIUBaHHE
KOHTI'O KpaCHBIM. OKpacKa KOHI'O KPACHBIM. X250

Puc. 6. BoabHOM B-B. AMHJIOH/I03: IIOJTHOCTHIO
CKJIEPO3HUPOBAHHBIE KIIYOOUKH C IO3HTHBHBIM
OKPANIMBAHHEM KOHI'O KPACHBIM (DParMeHTOB

KAaIIW/UIAPHBIX I1eTe/b. OKpacKa KOHI'0 KPaCHBIM. X250
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TBIM CTAHJJAPTOM JJUATHOCTUKU AMWJIOWA SIBJIIETCS UC-
CJI€JOBAHUE B IOJAPUZOBAHHOM CBETE, IIPHU KOTOPOM
IIPOUCXO/IUT UBMEHEHNE PO30BO-OPAHKEBON OKPACKU Ha
AGIOUHO-3eNeHYIO [23, 33, 60, 82, 102]. DTO Hccnea0Ba-
HHUE HEOOXOUMO, TOCKOIBKY KOHIO(UIBHBIMUA MOTYT
OBbITb HE TOJIBKO AMWIOUIHBIE OTIOXKEHUA. [IJI1 TOATBED-
SKIEHMS IUATHO34 UMEHHO AL-aMHJION032 HEOOXOIUMO
N®-ucciieioBaHue C AHTUTEIIAMU K K- U A-TIeTsiM [26, 63,
104]. TIpy DM OTIOXKEHUA AMUTIONJA COAEPKAT XdOTHY-
HO pacrnono:keHHbsle pudbpusuiel 8—10 HM B ixaMeTpe u
30-1000 HM B JUIMHY, [IPY OTIOXKEHUN HA CTEHKAX KAIIWJI-
JIIPOB pacCIoNO)XeHUE (PUOPUIIT MOKET IPUOOPETATD
CITUKYIONOAO06HBI Byl [60)].

[TpOrHO3 CYNTAETCS HEOIATONPUATHBIM, ME/IMAHA
BbDKMBAEMOCTH C MOMEHTA YCTAHOBKHU JUAIHO34 — MEHEE
2 ner. Tepanus HanpasIeHa HA [IOJJABJICHUE IIPOAYKIIUU
MOHOKJIOHAIBHBIX JIIT (BeicOKO/03HAsA XT ¢ nocienyio-
HIEH TPAHCIUIAHTALUEIH aYTOJIOIMYHBIX CTBOJIOBBIX KIIE-
TOK), 4 TAKKE HAd KOPPEKLIUIO OPTaHHBIX CUMIITOMOB. Jle-
YEHUE JUIUTENLHOE, 3(PHEKT OTCPOYECHHDIA, MOHUTOPU-
poBaHue 3aTPYAHEHO. IIpy OLIEHKE I'€MATONOIMYECKOTO
OTBETA UMEET 3HAUYEHUE KOHIIEHTPaIMA cBOOOJHBIX JILI,
CHIDKEHHUE KOTOPOH OTMEYAETCs PAHBIIE KIMHUYECKOI'O
addexra. [Tpu poctmxerun apdexrra XT 5-IeTHSS BbI-
JKUBAEMOCTD OOJIBHBIX COCTABIIACT 78%, IPU OTCYTCTBUU
acderra — 7% [5, 19, 31, 34, 37, 38, 58, 65, 72, 80].

Cnyuasi 2. bonbHon b-8, 69 net. B 2004 r. nosisunucs oteku
HUXHMX KOHEYHOCTEH, YBENM4YEHME pasmepda s3bika. B ceHtabpe
2006 r. passunacs aHaCApPka, NPy CTAUMOHAPHOM 06CNEenoBa-
HUM 0BHapYxeHsl TmdaneHonatus, HC, ymepeHHas aHemus, Toom-
60umTo3.

BuinonHexa 6Guoncus nouku (Guontar mccneposaH Ha kades-
pe NMA MMA um. Ceuerosa): CM — 24 knybouka us 27 nonHoc-
ThIO 3QrPYXeHbl OMUIOMIOM, B OCTQMbHBIX KNyBOYKaX aMUNOWA
sarpyxaet go 15% cocyaucteix netens. B crenkax sHernomepy-
NAPHBIX COCYAOB TAKXE OTMEYAeTCs OTNoxXeHune amunonpa. MP-
MCCNENOBAHME HE MPOBOAMNOCH. 3AKMIOYEHWE: AMMIOUTOS.

MX: 8 coiBOpOTKE MOHOKNOHANbHLI IgGA (7,3 r/n), cnenosoe
konmuecTso Genka berc xonca A, 8 moye MoHoKoHaNbHLIN IgGA.
Broncus noambieyHoro nMMpATMYECKOrO Y3na: KIETOYHbIX ne-
MEHTOB 3M10KAYECTBEHHOTO HOBOOOPA30BaHMs He HaipeHo. Kposb
Ha CPb — Hopma. KoHeynbtaums rematonora — aawHsix 3a 3060-
NEBAHME CUCTEMbI KPOBM HET. YCTQHOBNEH AWMArHO3: MEPBUYHbIN
amunonpos ¢ nopaxervem nodek u XKKT.

locnutanuanposaH B Hedponoryeckoe otaenerue Kb wm.
Botkura, npu nocrynnennn nuxopaaka po 40° (ayckynstatveHo 1
PEHTTEHONOMYECKM ABYXCTOPOHHSIA MHEBMOHMS), MHOXECTBEHHBIE 3K-
XMMO3bI, B TOM YKCNE NAPAOPOUTANbHBIE, GHACAPKA, ACUMT, TMMNOTEH-
3ua, yCyrybnaowascs B OpTOCTa3e, KPeatTmHuH kposu 1,45 mr/an,
KT - otcyrcrane 3y6uos R 8 V=V, Huskuit Bonbtax 3ybuos R
B V5=V, Ixo-KI: Macca MMokopaa yBenuueHa, OTMeYaeTcs «ce-
pebpuctsiit Bneck» muokapaa. TpenaHobuoncua KOCTHOTO Mo3ra
(otnenenue MA THLL PAMH, kadeapa MA MMAJ: paccesHbl He-
MHOTOUYMCTEHHbIE MMOLMTEI, NIA3MATUYECKHE KIETKM, OKPACKQ
HO OMMAOMA NONOXUTENbHAA. [lononHUTeNnsHOE UCCIenoBaHUe
6uontata ammdatnueckoro yana (kadeapa MA MMA): obHapy-
XEHO OTIIOKEHWE OMMIOMAA B CTEHKOX COCYLOB M MO XOAY KOMa-
FEHOBbIX BOJIOKOH.

KnuHudeckuit amarHos: nepsuunbi AL-amunongos ¢ nopaxe-
HMEM MOYeK, CEPALA, HAANOYEYHNKOB, NTMMPATUYECKMX Y3N0B, OBTO-
HOMHOIt HEPBHOM CUCTEMBI, MaKpOroccueid, koarynonatveit. Kom-
CynbTAUMS TEMATONIONA — C YYETOM MOSIMOPraHHOTO XOPAKTEPd
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3060ne8aHMs Nposenexue BhicokogosHon XT ¢ TpaHcnnaHTauu-
e/l QyTONOTMYHBIX CTBOJIOBbIX KIETOK HEOCYLLECTBMMO.

Mocne NMKBUMAAUMM MHEBMOHMM M CTABUNM3OLMM COCTOSHMUA
HauaTtsl kypcel XT no cxeme MP (mendanan + npeaHnsonon), ko-
Topas nposogunace B Tedenne 18 mecsues. Locturiyta pemmc-
anst HC — npoteunnypua 0,18 r/n, 06Lumit 6enok coiBopoTkM KPOBM
69 r/n, kpeatnhuH kposu 105 MKMONb/N M CHUXEHKE YPOBHS Cek-
peunn GA (3,7 r/n) u 6enka berc Ixonca. Mpu nocnearem o6-
cnenosanmn 8 despane 2009 r. coxpansetcs pemncens HC, cne-
noBsas MoHoknoHansHas cexpeuna GA (0,5 r/n).

B nawHom cnyyae Hanmuve HC, makpornoccuu, nepudepu-
4eckoi NMMMGOCAEHONATUM MOCTYXMIO OCHOBOHMEM ANA BHINOA-
HeHus BUOMCMM MOYKM, BHIBMBLUEH KAPTMHY amunomnposa. Hop-
manbHbit yposers CPB (8 aHamHese Tybepkynes nerkux), Hanuume
NAPANPOTEMHEMMM W NAPANPOTEMHYPUM NPU YMEPEHHOM Mas-
MOTU3OLMM KOCTHOTO MO3rd, MOPOXEHME OMUIOMIAOM KOCTHOTO
MO3ra W IMMPATMYECKMX Y3NOB MO3BOMMIM YCTAHOBUTb AMATHO3
nepeuyHoro AL-oMMnonposa, HECMOTPS HA OTCYTCTBME MMMYHOTH-
croxummueckoro noareepxaerns. Mamerenus Ha IKI u Ixo-KT,
OPTOCTATUYECKAS MNOTEH3MSA, FTEMOPPATUYECKUI CUHAPOM NOATBEP-
AWM MOSMOPTaHHBIA XAPAKTEP MOPAXEHMS M 30CTABMAM OTKA-
30TbCA OT BbICOKOAO3HON XT W TPQHCNAGHTOUMM CTBONMOBBIX KNe-
Tok. OnurensHas XT obecnednna yaoBNETBOPUTENbHbIA remaTo-
noruyeckuit oteeT W nossonuna pobutsca pemmnccun HC ¢ Hop-
ManM3aumen GYHKUMM MOYEK, HECMOTPS HO MOCCHBHBIE OTIIOXE-
HMS OMMIIOMAQ B MOYEYHON TKAHM, KIMHWYECKMX MPU3HAKOB MPO-
rPECCHPOBAHMS OMUNOUAHOTO MOPOXEHHS APYTHX OPraHOB He OT-
MeYeHo.

Cnyuasi 3. bonbHas P-sa, 44 net. Bechoi 1997 r. nogsunmcs
OTEKM HIXKHUX KOHEUHOCTEN, OabiLIKa, cnabocTs, HUKTypus. [ocnu-
Tanuanposara B Hedponornyeckoe otaenenune Kb um. botkuna,
guisisneH HC ¢ coxpaHHOM dyHKUMENH NOYeK, aHEeMMs, MOBLILIEHUE
yposHs IgG B kposu, npu anekTpodopese HGenkos CbIBOPOTKM KPOBM
obHapyxeH M-rpaanent. UX: 8 cbiBOpoTKE KPOBM OBHAPYXEH
moHoknoHanbHui IgGA. CrepHanshas nyHkums: copepxarme 1K
45%. PeHtreHorpadus ckeneta: Menkue ouvary LECTPYKUMM B aK-
POMMONBHOM OTAENe NPABOM KIIOYULL W EBOW NONATKM, B KOCTAX
csoga yepena. KoHcynbTauus remMatonora — MHOXECTBEHHAS
muenoma GA na A cragmm.

BonbHas nepesepena B otnenenve rematonornu, 8 1997-
2002 rr. nposenexbl 13 kypcos XT ¢ xopowei NepeHoCUMOCTbIO
W FEMATONOMMYECKUM OTBETOM, JIMKBUAMPOBAIIMC OTEKM, CHU3MIACH
npotenHypus. B centabpe 2003 r. rocnutanuamMposaHa B He-
dponoruyeckoe otaeneque Kb um. botkuHa, dyHkums nouek co-
xpaHeHa, yactnunas pemmccra HC, npu WX cexpeuns IgGA 9,7 r/n.
PeHTreHonorMyecky AeCTpyKTMBHBIX U3MEHEHMI CKENeTa He BbisiB-
nexo.

BuinonHena 6uoncus noukn (kadeapa NMA MMA um. Ceuero-
Ba) CM = 17 kny60o4koB 13 26 NOAHOCTBIO 3Arpy>XeHsl OMUNOH-
[IOM, B OCTQUIbHbIX KITyGOUKOX OTMEYAETCA MACCMBHOE OTNIOKEHWE
AMUIOMIQ B ME3AHTMM, MO XOZy TMOMEPYNSPHbIX 6A3QNbHBIX MEM-
6paH (amunounn sarpyxaet go 65% cocymmcTbix neTenb kmy6ou-
KOBJ, BO BHEMMOMEPYNAPHLIX COCYAaX. B cTpome cknepos, nmdo-
MCTMOUMTOPHOS MHOMNLTPALMS, oTnoxeHus ammunounaa. M®: 1gG,
IgA, IgM — HeratneHO, K M A — He MCCrenoBanuch. 3akmioyeHme:
aMMITONAO3.

KnuHudeckuit anarHos: mHoxectseHHas muenoma GA-tuna,
AL-GMHIIOMI03 C NPEUMYLLECTBEHHBIM NOPAXEHMEM NOYEK, HEDPO-
TUYECKMI CMHAPOM B CTOAMM YOCTUYHOW PEMMCCUM, COXPAHHAS
byHKUMs noyek, coctosHue nocne anutensHon XT.

B 2003-2005 rr. nposeaeHo eue Heckonbko kypcos XT, npu
0YepeaHON TOCTIUTANU3OLMM B OTAENEHWE HedPONOTUM MPOTEMH-
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YPHA YMEPEHHQSR, GyHKUMS NOYEK COXPOHEHA, OBHAPYXEHA aHe-
Mna (HasHaueH pekopmor), npu MIX — MOHOKNOHaNLHOA cekpeums
10,4 r/n. CrepHanbHas nyHkuma: cogepxarme MK 13%.

Beinonnera nostopHas Guoncus nouku (kadeapa MA MMA
mm. Ceuerosal): 8 npenaparte 9 knyboukos, BO Bcex knyboukax B
ME3QHIMM M NO XOdy MMOMEPYNAPHLIX 6A3AMbHBIX MEMOPAH OTME-
yaetcs oTnoxeHne amunonpa (amunomn sarpyxaet go 80% co-
CYMMCTbIX neTenb KimyGOYKOB).

B 2005-2006 rr. nposeaeHsl nostopHsie Kypcsl XT, KoTopbie
GonbHas nnoxo nepeHocuna. B centabpe 2006 r. npu rocnura-
m3aumn B otaenenve Hedponorun KB um. boTtkuHa coxpars-
nace pemuceuns HC, coxpaHHas yHKUMA NOYEK, MOHOKIIOHAbHAS
CeKpeumst Ha MPEeXHEM YPOBHE, OHEMMS KOMMEHCMPOBOHA, OTMe-
yeHa nemkonenus. KoHcynbTauma rematonora — npogonkxeHue
XT He nokasaxo.

B navHom cryyae Honmume HC, anemun u M-rpaamnenta Ha
3NEKTPOGOPErPAMME CHIBOPOTKM KPOBM MO3BOAMIO 3AMOA0O3PUTH
OMATHO3 MHOXECTBEHHOM MWENOMbI, MOATBEPXAEHHBIM HAMMUMEM
NapAnPOTEUHEMUM, 3HAYUTENBHOM MNA3MATU3ALMM KOCTHOTO MO3-
rQ M OYArOB AECTPYKUMM B MAOCKux koctax. OnutensHas XT npu-
BEA K PEMMCCHM MHOXECTBEHHOM MMENIOMbI U perpeccy Hedbpo-
TUYECKOTO CMHAPOMA, NOKA3AHWEM ANnA GMOMCUM MOYKM ABUNACH
COXPAHABLUASCS NpOTenHypus. BoisiBnerHbii amunonnos nodek B
COYETAHUM C NEePCUCTMPYIOLLEN NAPANPOTEMHEMMUEN MOCTYXMUIM
ocHosaHuem ana npogomkerma X1. [pu noBTopHOM BroncHmM noukM,
BLIMOMHEHHOM Yepe3 MonTopa rofd, OTMEYEHO MPOrPeccHpoBa-
HME AMMIOMAO03A HA GOHE (TIEIOLLEN» MUENOMBI, YTO NoTPeboBa-
no panshenwert XT. MMpu oueHke AMHOMMKM COCTOAHMS BONbHON
elle yepes nonTopa roaa peueHo npexkpatuts nedenne. O6o-
CHOBOHMEM TOKOTO PELIEHWA ABMIMCb HAMMYME NMLbL «OCTATOY-
HOM» ONyXxOnu (OTCYTCTBME HAPACTAHWA MOHOKIOHQIBHOM CeKkpe-
UMM B TeueHue 4 neT, yMEPEHHAs NIA3MATU3ALMsS KOCTHOTO MO3ral,
6OMbLIAA AIUTENLHOCTL M yXyAWMBWAscS nepeHocumocts XT u
PUMCK PA3BUTUA TUMOMNNA3MK KOCTHOTO MO3TQ MW «BTOPOM OMyXO-
nM» = OCTPOro HenumdounrTapHoro neiikosa. Cnegyer OTMETHTS,
yto pamtensHas XT no3sonmna fobuTscs NonoxutensHoro adbdekTa,
byHKuMA novek B TedeHue 9 neT HabnopeHMs OCTABANOCH CO-
XPAHHOM, MPU3HAKOB GMMIIOMHOTO MOPOXEHUs APYTHMX OPTaHOB
HE BLISBIIEHO.

AH-aMHMIOHI03 ONUCAH B CAMHUYHBIX CIy9asx, 3Ta
IIATOJIOT ML, TAK K€ KAK AL-aMMJION/103, ACCOLMHUPOBAHA C
[TKJ, 11 B-KJIETOYHBIMHU 3/I0KAY€CTBEHHLIMU 3200/I€BAHN-
AMU U PA3BUBACTCA IIPU HAJMUYUU B HUPKYJIALUU AaHO-
MaibHBIX TLI, B GONBIIMHCTBE Ciydaes ¢ aenenumeit CH1-
JIOMEHA Y- WIH [-1[E€NIEeN, OITMCAHBI TaKXKe faenerun CH2-
JIOMEHA U IapHUPHOI obnactu UL B pesynsrare 3TuX
CTPYKTYpHBIX HapymeHuit TLI He ceaspiBatorcs ¢ JIL u B
CBOGOJJHOM COCTOSAHUH JJOCTABJIAIOTCA B TIOYKU. BO3MOX-
HO TaKXKe OTJIOKEHNUE AMWIONA, IIPEJCTABIEHHOIO CO-
yeranueM JIL u T, KinnHUKO-MOpgOnoruyeckue npo-
SIBJICHUSI AaHATIOTUYHBI AL-amuinonjosy, npu U s nop-
TBEPKACHMA JUATHO32 MOI'YT MCIIOJIb30BATHCS AHTUTEA
K TLI 1 K yrpadeHHbiM pparmertam T [24, 26, 63, 104].

KpHOII00yTHHEMUIECKUH HEPPHUT PA3BUBACTCS
y IIOJIOBUHBI OOJIBHBIX € KpUOIIoOynuuemuei I wim I tu-
11a, accouupoBaHuol ¢ IIK] u B-Ki1eTOYHbBIMU HOBO-
ob6pazoBanmAMU. KpruornoOyauHe! — CbIBOPOTOUHBIE U,
06mafalomue CrioCOOHOCTBIO K OOPaTUMON IIPELIUAIINTA-
UMM 1pu remneparype Huxe 37 °C. Kpuorno6yanHo
I Tuma — MOHOKIIOHAIBHBIE UT, B OCHOBHOM IgG, pexe IgM
u IgA, o6pazyiorcs uckmounTenbHo 1npu 1K/ u 3nokaue-
CTBEHHDBIX B-KIETOUHBIX 32001€BaHUAX. KpHOrooynuHol
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II THIa COCTOAT U3 MOHOKJIOHAJIBHBIX IgMK, criennguy-
HBIX K ITOJIMKJIOHAIBbHBIM IgG, 1 06pa3yioTcs Ipy MaKpoO-
IJIOOYIMHEMUU BanbaeHCTpEMa U APYTUX 3/I0KA4E€CTBEH-
HBIX B-KJIETOYHBIX 3200JIE€BAHUAX, 4 KDOME TOI'O, IPU
XPOHUYECKUM BUPYCHOM renarure C U ayTOMMMYHHBIX
32060JIEBAHUAX.

[TopaxkeHue nouek 06yCIOBIEHO MEXAHU3MAMH, 32-
BUCSIIUMH OT TUIIA KPUOIJIOOYIMHEMUHN — KPUOITIOOYIIH-
Hbl | THIIa 00PA3yIOT MUKPOTYOYIIIPHBIE ETIO3UTDL, KPUO-
17106ynuHsl 11 TUIIA MOTYT, KpOME TOr'O, OOIaIATh AyTOAH-
THTEIBHON AKTHBHOCTBIO [25, 04, 84]. KinHI4Yeckue mpo-
ABJICHUsI TIPEZICTABICHBI U30IMPOBAHHOMN IIPOTEUHYPUEN
u MuKporemarypuen (30% ciygaes), HC (20-85% ciryua-
€B 10 PA3JINYHBIM JAHHBIM ), APTEPUATBHON TUIIEPTEH3U-
ent (AT, XITH (20-33% ciyuaaes) u OITH (10% ciygaes)
[84, 95]. BHenoyeuHble ayTOUMMYHHbBIE NIPOABICHUA
BKJIIOYAIOT MYPIYPY, CUHAPOM PeliHo, aprpanruu, 1umdo-
A[ICHOIIATHIO, I'€NIATOCIICHOMETAIUIO U Nepudepudec-
KYIO HEHPOIIATHIO, YACTO BBIABIIACTCA 3HAYUTEILHOE CHU-
JKeHue ypoBHA C4-KOMIIOHEHTA KOMIUIEMEHTA B CBIBOPOT-
Ke KpoBu [64].

Mopdonoruueckn KI'H npezcrasmsier cooort MIITH ¢
MAaKpO(AraJbHOU MH(PUIBTPALUEIH U XAPAKTEPUIYETCA
YTOJIIEHUEM [VIOMEPYIAPHBIX 0232JIbHBIX MEMOPAH
(I'BM), MHTPAKAIILIPHON NPOMA(pEPANNEH 1 HAININ-
€M B IIPOCBETE KIYOOUKOBBIX KAWIIAPOB KPYIHBIX JIE-
MIO3UTOB, COAEPKAIMUX KPHUOITIOOYIUHBI — «THAIMHOBBIX
TpoMOOB». ITpy P BBIABIAIOTCA TAKKE JENIO3UTH IgM 1
[gG Ha KAMWUIAPHLIX NETAAX, IIPXU DM 4acTo, HO HE BO
BCEX CIy4asAX — MUKPOTYOY/IAPHBIE WIN KOJNbLIEBUIHLIE
JEIIO3UTBL B CYO3HIOTEINAIBHOM IIPOCTPAHCTBE U B UH-
TPAJIOMUHAJIbHBIX TPOMOAX, MHOIAA ACIO3UTEL MOTYT
UMeTh (PUOPWLTAPHYIO CTPYKTYPY [64, 71, 84].

[Iporuo3 onpeaenaeTCs TAKECTbIO NOPAKEHUS 1O~
Y€K, PA3BUTUEM IIEUEHOYHON HEJOCTATOYHOCTH, CEP-
JEYHO-COCYIUCTBIX U LEPEOPOBACKYIAPHBIX OCJIOKHE-
HUH, ACCOLMMPOBAHHBIX C TKEION ApTEPUATBHOM I'U-
neprensuer [95]. leuenne ocnosano Ha XT JIT13 ipu ero
3JIOKAYECTBEHHOM IIPUPOJIE U B PAAE CIy4AECB IPUBOAUT
K pemuccuy HC 1 yirydmmeHuio (pyHKINHM IIOYEK, UTO CIIy-
JKUT TIOATBEPKACHUEM ITATOICHETUYECKON CBA3U I'€MO-
natuu u 'H [84].

I'momepyinoHedpHuT C OPTAaHH30BAHHBIMH MHK-
POTYOYIAPHBIMH JE€NO3HTAMH MOHOKIOHAJIBHBIX
HMMYHOITOOYTHHOB (GOMMID)/MMMYHOTAKTO-
HIHBIN ITTOMePYI0He(DPHUT, KPHOKPUCTALIIIOOYIH-
HEMMUSH, NPEJCTABIAET COOON MOPAKEHNE, CBAZAHHOE C
BBICOKOOPIdaHU30BAHHBIMUA  KPUCTAJJIONOJOOHBIMU
CTPYKTYPAMHU. DTO COCTOSTHUE ACCOLIUUPOBAHO C PA3IUY-
HBIMU B-KJIETOYHBIMM UMMYHOIIPOJIN(PEPATUBHBIMU 32-
607eBaHNAMY, B TOM ynciie ¢ MM, Ho vame ¢ B-XJUI/nmum-
pomamu (cM. HIDKE). Y OOJIBIIEH YaCTH OOJIBHBIX C UMMY-
HOTAKTOMJHBIM IJIOMEPYJIOHEPPUTOM B CBIBOPOTKE KPO-
BU BBIABJISIIOTCS MOHOKJIOHAIbHBIE IgGK 1 6e0K beHc
JDKOHCA K-TUIIA C HAPYIIEHUAMU B CTPYKTYPE BAPUAOEC/Ib-
HOU 4aCTH, HO Y psjia marueHToB ¢ XJUI nupKynupyromue
MOHOKJIOHAIbHBIE II' cofepKaTca B CBIBOPOTKE B OYEHD
HU3KOI KOHIIEHTPAITUN WX BOOOIIE HE ONPEAEIIAIOTCH,
KPUOIJIOOYJIMHEMHA TAKKE OTCYTCTBYET. Y HECKOJIBKUX
TAKUX OOJIbHBIX IIPU UCCIELOBAHUM KOCTHOI'O MO3Id
OblIa BBIABJICHA MTOIY/IALNAA JUM(OLIUTOB, IKCIIPECCUPY-
OITUX MOHOKJIOHAJIbHEIE VT KinnHudecku 3a601eBaHNIe
IIPOTEKAET C nporeunypuert wim HC, MUKporemMatypue,
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E.B. 3axaposa, E.C. Cronspesny, O.B. Burorpaposa u ap.

XITH, mOMUMO TIOYEK, MOTYT OBITh 3aTPOHYTH CHHOBUAJIb-
HbIE OOOJIOUKH, UTO NPOSBIAETCA TSLKEIOU 3PO3UBHOM
APTPOMIATHEN.

[Tpu MOPOIOrUYECKOM UCCIEJOBAHUN IIOYEUHON
TKaHU Tipu CM Bbisiisiercst MITTH wnn nudpy3HbIi npo-
smpeparusublil T'H (AIITH), B OTAEIBHBIX CIYYASAX C K-
CTPAKANWIIAPHOM PEAKI[UEH, a4 TAKKE aTUInnYHasg MH,
HHOTI/IA OOHAPYKUBAIOTCSL ATUITUYHBIE S03UHO(DUIbHbIE
TUAJIMHOBBIE NICEBAOTPOMOBL [1pr M® Ha CTEHKAX IIIOME-
PYJAPHBIX KAWUIAPOB U B ME3AHTUU OOHAPYKUBAIOTCA
I'PAHYJIAPHBIE AETIO3UTHI MOHOKIOHAIBHBIX VI nym JILI,
B PAZE CIIY4d€B UICHTUYHBIX COACPKAIIMMCA B KDOBU WIN
9KCIPECCUPYEMBIM KIOHAMH JUM(pOLUTOB. [Ipn OM 00-
HAPYKUBAIOTC BBICOKOOPIAHU3OBAHHBIC HEAMH-
JIOW/IHBIE MUKPOTYOYIIAPHBIE IETIO3UTBI JUaMeTpom 10—
60 HM, PACIIOJIOKEHHbIE MTAPAUIEIBHO, IPEUMYIIECTBEH-
HO B CyO3IUTEINAILHOM IIPOCTPAHCTBE U B ME3AHTUUL.

[TporHo3 cunTaeTCs HEGIArONPUATHLIM, HO IIPU IIPO-
BE/IEHUH ArpeCcCUBHON X1 OCHOBHOT'O 3200JICBAHUS YITyd-
maeTcss. OJHAKO IIPU OTMEHE TEPAIIMU B IIOJIOBUHE CIIy-
4aeB OTMEYCHBI pennanBbl HC 1 reMaToNIoru4ecKoro 3a-
6omnesanwst [18, 21, 29, 39, 56, 76, 97, 98].

1.1.2. Bapuarmol ¢ HeOp2aru306aHHbIMU
o0eno3umami

bojie3HH OTI0KEHHA MOHOKIOHAIBHBIX HMMY-
HOIIOOYTHHOB (MIDD) 1IpeAcTaBasIioT COO0 PEAKYIO
(popMy HEAMMIIOUJHOI'O OTIOKEHUSA MOHOKIOHAJIbHBIX
JI n TL. Bone3nus ornoxkenus jerkux remneit (LCDD)
ObUIa OIKMCAHA BIEPBBIE B KOHIIE 50-X IT. [80], mozxe y
HEKOTOPBIX MALUEHTOB ObLIM OOHAPYXEHBI TKAHEBLIE
JIero3uTbl MOHOKIOHAIbHBIX JILT 11 T1I (LHCDD), 1 3atem
ObUI OOHAPYKEHDI ICTIO3UTDI, CO/IEPIKAIINE TOJIBKO MO-
HoknoHaIbHbIE T1I (HCDD) y manueHToB CO CXOAHOM
KapTUHOH 3260seBanus [17]. Yame Bcero MIDD BO3HU-
Kaet mpu MM (40-65% marperTos ¢ LCDD u 25% nariu-
entos ¢ HCDD), mpryeM 110 JaHHBIM aYTOIICHI 3TA [ATO-
Jiorust OOHapyKUBaeTcs y 5% 60npHbIX MM. Pesxxe MIDD
PAa3BUBACTCA NIPU MAKPOITIOOYIMHEMUN Banbpgencrpema
Y IIPY 3JI0KAYECTBEHHBIX B-mMMpOonuUTapHbIx 326051€Ba-
Huax. Kpome Toro, Tak ke Kak u AL-ammwionsios, MIDD
MOXKET HAOIOAAThCA B OTCYTCTBUU IIPU3HAKOB 3JI0KAUe-
crennoro JIII3, npuueM y 25% MalMeHTOB MOHOKIIO-
HabHble VI B CBIBOPOTKE KPOBU ¥ MOYU OIIPEJENIUTh He
ymaercs [13, 22, 36, 43, 50, 59, 84]. [Ipu Bcex BapuaHTax
MIDD npOuCXOAUT CBA3BIBAHUE MAPATIPOTEUHA 6A3AJIb-
HBIMM MEMOPAHAMM PA3IUYHBIX OPIaHOB, HO YAlIE BCE-
I'O MOPAKAIOTCA NOYKM. [Tatorennsie UI' OTKIaAbIBAIOTCA
HA TyOyJIIPHBIX MEMOPaHaX, HA DM, B CTEHKAX COCYZIOB,
4 UX B3aUMOJCHCTBUE C KIETKAMU ME3AHI YA IIOTCHIUPY-
€T IJIOMEPYIOCKIEPO3, TAK KAK BEACT K YBEJIMYCHUIO CEK-
PELMKY ME3AaHTMAIBHOIO MATPUKCA IIOCPEACTBOM AKTUBA-
LIHH TPOMOOIUTAPHOIO (paKkTOpa pocTa-B 1 TpaHcop-
MUPYIOIETO (PAKTOPA pOCTA-B U CIIOCOOCTBYET BHIPAOOT-
Ke KoJutareHa IV Tuna, 1aMuHiHA, PUOPOHEKTUHA U JIPY-
TUX [IPOTEUHOB [53].

[Momnararot, uro npu LCDD MONEKyIApHbIE 1 KOH(UTY-
panuoHHble Hapymenus B JIL mpenMymecTBeHHO (B 85%
ciryvaes) x-tumna Vil u VkIV nogrpynmnsl — o6pazoBaHue
KPYITHBIX [TOJUMEPOB, INIMKO3WINPOBAHUE U THAPOPOO-
HBIE CBOMCTBA — CIIOCOOCTBYIOT UX OTJIOXKEHUIO HA Oa-
3aJIBHBIX MeMOpaHax B HeamMuwionauou gopme. LCDD
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passuBaercs y 5% 6onbHbIX ¢ [TK], 3a6oeBanue yarie Bo3-
HUKAET Y JKECHIIUH B Bo3pacte 30-50 JieT, mopaskeHue 1o-
UYEK UMEETCA IPAKTUYECKU BO BCEX cydasax, v 30-50%
60mbHBIX pazsuBacTcsa HC, y 80% — Al mouty y Bcex 601b-
HBIX K MOMEHTY YCTAaHOBJIEHUS iuarHo3a — XITH [4, 54, 79].
Buenoueunie npossiaennsa LCDD BKIIOYAIOT IOPAKEHNA
cepaua (21%), negenu (19%), nepuepruaecKoit HEPBHOM
CUCTEMBI (8%), JIETKUX, CEJIC3CHKHU [79)].

[Tpr MOP(OTOrUYECKOM HUCCIENOBAHUH [TOUEYHON
TKaHU MeTOIOM CM B TUIMUHBIX CIydasax LCDD BbaBA-
I0TCSL KOHI'O-HETATUBHBIC Y3/Ibl B ME3AHTUAILHON OOJIACTH,
HAIIOMUHAIONIUE MA0eTHYECKYI0 Hepponatuio (puc. 7—
10), Apyrue BapuaHThl BKIIOYAIOT B CEOS1 UBMEHEHUS 110
Ty MIITH wiy pacimupeHne Me3aHrus, HHOI/IA OTMeE-
Ya€eTCs OOPA30BAHHE MOJTYJIYHHUIA, BO3MOKHO TAKKE HAJIU-
Yl€ HEM3MEHHBIX KJIYOOUYKOB. [IOATBEPAUTD AUATHO3
MOKHO TOJIBKO IpU M P-UCCIENOBAHNN C AHTUTEIAMU K
JILI, BBIABJLAIOMIEM MOHOKJIOHAIBHYIO AU(PDY3HYIO TUHE-
HYIO 9KCIPECCUIO HA 6A3AIbHBIX MEMOPAHAX KAHAJIBIICB
(puc. 11), na I'bBM, B M€3aHIMH, APTEPUAX, APTEPUOTIAX,
BEHAX, B UHTEPCTULIMU U BAIOJIb KalCysibl boymena. [1pu

Puc. 7. bosxbpHas JI-Ba. BOI€3Hb OTIOKEHUA
MOHOKJIOHANBbHBIX UT: HOXYIAPHBIN ITIOMEPYIAOCKIEPO3.
TeMaTOKCHINH-303UH. X250

Puc. 8. bosbpHas JI-Ba. BoIe3Hb OTIOKEHU

MOHOKJIOHANBbHBIX UT: HOXYIAPHBIN ITIOMEPYIOCKIEPO3.
TpuxpoMm 1o MaccoHy. x250
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Puc. 9. boinsHana JI-Ba. bo1e3Hb OTI0KEHUA
MOHOKJIOHAJIBHBIX UI': HOZYIAPHBIHA INIOMEPYIOCKIEPO3 —

KIy0OYEeK HMEET JOAbYATYIO CTPYKTYPY 34 C4eT
PACHIMPEHH ME3aHTHA H IPOIH(dEPAH ME3AHTHOIUTOB

c 06pa3zoBaHHEM PAS-TIO3UTHBHBIX Y3JIOB B IIEHTPE JOJICK.
CTeHKH KalIWILAPHBIX NIE€TEIb HE YTOILIEHBI, ABOMHBIX
KOHTYpPOB HeT. PAS-peaknus. x250

OM [ENO3UTHI JIOKAIU3YIOTCA TaM K¢, rae npu MO, u nme-
10T HE(PUOPWULIPHBII, 3JIEKTPOHHO-IUIOTHBIHA MEIKOIDA-
HYJIAPHBIA XapakTep [4, 55, 79, 84, 97].

[Tpornos npu LCDD B 11€710M HEOIArONPUATHBI, UTO
CBA3AHO C nopaxeHueM cepand. IIpu MM nokaszana xu-
MHUOTEPAIINA, IPU KOTOPOH 5-JICTHAS IOYCYHASA BbDKUBA-
€MOCTb COCTABIIAET 37%, 4 BBLUKUBAEMOCTb OOJIBHBIX —
70%. Umeromumecs januble 06 appexruBHoCcTH XT'y 00/1b-
HBIX 6€3 IposABIeHNIT MM IPOTUBOPEYMBLL BMecTe ¢ TeM
OIIMCAHO YCIIEMHOE JICYCHUE KOPTUKOCTEPOULAMU HE-
CKOJIBKUX 60s1bHBIX ¢ LCDD ¢ IpenMyiecTBEHHO MEMO-
PAHO3HBIMU U3MEHEHUSIMU 6€3 MTpr3HakoB JII13 1 BHETO-
YEYHBIX MPOSABICHUN, OTMEYAIOT TAKKE BO3ZMOXHOCTD
passuTHst cioHTaHHBIX pemuccuit HC [36, 43, 55, 59].

Jlo HACTOAIIETO BPEMEHU OIIMCAHO BCEI'O HEMHOI'MM
6oinee 20 cinyyaes HCDD, 3a60s1€BaHue yaiie BCcero ooyc-
JIOBJIEHO OTJIOKEHHUEM Jlenio3uToB T1I y 1 conpoBoxza-
ercs runokomiuieMentTeMuer. T XxapakTepusyorcs
CTPYKTYPHBIMU HAPYIIEHUAMU — JIEJIEIIUEN IEPBOIO KOH-
CTaHTHOTO JioMeHa CH1 1 U3MEHEHUAMH BAPUAOETBHO-
ro goMeHa VH, BCJIECTBUE YErO HAPYIIAECTCA UX CBA3DI-
Banue ¢ JII. HCDD npoTeKaer ¢ IpeuMyLeCTBEHHBIM
NOPAKEHUEM TToueK, B OCHOBHOM ¢ HC u XIIH [4, 17, 51],
JPYyI'ue OPraHbl BOBICKAIOTCA PESKO. MOP(hOIOruIecKu
HCDD nposBisercs IaBHbIM 00pa3oM Kak HOAY/IAPHAs
IJIOMEPYJIOIATHS.

Cnyuasi 4. bonbroit -4, 49 net. B mae 2007 r. snuson nuxo-
poaki 1o 39°, anapen, Goneit B roneHOCTONHbIX CYCTABAX, NOABMAMCH
oTeku ronexer, sbigeneHo nossiwenre AL no 150/90 mm pr. cT.,
YMEPEHHAA QHEMMA, NPOTeMHypus, 3puTpounTypus. [pu craumo-
HapHom obcneposammm ehisened HC ¢ aputpoumtypuel, kpeatw-
Hun 129-160 mrmons/n, C3-komnorenT komnnementa 35 Eg, kpuo-
mobynunbl ++, ANCA — otp. lNposeneHo nederne «nynbcammu»
NPeaHn30NoHa U UMKNopoCchamMmaa, HA3HAYEH NPEAHU3ONOH
BHYTPb.

B mae 2008 r. rocnutanuamposaH B Hedponoruueckoe oTae-
nenne KB Neo 52, konctatuposans pemucena HC, ymeHblueHme
SPUTPOUNTYPMM, HOPMANH3AUMS BYHKLMM MOYEK W YPOBHA KOMIM-

Puc. 10. bonpHaa JI-Ba. boie3Hb OTI0KEeHUA
MOHOKJIOHAJIBHBIX UI': HOXYIAPHBIH ITTOMEPYIO0CKIEPO3:
HEraTHBHOE OKPAIIHBAHHE KOHI'O KPACHBIM MaTepHuaa,

OTK/IAIBIBAIOLIETOCH B ME3AHTHH C 00Pa30BaHHEM
06eCKIeTOYHBIX Y3T10B. OKPACKA KOHI'O KPACHBIM. X250

Puc. 11. BoabHasn JI-Ba. luneiiHoe ceeyenue IgG
IO TYOY/IAPHOM 0A3TBHON MeMOpaHe.
HNmMmyHO(IIOOpECHEHITHSA C aHTUTEIaMH K IgG. x400

NEMEHTA, OTCYTCTBME KPMOTNOBYIMHEMMM, KOMMEHCALMS QHEMMU.
SnekTpodOPErPaMMA CbIBOPOTKM KPOBU 6€3 0COBEHHOCTEN.

Beinonnena 6uoncua nouku (puc. 12-14). CM - 15 kny6ou-
KOB, KIyBOUKM YBENMYEHDI B PA3MEPAX, MMEIOT NOBYAAPHYIO CTPYK-
TYPY 30 CYET BLHIPAXEHHOTO PACLUMPEHHS M CKNEPO3A ME3AHTUA C
06PA30BAHMEM KPYMHbIX GECKNETOYHbIX y3MoB. B Heckonbkux kny-
GOUKOX MMEETCA TAKKE BBIPOXEHHAS MPOIMPEPaLMs ME3AHTMO-
LUMTOB. KOI'IMJ'IJ'IHprIe neTnn He yTOJ'ILLI,eHbI, JJ,BOI:IHI:IX KOHTypOB HET.
InddysHo-04arosbi CkNepos MHTEPCTULMS C PEKON MHOUILT-
poLMEr MOHOHYKIEAPHLIMA KNETKAMM, aTpOdus kaHanbues. Ap-
Tepuu W aptepronsl bes ocobenHocten. Okpacka KOHMO kpac-
Hbim — HeratuerHo. VI@: IgG B npoekumn Me3aHranbHbix y3nos
+++, Ty6ynapHbie 6asansHeie membpansl +; IgA, IgM, C3, k, A —
HeT. 3akmioyeHne: HopynapHbii rmomepynocknepos. Kommerto-
PUA: UMEIOLLaACA MOPdONoMIeckas kapTMHa Hanbonee xapak-
TEpHa AN BONesHu OTNOXEHUS MOHOKIIOHQMbHBIX MMMyHOrMOBY-
MHOB, naHHbie D cBUpETENbCTBYIOT O NPEMMYLLIECTBEHHOM OTIO-
KEHUW THXENbIX LEeNnen.
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Puc. 12. bobHO¥ I'-H. BOJIe3Hb OT/IOKEHHS TAKEIBIX IIeIe:
HOJY/IIPHBIN ITIOMEPYIOCKIEPO3: OIbYATAA CTPYKTYPA
KITy0OYKa 32 CYET PACHIHPEHHA ME3aHTHA U nporudepanun
ME3aHTHOIIUTOB C 00PA30BAHHEM Y3/I0B B IICHTPATHHOM
001acTH 1oneK. CTEHKH KAaTWULIPHBIX IIETe/Ib
HEPABHOMEPHO YTOIIIECHBI 6€3 00pa30BaHHUA JBOMHBIX
KOHTYPOB. PAS-peakius. x250

X — MOHOKNOHQNBHOM CEKPEeLMn He BbiSBNEHO. TpenaHobu-
ONCMS KOCTHOTO MO3ra: peaktueHble uamererns. KT GprowHoi
MNONOCTU: EAMHUYHBIE IMMBATUYECKUE Y3Mbl B BPIOWHOM MOAOCTH
WU 30BPIOWKHHOM MPOCTPAHCTBE.

KnnHuyeckuit auarHos: nnasmaknetodHas anckpaaus, GonesHs
OTNIOKEHUS TAXenbiX Leneit. [TpofomkeHa Tepanus NpeaHn3ono-
HOM BHYTPb C MOCTEMEHHbIM CHXeHnem nosbl. B nekabpe 2008 .
npotenHypus 0,012 r/cyt, kpeatnrnn 90 mxmons/n, npu WX momo-
KNOHQbHOM Cekpeunn He BbIABNEHO.

B noHHom cnydae Hammume HC ¢ sputpoumtypueit, aprepu-
QNbHOM TMNEPTEH3MEN M YMEPEHHBIM HApyLleHWem byHKUMK no-
4eK, O TAKXe SMU304 IMXOPALKM, APTPAITHH, TMMOKOMMIEMEHTEMMS
W TDQH3UTOPHAS KPHUOMOBYNHHEMMS HE MO3BONANN MCKIIOYMTL KPHO-
rmobynuHemudeckuit Backynut. OBHAKO AaHHbIE GMONCHM MOYKM
3TOro0 He NOATBEPAWUNN, BbIABNEHbLI MPOU3HAKM 6OJ'|63HM OTNOXEHNSA
tsxensix ueneir. Otcytcrene moHoknoHanbHeix Ml 8 chiBopoTke
KPOBM M MOYE HE MPOTUBOPEYUT STOMy AWArHO3y, Tem Gonee uto
WMCCNENoBAHME NPOBEAEHO HO BOHE MMMYHOCYNPECCHBHOM Tepa-
MUKW C NONOXMTENbHBIM KiuHMYeckum dddektom. Jenosuter UT
knacca G nossonmnu uckniounTs GonesHs Banbpenctpema, aans-
Hellwee OBCNENOBAHME OTBEPIIO AMATHO3 MHOXECTBEHHOW Mue-
NOMBI 1 37I0KAYECTBEHHOTO 3060NEBAHMA TMMOOMAHOM TKAHM.
Takum o6paszom, HCDD pacuereHa kak camoctostensHoe 3a60-
nesamue, onHako obHapyxerHsie npu KT numdaruyeckue yansl
GPIOWHOM NONOCTU M 306PIOWMHHOTO NPOCTPAHCTBA TPebyioT
AnHaMu4eckoro Habmioaerus. Pomb MMMyHOCYNpeccusHoOM Tepa-
MU B PA3BUTUM PEMUCCHM 3060NEBAHMS HE BHISLIBAET COMHEHWH.

IIporudepaTuBHEIN IIOMEPYIOHE(DPHUT C IETIO-
3UTaMH MOHOKJIOHaJBHBIX HTI nipesicrasiser cobou
peAKUI BapuaHT nopaxenus nodex npu IK (B 8 pas
pexe, yeM AL-aMuionjio3, U B 2 pasza pexe, uem LCDD).
B 10 onmcanHbIX HEAABHO CIIYYaAX B IOYEYHOM TKAHU Bbl-
ABJIUIUCH AETIO3UTHl MOHOKJIOHAJIBHOIO IgG, TONBKO Yy
MIOJIOBUHBI GOJIBHBIX MOHOKJIOHAJIBHBIHA I1gG onpeesi-
Cs1 B CBIBOPOTKE KPOBH, KPUOITIOOYJIMHEMUU HE ObUIO HU
B O/IHOM cJydae. Hu y KOro u3 60NbHBIX HE ObUIO KIMHU-
YeCKUX MPOosBAcHUN MM ninu B-kieTouHom TUM(OMBL
YV BCeX MalUEHTOB UMENACh IPOTENHYPUA, B 44% Ciy4a-
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Puc. 13. BorpHOYI I-H. BOJIE3HB OT/IOKEHHUS TAKEJIBIX IETICH:
KITy0OYeK C JOIBYATOM CTPYKTYPOIL. PaciinpeHne Me3aHIus
€ 00pa3oBaHHEM OECKICTOYHBIX y3/10B. PAS-peakmus. x250

Puc. 14. BoabHO¥ I'-H. BO/I€3HB OTIOKEHHUA TAMKEIBIX IEIEH:
npoardepania Me3aHIHATbHBIX KICTOK H PACIIHPEHUE
ME3aHIHA C 00pa30BaHHEM 0ECKIETOYHBIX Y3/I0B.
Tpuxpom 1o Maccony. x250

eB HC, B 80% ciryuaes XITH. OCHOBHBIM I'MCTOJIOTHYECKUM
posABIeHrEM Obuld JU(PQY3HAA IHAOKANWILIPHAL IIPO-
madpepauya (MIITH/OIITH). [Tpu OM BLIABILAIMCH I'DaHy-
JIApHBIE (3JIEKTPOHHO-IUIOTHBIE) JETIO3UTHI B ME3AHIUH,
CYO3H/IOTENUAILHO U CYO3IHIOTENNAIBLHO, HATTOMUHAIO-
mye OObIYHBIE UMMYHHbBIE KOMIUIEKCHI, MUKPOTYOYJIAD-
HBIX JINOO (PUOPWUIAPHBIX JEIO3UTOB HE ObUIO. OHAKO
npu MO 3ty genosutsl cogepxanu MI' ooHoro Kiacca u
cybriacca, ¢ ofHUM ki1accoM JIL, To ecTb 6bUTH MOHOKIIO-
HIBHBIMU. B 90% cityyaeB O6HAPYKUBAIUCH TAKKE JICTIO-
3UTBI KOMIUIEMEHTA, Uy 40% GONBHBIX — TUITOKOMILUIEMEH-
tTemus. Jleuenne He pa3paboTaHO, IPOBOAUINCH ITOIbIT-
KH UMMYHOCYIIPECCUBHO TEPATTUU PA3TUYHBIMU I'PYII-
IIAMU IIPENAPATOB, OTYECTIUBOIO I(PPEKTA HE 3a(PUKCHU-
POBAHO. ABTOPBI NIPEJIATAI0T PACCMATPUBATL IPOIUpE-
parusHbll I'H ¢ genosuramu IgG B CIEKTPE MOYEUHBIX
3200/IE€BAHNI, ACCOIMMPOBAHHBIX C MOHOKJIOHAIBbHBIMU
raMManaTUAMU. KpuTepuaMy BKIIOYEHUA ABJIAIOTCA Ha-
JIMYME TTIOMEPYIAPHBIX MOHOKIOHAJIbHBIX JIENIO3UTOB
opiHOrO cyoknacca IgG u opHoro nzoruna JIL, rpanyisp-
HOI'0O XapaKkTepa npu OM, ¢ SHIOKAIWULAPHOL nposmde-
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pauyeit U yepTaMy, XapaxkrepasiMu g MIITH wim MH,
U OTCYTCTBUE KPUOITOOYIMHEMUU [71].

B nocneayiomeM y naiueHToB 6€3 KpUOINIoOyIuHE-
MHUU U M-TpagrenTa GbUIM OIIMCAHBI ellle 4 CIydad Ipo-
mmpepaTuBHOro 'H ¢ MOHOKJIOHAJIbHBIMU HEOPI'AHU30-
BAHHBIMU Jero3uTamu IgG u 3 cryyas HenpoaugepaTus-
Horo I'H ¢ yrommuenuem ['EM u cy0anUTEINAIBHBIMUA JIE-
MO3UTAMHU MOHOKJIOHIBHOTO IgG. ABTOPBI OIIEHUBAIOT
3TOT BAPUAHT KaK OTIOKECHUE MOHOKIOHAJIBHBIX UI,
umuTUpytomee MH, 1 OTMEYAIOT TOJOKUTENBHBIN (-
(beKT KOPTUKOCTEPOMTHON Tepanuu [55].

Onncan Take 1 caydait sHI0KAIWUIBIPHOTO NPOJIN-
(pepaTUBHOIO INMIOMEPYJIOHEPPUTA C TUIIEPKIETOYHOC-

Puc. 15. BorsHo# I'-B. IIponudepaTHBHBII
IJIOMEePYIOHeMPPHUT: KIIyOOUEK C BBIPAKEHHOH
THIIEPKIETOYHOCTHIO 32 CIeT Mpoaudepanum

ME3aHTHAIBHBIX H SHIOTETHAIBHBIX KIETOK H 32J€PIKKH
3HAYHUTEIBHOTO YHUCIA TUM(POIUTOB H HEUTPO(DHIOB
B IIPOCBETE KAMMWILIPHBIX NeTeb. <[ HaIHNHOBBIE TPOMOBI>
B IIPOCBETE KAIMLIAPHBIX II€TeTb. [eMATOKCHIMH-303HH. X250

O63ops 1 nexumm

TBIO ME3AHIUA U HAIMYUEM AMOP(PHOIO KOHI'O-HETATHB-
HOTO BEIECTBA B Me3aHIUHU y 60/bHOM ¢ HC, remarypueit
u AT ITpu UP obHapyxeHO ceeueHue IgA, C3, pubpuHo-
I'€HA U A B ME3AHI'MU U HA CTEHKAX ITIOMEPYIAPHBIX Ka-
NWUISIPOB. [1pyr OM BBIABICHBI MC3AHTHAIBHBIC U CYO3H-
JOTEIUAIbHBIE JECTTO3UTHI TAPAKPUCTAUINIECCKON PereT-
YaTOH CTPYKTYPBL, IIPY UCCIEAOBAHNN KOCTHOI'O MO3I'a
OOHApYKEHA MaIas MOMYJIAINSI MOHOKIOHAIBHBIX [1K|
COJEPKAIIMX TONBKO IgAA ABTOPBI IOJIATAIOT, YTO MOHO-
KJIOHAJIbHBIE JIETIO3UTHI IgA MOT'YT BBI3BIBATD IPOIU(EPA-
TuBHbI ['H [92].

Cayuaii 5. bonbroit -8, 73 net. B aHamHese pnurensras AT,
napokcuamansHas dopma mepuatensHon aputmmn, OHMK, a3-
BenHas Gonesrb. B 2007 r. nossuaMCh OTEKM HUXKHMX KOHEYHOC-
Tei, OBHAPYXEHbI MPOTEUHYPUS, SPUTPOLMTYPHSA, NOBBILIEHUE KPE-
atuhmrna go 1,6 mr/on. B ansape 2008 r. suissnens HC, aHemus,
kpeatuHmH kpoeu 220—-413 mkmons/n.

[ocnutanusuposar 8 Hepponormyeckoe otaenerve Kb um.
BotkuHa. AHacapka, renatomeranms, kpeatunnt 3,8—6,2-5,2 mr/an,
QCUMT, ABYXCTOPOHHMI ruapoTopakc, rmaponepukapd. ANCA — He
oBHapyxeHsl, kpuornobynuHel — oTp., PSA B npegenax Hopmesl.
Onkonouck: 06beMHbix 06PA30BaHMI He HalpeHo. MX: 8 cbiBo-
poTke 0BHapyxeH mMoHoknoHanbHuit IgAK = 2,3 r/n. CrepHans-
Has nyHkuus: cogepxanme 11K 1,5%.

Buinonnena 6uoncus nouku (puc. 15-18). CM: 7 xnyboukos,
OMH M3 HWX MOAHOCTBIO cknepoauposaH. OctanbHeie knybouku
YBENMUEHb B PA3MEPQAX, MMEIOT HOMbYATYIO CTPYKTYPY, runepkie-
TOYHbI 30 CYET ME3AHTUABHOM W SHAOKANMMISPHON nponudepa-
umn. CTeHku kanunngapoBs pesko yTonweHsl. [1pocseT oTaenbHbix
KOI'IMﬂﬂﬂprIX neTenb SOKprT prI'IHbIMM C\/63H,D,OTeJ'IMOJ'IbeIMM
[ENO3UTAMM MO TUMY «TMANMHOBLIX TpoMmBoBY. [pybbie cpalleHms
c kancynoit boymena, B8 1 knybouke onpepensetca HebombLIOE
dbunbposHoe nonynyHme. duddysHbii CKNepos MHTEPCTUUMA U aT-
podua kaHanbues. Bo mHomx kaHansuax — TyGynuTel. B npocse-
T€ KOHQSbUEB MHOTO CIYLLEHHBIX SMUTENUAIBHBIX KIETOK W UX
GPArMEHTOB, MHOTME MPOGUAK KAHAMBLEB 3QNONHEHb GEKOBbIM

Puc. 16. BonbHoi I'-B. IIpoaudepaTHBHBIH
rIoMepyaoHedpuT: KITy004eK € JOIbYATOM CTPYKTYPOH
H BRIPA’KCHHOM SHIOKAMWULAPHON npoaudeparuert. CreHKa
KaIIWULAPHBIX IeTe/Ib YTOIIEHA, HMEIOTCA €UHHIHEBIE
JBOMHBIE KOHTYPBI. IIPOCBET OTAEIBHBIX KAITHWLIAPHBIX
IeTesNb 3AKPBIT KPYITHBIMH CYyO9H/IOTETHATBHBIMH
JIETIO3UTAMH II0 THITY <THATHHOBBIX TPOMOOB>. UMeroTcs
CpameHusA C Kancynod boymena. PAS-peakimd. x250

Puc. 17. BoapHo11 I'-B. OCTpoe MOBpeEKIeHUE KAHAIBIIEBOT'O
SIHTEIHA: BO MHOTHX KAHAIBIIAX CHHKEHA BBICOTA
KAHAIBIIEBOTO AIUTEINA C yIPATOH IETOYHOM KaHMBbIL.
Hekpo3 OTIeTbHBIX TyOYIOIIUTOB, OTCIOMKA HX
OT TyOY/ISIPHO¥ 6a3a7IbHOI MeMOpaHblL. B mpocsBere
KaHAJIbII€B MHOT'O CTYIIEHHBIX SIIHTE/IHAIBHBIX KICTOK
H uX (hparMeHTOB. OTIETbHBIC KAHAIBIIBI COAEPIKAT
GeIKOBBIE INHTHHAPEL. PAS-peakms. X250
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Puc. 18. boiabHOoM I'-B. CBeyenue IgA KPyIIHO-TPAHY/IAPHO
B IIPOEKITHH I'MATHHOBBIX TPOMOOB H Ha nepudepuu
KaIIWUBIPHBIX IeTexb. MMMyHO(DII00peCce HIrs
C a”HTHUTEeNaMH K IgA. X250

E08-1217_007 tif -_—
228 E08-1217_007.tif

Print Mag: 44800x @ 7.0 in
10:04 06/19/08

HV = 80.0 kV
Direct Mag: 3000x
Cedars-Sinai Med Ctr Pathology
Puc. 19. BoapHoit I'-B. lIpoaudepaTuBHBIN
mIoMepyIoHe(PUT: CYOIHIOTETHATIBHEIE JIEKTPOHHO-
IUIOTHBIE ICTIO3UTHI HA TIepr(epHH KAIWUIAPHBIX IIETE/Ib.
DieKTpOHHAA MHUKpOockonu. x30 000

conepxumbim (6enok Tamma—Xopcdanna), apyre kaHansubl co-
pepxat PAS-neratueHbie upmmHapsl. ApTEpUOnbl HE W3MEHEHSI.
Oxpacka koHro kpacHsim — HeratneHo. M®: IgG, IgM — wer, IgA
n C3 — B yacTi knybOYKOB KPYMHOrPAHYNAPHO (B MPOEKUMM rHa-
nuHoBLIX TPoMBOB) +++, nepudepus kaNUANAPHLIX NeTens — men-
KOrPaHYNAPHO ++; GUBPUH — uHTepCTMUMin ++; K-umnmHapsl +, A —
B OfHOM Kkiybouke KpynHorpaHynspHo ++, umnuHapsl +++. 3a-
KIIOYEHME: KOPTUHA MEMOPAHONPONM(EPATUBHOTO MOMEPYNOHed-
PUTA C KPYMHBIMK CyB3HAOTENMANBHIMM AEMO3UTAMM, HEMb3S MUC-
kniounTh cast-Hepponatvio. KommeHTapuu: aaHHas mopdonoru-
4ECKas KOPTMHA HaWMGONEe XAPAKTEPHA ANA KPUOrobyMHemu-
4ECKOro HedpuTa (MOHOKNOHANbHAA IgA-kprornoBynuHemus).
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[MoBTOPHO (BBOXMbI) MCCNEAOBAHA KPOBL HA KPUOMOBYMHL —
PE3YNLTAT OTPULATENbHBIA. YCTOHOBAEH AMATHO3: MAA3MAKNETOY-
Has auckpasus, Ak-napanpotenHemns, membparonponudepaTys-
HbIi [OMEPYNIOHEDPHT, HeDPOTUUECKUI CHHAPOM, BbICTPONPOTPEC-
CMPYIOLWQs NOYeuHas HepoctatouHocts. Havarta tepanms Cenn-
centom 8 pose 1500 mr/cyT ¢ ynoBNETBOPUTENLHOM NEPEHOCH-
MOCTbIO. A30TeMMA M SBNEHMS TMNEPrMAPATALMM HE HOPACTANM,
All KOHTPONMPOBANOCH YAOBNETBOPUTENBHO, OfHAKO OTMEYQSMCH
nporpeccupyioLme nposenexms nonuHerponatuy, 14 anpena 2008 r.
PA3BMNOCH KOMATO3HOE COCTORHUE, AUATHOCTMPOBAHO NOBTOPHOE
OHMK B cTBON rONOBHOTO MO3rQ, YEPE3 HECKOMBKO YACOB HACTY-
nuna cmepts GonbHoro. [laTtonoro-aHatommyeckoe Mccneposa-
HME HE MPOBOAMIOCH.

[OTOBbIE MPENAPATH MOYEUHON TKAHM KOHCYIBTUPOBAHb! MPO-
deccopom A. Kosmom (oTaen natonormn u nabGopatopHoit me-
anupnbl, meanumnckmin uentp Cedars-Sinai, CLUA). 3akniouenne:
CM = Me3aHrManbHAS TMMNEPKIETOYHOCT, ONHOKOHTYPHbIE CTEH-
KM KQMUANSPOB, MHOXECTBEHHBIE «TPOMObI» B NPOCBETAX KANMNS-
poe. Octpeiit Tybynorekpos. P — rpaHynspHele nenosuts IgA
Ha [BM, B Me3aHMMM 1 B MHTPANIOMUHANBHLIX «TPOMGAX». [Mapa-
buHoBbIE BNOKKM BONONHUTENEHO 0BPABOTAHLI U UCCNEAOBAHLI Me-
Topom DM (puc. 19) — cerMeHTapHas TMNEepKIETOYHOCT ME3AH-
s, nenosutos Het. CyB3HAOTENnManbHbIE 31EKTPOHHO-MNOTHbIE
[EN03M1Thl B GOMBLIOM KOSIMYECTBE, EAMHMYHbIE CyB3NUTENMANbHbIE
[Eeno3uThl. «TPOMOLI» B MCCNEAOBAHHOM Kiybouke He oBHapyxe-
Hbl. 3aKoYeHme: MOryT 0BCyXaaTscst auarHoss IgA-Hedbponatim
W KPUOTNOBYNUHEMMYECKOTO HEPUTA.

B nanHom cnyuae Hanuume HC ¢ sputpountypmeit u Bbict-
PONPOIPECCHPYIOLLEN MOYEYHOM HEAOCTATOYHOCTBIO Y MOXUNOTO
60onbHOTO 6€3 NPU3HAKOB OHKONOTMYECKOrO 3a60NEBAHMS MO3BO-
nsno sanoposputs Hanuume DKTH. Hopmanshsie tutpsl ANCA w
HE3HQUYMTENLHASA NAPANPOTEMHEMMS MPU HOPMOSIBHOM KONMYECTBE
MK B kocTHOM Mo3re genanu BepOATHIM mepaudHbid AL-amuno-
WLO3, ANS NOATBEPXAEHNA 4ero BbiNa BLIMONHEHA BMONCHA MOYKM.
OnHaKO AaHHBIE BUMONCUM MOMHOCTBLIO OMPOBEPIIM 3TO MPEAno-
NOXEHHE, BLISBNEHA KAPTMHA, 30CTABAABLUAS AyMATb O Kpuornoby-
nMHEMUYeCKOM HedpuTe. HeoaHokpaTHoe McCnenoBaHue ChiBo-
POTKM KPOBM HE BbISBUIO KpHOrnobynmHemmn. duarHossl 6onesHu
BanbaeHcTpema, MHOXECTBEHHON Muenomsl mmbo NUMpOMb He
HOLLNM NOATBEPXAEHHS (MUHUMANLHAS cekpeums IgAK, oTcyTcTame
NNA3MATA3AUMM M MPU3HAKOB 3NOKQYECTBEHHOTO NIMMBOMAHOTO
3060n€BaHMs B KOCTHOM MO3re). B cesan ¢ 3Tum, a Takxe BBUaY
OTCYTCTBMS NAPANPOTEUHYPUM Hanuume cast-Hedponatuu npen-
CTQBNANOCH MQNOBEPOATHBIM, UMIMHAPL B KQHAMBLAX PACUEHEHDI
KaK MpOosBieHne HePPOTUYECKOrO CHMHAPOMA, YTO MOATBEPXKAEHO
MpW NEPeCcMOTPE TMCTONOTMYECKUX MPENapaToB.

Takum 06pPa3oM, YCTAHOBNEH AMATHO3 MIA3MOKNETOUHOM AnC-
Kpa3uM, NPONUGEPATUBHOMO TMOMEPYIOHEDPUTA C AENO3UTAMM
MoHokoHanbHoro IgA. JononnutensHoe DM-uccnenosaqme noa-
TBEPAMIO HANMYME CYOIHLOTENMAbHBIX 3NEKTPOHHO-MAOTHBIX fe-
MO3WTOB M NO3BOMMIO OTBEPTHYTb HANMYME MMMYHOTOKTOMAHOTO
rnomepynoHedpuTa (MMKPOTYBYNSPHBIX AENO3UTOB B ME3AHTMM W
cy63nUTENMANEHOM NPOCTPAHCTBE He HaaeHo). OkoHuaTensHbIN
M GEPEHUMAnbHBIA AMATHO3 C KPUOTNOBYIMHEMUYECKMM HEebpH-
TOM NPOBECTU HE YAANOCh, CyEIMUTENUANbHBIX MUKPOTYOYASPHBIX
[EnO3nUTOB He OBHAPYXEHO, KNYBOUYKOB C MHTPAMIOMUHAMLHBIMM
TpoMbamM B MaTepuane, noaseprHytom IM, He 6bino, cootser-
CTBEHHO WX YNbTPACTPYKTYPY YTOYHUTH HE MPEACTABUNOCH BO3-
MOXHBIM.

DKI'H Kax BApUAHT NPOIAQPEPATUBHOTO ITIOMEPYIIO-
HeppuTa y 00AbHBIX ¢ MM ABISETCS €lie 60Iee PEAKUM
COCTOSIHHEM, B JINTEPATYPE OIHMCAHO BCET'O HECKOJIBKO
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TAKUX Ciy4aes [66, 91]. Umerorcs Taxke onvcanus OKIH
¢ genosuramu UI' u ¢pubpuna u npu Apyrux JII13, 8 Tom
yuciie pu HXJT u 6051e3uu XO/PKKHUHA, TTPUYEM B TTOCTIE-
HEM BAPUAHTE BBIAB/LUIUCE aHTUTeNa K I'BM. TIpencras-
JIAET UHTEPEC HANIPAMYIO HE OTHOCAIMICA K TeMe JIII3,
HO, BO3MOXHO, POJCTBEHHBIN 10 MEXAHU3MAM Pa3BUTHSA
OKIH y 60IbHBIX € COMUAHBIMUA KAPLUUHOMAMY, y KOTO-
PBIX BBIABJUINCH CUMIITOMBI BACKY/IUTA U ITOTOKUATEIIb-
HBIE AHTUTENA K [TUTOILIA3ME HEUTPOPUos [84]. [1aTo-
I'€HE3 3TUX BAPUAHTOB ITIOKA OCTAECTC HEACHDIM, JICYCHHUE
CBOAUTCS K TEPAIIMKA OCHOBHOI'O 3200JICBAHUSL.

Ciyuaii 6. bonshas P-wa, 70 net. B anamHese — ymeperHas
Al B mapte 2007 r. nosBuamMCL OTEKM, BBLICHINAHWA HQ FONEHs:X,

Puc. 20. BorpHasa P-Ha. DKCTpaAKANTWLIAPHBIA
IOMePYyTOHEe(DPHUT: CETMEHTAPHBIH CKIEPO3 KAMLULIPHBIX
IeTeNb U cerMeHTapHbIe (PHOPO3HO-KIETOYHBIE IOy TyHHA.

Tpuxpom 1o Maccony. x250

Puc. 21. BoibHaA P-HA. DKCTPAKAIWLIAPHBIN
mioMepyaoHedpHT: TOpasKeHHe KITy0OYKOB,
COOTBETCTBYIOIIEE PA3THIHBIM CTATHAM PA3BUTHA
IOy TYHHH, — IPOTH(dEPAIHI BUCHEPATHHOTO SITHTETH
C 00pa3oBaHNEM KIETOYHOI'O IOy TYHHS, Y4ACTKH
(GHUOPHMHONTHOTO HEKPO32a KAMMULIPHBIX IeTeIb (KTy00oJex
CIIpaBa); THPKYAPHOE (PHGPO3HOE MOy TyHHE, KOJLIAIIC
M CKJIEPO3 KAIWULIPHBIX IIeTeIb (KIy00oYeK ceBa),
HHOWIBTPAIUA HHTEPCTUITHA TUMPOIUTAMH
u Herrpodwiamu. PAS-peakirus. x250

O63ops 1 nexumm

ofblwka, cepauebuenmne, 0BHAPYXEHA NPOTEUHYPHUS, QHEMMS, YC-
koperne COD, runepkpeaTuHuHemus.

[ocnutanusuposaHa B Hedponormyeckoe otaenenne Kb um.
BotkuHa. MaccueHble MAOTHBIE OTEKM HUXHMX KOHEYHOCTEM, TPO-
uueckme uameHeHHa koxu ronewei, renatomeranus, Al 8 npepe-
10X MPYBbIYHBIX 3HAUEHMI, YMEPEHHAS NMPOTENHYPHS, SPUTPOLMTYPUS,
BLIPOXEHHAA xenesoneduuMTHAs aHemms, kpeaTuHud 5,8 mr/an,
npu 3nekTpodopese CHIBOPOTKM KPOBKM 0BHApPYxeH M-rpagmeHt 8
y-30He 24%. VIX: B cbiBopoTKe OBHAPYXeH MOHOKNoHanbHbI IgGK
3,3 r/n. TpenaHoGMONCHA KOCTHOTO MO3TQ: M3MEHEHMH, XapaKTEP-
HbIX A9 3060N1EBAHMS CUCTEMbI KPOBM, He BhiseneHo. KoHcynsTaums
remaTonora: A06POKAYECTBEHHAS MOHOKIIOHAMBHAA TAMMANATHS.

Buinonnena 6uoncuns nouku (puc. 20-22). CM: B npenapare
11 knyboukoB, 8 9 13 HUX UMEIOTCA LMPKYNAPHLIE M CETMEHTAPHbIE
MONYAYHWA PA3NMYHON AABHOCTM (KneTouHbie, GMBPO3HO-KNETOY-
Hble 1 dubposHbie). B 3 knyboukax mmetotcs Hebonblume ouarm
dubpuHomnaroro Hekposa. [uddysHo-o4arossiit cknepos UHTEp-
CTAUMS 1 QTPOGUS KOHANBLEB, BHIPAXEHHAS MHPUABTPALMA MOHO-
HYKNEAPAMM, CETMEHTOAAEPHLIMM NEHKOLMTAMU M MAA3MATHYeC-
kumu knetkamu. Mrorne npodunu kaHansues comepxat PAS-
MO3UTHBHLIE LMNMHAPL. ApTepuocknepos. Aptepuonsl — 6es oco-
6enrocten. M®D: IgG — nuHelHO M rpaHynspHO no 6A3anbHOM
membpane kanunnapos ++, IgA, IgM, C3 — Het, dpubpun & npoex-
UMW nomynyHui ++, K 1 A He MCCNenoBanMch. 3akmioyeHue: oKCT-
POKANMANAPHLIA rnomepynoHedput ¢ 82% nomymnyHuit.

Kposb Ha ANCA: pANCA - 1/80, cANCA — e obHapyxe-
Hbl; aHTutena k [BM, anturena k IHK, CPB, PO, kpuornobynuel —
otp. Ycranosnen auardos: ANCA-accoummpoBaHHbIA BACKYAUT
(MMKPOCKONWYECKMI MONMAHTAMT), M30NMPOBAHHO-NOYEYHas bop-
M, 3KCTPaKanUAnapHsbii rnomepynoHedput ¢ 80% nonynyHuit. Mo-
HOK/IOHOMBHOA TAMMAMATUS HEONPEAENEHHOTO 3HAYEHMS.

Ha dome cumnTomaTtryeckon Tepanuu OTEKM Perpeccmpo-
BQ/IM, GHEMMS KOMMEHCUPOBAHA, KPEATUHWH KPOBM CHU3MICS 1O
3,7 mr/an. Tpu nosTopHo# rociutanuzaumm B Hosbpe 2007 .
PEUMAMBHPYIOLIME MACCHBHBIE HOCOBbIE KpOBOTEYEHUs, rybo-
KQst OHEMMS, MTPOTEUHYPUS YMEPEHHAS, SPUTPOLUTYPUM HET, Kpe-
amnmnn 3,3 mr/mn, p-ANCA — 1/40, c-ANCA - otp. Koncynbra-
unst JTOP: npu3HaKOB rpaHYNEMATO3HOTO MOPAXEHUS HOCA He
BuinsneHo. MX: Hapactanne cekpeumn moroknoHansHoro IgGxk
no 3,7 r/n, yposerb HopmansHbix UI cHsken. Jononnutensroe
MMMYHOTUCTOXUMMYECKOE WCCNELOBAHME NPENapATOB KOCTHOTO
mosra (otaenenne A THLL PAMH): HauansHas craams napa-
npoTtenHemmnyeckoro remobnacrosa. Kowcynstaums remaronora:
mHoxecTseHHas muenoma Gx B cr.

Puc. 22. BoabHaA P-Ha. FpaHy/IApHOE H IMHEHHOE CBEUYEeHUEe
IgG B Me3aHTHH H Ha Nepu(epHH KANMUBIPHBIX IETeIb.
HNMMyHO(IIOOpECHEHITHS C aHTUTEIAMH K IgG. x250
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KnuHunueckuni gnarnos: mHoxectseHHas muenoma Gk, IIIB cra-
ams. BropuuHas Hedbponatis (3kCTpaKanMAnspHbIi MoMepynoHed-
puT), XIMH, KoHcepsaTHBHO-KypabensHaa craams. ApTepuansHas
TMMNEPTOHMS, OHEMMSA CMELUAHHOTO TeHE3q, TAXeNor crenenu. bonb-
HOS MepeBeaeHa B remaTonormyeckoe OTAENeHMe.

B nanHom cnyuae Hamvune HC ¢ sputpountypueit u Hapy-
weHtem GyHKUMM Mnodek B coueTaHun ¢ M-rpapmeHTom Ha anex-
Tpodoperpamme CLIBOPOTKM KPOBK LAAM OCHOBAHME 3AMOA03-
pUTb MUenomHyio 6onesHs. OfHAKO ypOBEHb NAPANPOTENHA MPH
MX-uccnenosammm kposu Bbin HEBLICOKWM, NAPANPOTEUHYPUS OT-
CYTCTBOBQNA, NO AGHHBIM TPENAHOBMONCHU KOCTHOrO MO3ra Anar-
HO3 remobnactosa Gwin oteepriyt. Obcyxaanca amarHos nep-
Bu4HOro AL-omMunonposa, ans NoOATBEPXAEHMsS KOTOPOTO BbINONHE-
HO GUONCHS NOYKM, HE BBISBUBLLIAS AMMIIOMAC, HO OBHOPYXMBLLOSA
kapTuHy DKTH. Anturena k TBM, uccnenosarHbie 8 cBasu C ane-
MeHTaMK nnHelHoro ceedenms IgG, B cuiBopoTke kpoBK 0BHAPY-
XEHbl He BbiK, KIIMHUYECKAs KAPTMHA HE YKIOAbIBANACH B AMAr-
Ho3 cunapoma lyanacuepa. Beisenerne B kposn pANCA B coue-
TQHMW C AaHHBIMM Groncun npuseno k auarHosy ANCA-accoumm-
POBAHHOTO BACKYNIUTA, XOTA HAMWYME rpaHynapHsix genosutos IgG
He COOTBETCTBOBANO MANoMMmyHHOMy BapuanTy DKIH, csoiicteen-
Homy 3ol natonoruu. O6pawano Ha cebs BHUMAHWE ynydLie-
Hue dyHkumu nodek u cHxerne Turpos ANCA 6es nposeseHus
MMMyHOCYNpeccuBHo Tepanuu. C yueToMm HOPACTaHMS Napanpo-
TEUHEMMM, CHUXEHUA YPOBHA HOopmManbHbix VI 1 peunamsmpytomx
HOCOBBIX KPOBOTEYEHMH 6E3 MPU3HAKOB TPAHYIEMATO3HOMO Mo-
POXEHUs! MPELNPUHATO LOMONHUTENBHOE UMMYHOTMCTOXMMUYECKOE
MCCNeNoBaHME KOCTHOMO Mo3ra. Ero pesynbtars 3acTaBMamM BHOBb
NepecMOTPETb AMATHOCTMYECKYIO KOHLEMUMIO W MOATBEPAMTL Nep-
BOHQYQMbHBIM [MArHO3 MHOXECTBEHHOM MMENOMBI C PEmKMM Ba-
puaHtom nopaxerus noyek — IKIH ¢ otnoxennem moHokno-
HaneHbix |gG. Hannune ANCA cnepyet paccmatpusats kak BTO-
PUYHbIA MO OTHOLWEHMIO K reMOBNacTo3y GeHOMEH, BEPOATHO MMe-
IOLWMA NATOTEHETUYECKYIO CBA3b C HEOObIYHBIM [ MUENOMHO
Goneshn nopaxennem nodek. Otcyrctene DM-paHbix He no-
3BOMMNIO YTOUHMTL YNbTPACTPYKTYpY Aenosutos IgG.

[iroMepyaIoHePUT MIPH MAKPOIIOOYTHHEMHUH
BaabgeHncrpema, KOTOpas COCTABIAET UMb 15% OT
BCEX JIMM(POM, BCTPEYAETCA PEAKO. B OCHOBHOM NOpaKe-
HUE TIOYEK TIPU ITON MATONOTHUH CBA3AHO C MH(PUIBTPA-
LIMEN NTOYEYHON MTAPEHXUMBI JIMM(POIUIA3MALIUTAPHBIMA
KJIETKAMHU, BO3MOXKHO TAKXKE PA3BUTUE AMUJIONUJ034,
LCDD, KTH (cM. COOTBETCTBYIOIME pasjeinsl). Hepeako
BCJIEACTBUE MMITEPIIPOAYKLIMN IIEHTAMEPOB MATOJIOTMYEC-
KUX IgM BO3HMKAET IT'MIIEPBUCKO3HBIN CUHAPOM. [Topaxke-
HUE B BUJIE IVIOMEPYIOHE(MPUTA OOYCIOBICHO OTIOKEHH-
€M MMMYHHBIX KOMIUIEKCOB, COACP/KAIMX MOHOKIOHAJIb-
HbliT IgM, XapakTepHbIM MOP(OIOIMYECKUM IIPU3HAKOM
ABJIAIOTCS I'PAHYJIAPHBIE 903UHO(PUIBHBIC JETIO3UTHL B
IIPOCBETE KAMWLLAPOB, NHOIYA CTONb KPYIIHBIE, YTO BbI-
3bIBAIOT OKKIIO3UIO KAMWUIAPOB ¢ pazsuruem OITH [10,
100]. IIporao3 3aBUCUT OT BO3PACTA OOJIBHBIX, BHIPAKEH-
HOCTY LIUTONEHUU U TUTPa IgM. IIpn HaIM4YMU BBICOKOI'O
YPOBHs LIUPKyIUpYIomiero IgM, aneMuu, rurie pBUCKO3HO-
I'O CHHPOMA, KPUOITIOOYIMHEMUN, HEUPOIIATUHN T10KA34-
Ha XT.

1.2. Ilogpexncoenus, ne cea3anunvie
C MOHOKIOHANBHBIMU OenKamu

He cB3aHHBIE C MAPANIPOTEMHEMUEN TOPAKEHUA T10-
yek npu 1K/l BkmouaoT B ce6s OITH, 06yCIOBIEHHYIO
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LIEJIBIM PAJIOM META00NIUYECKHUX, BOJHO-JIEKTPOIUTHBIX
1 JIEKAPCTBEHHBIX BO3JCHCTBUII, U IOBPEXKIEHU, 0OYC-
JIOBJICHHBIE CUHTE30M LIJUTOKHUHOB, IIPU PEJKOM BapUAH-
Te ITKI — 0CTEOCKIEPOTUYECKOU MUEIOME (CUHAPOME
POEMS).

OcTpas mo4eyHas HeJOCTATOIHOCTD. [[pUYNHBI
passurtua OITH: jeruapaTanys u/Wiam IMIepKIbIIAEMU,
sozzericrerue HIIBC, cerncuc, ocTpas yparHas Hedpona-
THA Ha (poHe XT ¢ CUHAPOMOM JIM3UCA OITYXOJIU, OOCTPYK-
THUBHAsA HE(PPOIATHA U, B OYECHD PEAKUX CIYIASLX, MH(UIID-
Tpanys MOYEYHON MAPEHXUMBI IUIa3MATHIECCKUMU KIIET-
KAMU.

Hau6osnbiee KIMHAYECKOE 3HAUEHUE UMEET TUIIEP-
KUIbLIUEMUSA, PA3BUBAIONIAACA BCIEACTBUE PE30POLIUU
KOCTH T10/] BO3JEHUCTBUEM LIMTOKUHOB. [UIepKaNIbIMeMUs
OKA43bIBACT BA30KOHCTPUKTOPHOE JCHCTBUE HA TIOYCYHbIE
COCYJBL, YTO BEAET, OCOOECHHO B YCIOBUAX JETUIPATALIAN,
K CHIDKECHHIO [TIOYEYHOI'O KPOBOTOKA U CKOPOCTH KIIyOOU-
KOBOU (DPMJIBTPALIMM M PA3BUTHUIO NIPEPEHAIBHON T10YEY-
HOW HEJOCTATOYHOCTU. CHIKEHNE MOYEOOPA30BAHNA U
CKOPOCTH TyOYJIIPHOI'O IIOTOKA CIIOCOOCTBYET TAKKE 00-
Pa30BAaHUIO IWJIMHAPOB U PA3BUTHIO CaSt-HEPPOIATUU
(cm. BoIIE) [20, 25].

IMopakenusa nmouek npu cuagpome POEMS (1o-
JHHEHPOIIATHA, OPTAHOMEIAINA, SIHTOKPHHOIIA-
THA, MOHOKJIOHAJIbHAA CEKpen M, KOKHbIE H3Me-
HEHMA) 0OYCJIOBJIEHBI BO3JCHCTBUEM LIUTOKUHOB, TAKUX,
KaK MHTCPIICHKUH-6, COCYIUCTBII SHAOTCTUATHHBIN (DAK-
TOP POCTd U TYMOP-HEKPOTUIUPYIOMUH (PAKTOP-0t, CTH-
MYJIMPYIOIIUX ponuepannio sugorenus. Kakue-n1u6o
JETIO3UTBl MOHOKIOHAJIBHBIX OEJIKOB B IIOYEYHON TKAHU
OTCYICTBYIOT, MOP(POTIOIMYECKUE U3MEHEHNSA PA3TUYHDI
1 BKIIO4aloT B ce6s1 MIITH-10g06HbIE BAPHUAHTDL, TPOM-
OOTUYECKYIO MUKPOAHIMOIIATHUIO, ME3AHTHONUZUC [84].
[TOMHMO OCHOBHBIX CUCTEMHBIX IPOSBICHUM, PACIINA]-
POBAHHBIX B JUATHO3€, YACTO HAOMIOAAETCA IUM(pOie-
HOIIATHA, TUCTOJIOTMYECKU CXOHAsA € 601e3HbI0 Kacrens-
MaHa (CM. HIKe). IIpOruo3 B LiEeJI0M HECKOJIBKO Ooee
6J1aronpUATHBIN, YeM Ipu MM. OniepaTuBHOE JeUEHNE
npy POpPMaX C JOKATMZOBAHHOH TUIA3MAIIUTOMOU BEJICT
K OBICTPOMY OOPATHOMY Pa3BUTHIO CUMIITOMOB, JPYIUe
BAPUAHTHI JieueHud aHanornyusl XT npu MM.

2. IIopakeHHA MOYECK IPH 3I0KATECTBEHHBIX
JUAM@POMTHBIX 3200I€BAHUAX

2.1. Hopascenusn nouex npu XJUI/HXIT
2.1.1. Inomepynonamuu

C MaTOreHETUYECKON TOYKU 3PEHUS MOI'YT OBITH yC-
JIOBHO BBIZICJIEHBI TPU BAPUAHTA IVIOMEPYIAPHBIX I10-
BpexzacHuit [84]. K mepBoMy BAPUAHTY OTHOCHTCS KPUO-
rnobyuemMudeckuit MITTH /KTH, pazsBuBaiomuiics Beies-
CTBUE CEKPELIMU KPUOITIOOYIUHOB (B OCHOBHOM MOHO-
KJIOHAJIbHBIX, MHOITIA TOJIUKIOHAIBHBIX) I1ATOJIOIUYEC-
KMMU KIOHAMU B-mM@onnToB. BrOpoil BApMAaHT BKIIO-
yaer B ceds AL-amuionio3, MIDD ¢ TUIIMYHO HOAYIAP-
HBIMU M3MEHEHMUAMU (CM. COOTBETCTBYIOIME PA3/IC/IbI
BBIIIE) U UMMYHOTAKTOMAHBIN I'H ¢ arunmansiv MH. ITpu
BCEX ITUX (POPMAX MOXKET BBIABIATLCA M-TPaZIUEHT, HO B
YACTHU CIIYYAEB, TAK K€ Kak U npu [TK/, ero oOHapyKuTh
HE yaeTCs. B 1enoM NOBPEeKIeHUA ITIOYEK MOHOKJIOHAD-
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HbIMU OetkaMu 1pu XJUI/HXJT BCTpedaroTcst CymeCTBeH-
HO pexe, yeM rpu IIK] (Bcero B 5-10% ciydaes). K tpe-
TBEMY BAPUAHTY IIOBPEKACHUS OTHOCITCS PA3JIUYHbIE
THUIIBI IVIOMEPYJIOHE(DPUTA Y OONBHBIX O€3 KPUOITIO0YIIHN-
HEMUU U M-KOMITOHEHTA, ITATOI'CHE3 TOPAKEHUS TOUEK
B 9TUX CJIYYdAX PACCMATPUBACTCS B PAMKAX AYTOUMMMYH-
Horo (MIITH, OKI'H) nospex/neHus 1u60 BO3EHCTBUA
IUTOKUHOB (PCI'C). OCOOBIN MATOTEHETUYECKUIT BAPU-
AHT NPECTAB/IAET NOPAKEHUE ITOUEK NPH JIMM(POMA-TIO-
JOOHOM 3a60seBaHuu — 6ose3Hu Kacrenbmana [28, 84

MIITH 1 MH C «aTUIIUYHBIMW> MOP(OIOIUIECKUMU
MPOSIBICHUSIMY CUUTAIOTCSI HAUHO0JIEE PACIIPOCTPAHEH-
HBIMH TUITAMH TIOpakeHus [28, 64, 69, 84]. KimuHuKo-Mop-
(ponoruyeckue XapakKTEpUCTUKU MOJPOOHO OIUCAHBI B
pasjenax «KpUONIOOYTMHEMUYECKUI HE(DPUT> U «<UMMY-
HOTAKTOWU/IHBIN HEPPUT> (CM. BBIIIC).

Puc. 23. BoasHO¥H C-B. MeMOpaHONIpOIH(dEepaTHBHBIH
mIoMepyIoHedpUT: SHAOKANMLLIPHAA porudepanmsa
C 32/IEP>KKOM GOIBIIOTO YHCIA THM(POIHTOB C IPUMECHIO
HEHTPODHIOB B IPOCBETE KAHWULIPHBIX ITETEIb.
I'eMaTOKCHIMH-303HH. X250

Puc. 24. BoxsHO¥ C-B. MeMOpaHONIpOIH(dEPpaATHBHBIMH
IIOMEPYTOHE(MPUT: KIIYOOUEK C TOTBIATOH CTPYKTYPOH
32 CYeT dHAOKANWULIPHOM npoaudepanuu. B mpocsere

KaIIWUBIPHBIX IIETeJIb ONPEAeIIeTCS MHOTO
BOCIIIMTEIBHBIX KIETOK. KamM/UIIpHbIE IeT/TH YyTOTIIEHBIL.
PAS-peaknus. x250
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Cnyuaii 7. bonsroit C-8, 76 net. B anamHese 6onesHs Jlai-
ma 8 2007 r. C 37010 BpemeHu ctan Tepstb B BECE, MOABUNACH
cnaboctb, B pespane 2008 r. BbisBNEH NEAKOUMTO3 1O 22 ThIC. /MK
¢ numopoumntosom 1o 60—70%, ymepeHHOs aHemMs, QHANU3bI MOYM
6e3 natonoru. KOHCyNbTMPOBAH reMaToNorom, YCTAHOBNEH au-
arHo3: xpoHudyeckuit numdonenkos. XT He nposoaunace. B ok-
196pe 2008 r. nossunucs oteku, Al, BhISBIEHO NPOTEUHYPUS M yME-
PEHHOE MOBBILLEHWE KPEATUHWHA KPOBM.

[ocnutanusuposar 8 Hepponormyeckoe otaenerve KB um.
BotkuHa. Mctowen, koxa 6neaHasi, ¢ cepo-XenTbim OTTEHKOM, YBe-
NUYEHME NOAMBILLEYHBIX TMMPATUYECKMX Y3N0B, YMEPEHHBIE OTEKH
CTON M FONEHe, ABYXCTOPOHHMI ruapoTopakc, renaromeranms, HC,
SPUTPOUNTYPHS, YMEPEHHAS QHEMMS, TMNEPNENKOLMTOS, IMdOLM-
103, KpeatnhuH 124 mkmons/n. Mpu Y3M — yeenuuenHsie napa-
QOpTasbHbIE, NAPOKABAMbHbIE W MOAB3AOWHLIE AMMATMYECKME
y37Ibl.

BuinonHena 6uoncua nouku (puc. 23-25). CM: knyboukn yse-
NWYEHbl B PA3MEPAX, MMEIOT AOMbUATYIO CTPYKTYPY 30 CYeT Me-
3AHTUQMBHON M SHAOKAMUANAPHOM Nponudepaumnn ¢ 3aaepXKOi
GONbLIOTO YMCNA IMMPOLMTOB C NPUMECHIO HEMTPODUIOB B NPO-
cseTe kanunspHbix netens. OTaenbHble KanUANgpHsIe NETNn yTon-
LieHbl, OTMEYQIOTCA EAMHUYHbIE ABOMHbIE KOHTYpb. Hebonblok
anddy3HbI CKNepo3 MHTEPCTULMA, peakas auddyaHas UHOUILT-
POLMS MOHOHYKIEOPAMK. YMEPEHHBIM OpTEPUOCKNIEPO3, OpPTEpH-
onbl He uamerens. M@: IgG n C3 — nepudepus kanuanapHbix
netenb u mesaruit ++, IgA — wet, IgM — nepudepus kanunnsp-
HbIX NETENb U ME3AHTMI +++, GUBPUH — MHTEpPCTUUMIA ++, K — Her,
A = 10 xe, uto IgG. 3aknouerne: kapTuHa membpaHonponude-
PATWBHOTO rIOMEPYNOHedPHUTa.

MX: MOHOKNOHQNLHOA CEKPEUMs HE BbISBNEHA; KPMOMOByu-
Hel — otp. LlutoreHetnueckoe mccneposaHme KOCTHOTO Mo3ra W
nepudepuyeckoin kposu (nabopatopua HL, PAMH): sbisenens
NPU3HAKHM, XAPAKTEPHbIE 471st XPOHMYeckoro B-knetouHoro numdo-
nenko3a. YCTQHOBEH AMArHO3: B-KNeTouHbI XpOHMYECKUi nnm-
doneitkos, crapus C. Bropuunbiii membpaHonponndepaTeHbii mo-
MepynoHedpUT, HeGPOTUYECKMIA CHHAPOM, COXPOHHAS YHKUMS
novex.

KoHcynbTMposaH remaTonorom, nepeseaeH B remaronormyec-
koe otaenenve. [lposener kypc XT C ymoBneTsopuTensHOM ne-
PEHOCMMOCTBIO, BOMBHON Obin BHINMCAH. Yepes Heckombko aHei
OTMETUI CHUXEHME AMYPE3d, BbiAENEHME TEMHOW MOYM, TOCTUTA-

Puc. 25. BonpHoI C-B. KpynHOrpany/aapHoe csedeHue IgM,
COOTBETCTBYIONIEE CYOIHIOTETHATBHBIM JEIIO3HTAM.
HNMMyHO(IIOOpECHEHIIHS ¢ aHTUTEIaMHU K IgM. X250
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nM3MpOBaH B8 Hedponornyeckoe otaenexve. BuigsneHa rmybokas
NEMKONEHHS, HEMMS, BEIDOXKEHHOS TUMEPYPUKEMMS, KDEATUHUH KPO-
g 145 mrkmons/n. Mposeaen kypc neyermrs HeNNoreHom, MHdyau-
OHHQOA TEPAMMs, HO3HAYEH PEKOPMOH. YPOBEHb NEHKOUMTOB BOC-
CTOHOBMICA B MPEAENaX HOPMOMbHLIX 3HAYEHWH, rMMNepypyukemus
YMEHBLLIMACh, AHEMMsI KOMNEHCMPOBAHA, OJHAKO PA3BMAACH Ofk-
rypHs, KPEaTMHUH kposu Hapoc Ao 628 mkmons/n. XT He nposo-
[MNACH (TPVX bl NEPEHEC MHEBMOHMIO), HOYATO NEYEHHE MPOrPaMM-
HBIM TEMOLAMQITM3OM.

B nanHoM cnyuae y 6OMbHOMO € XpOHWYeckum B-kneTouHbim
nMMONENKo3om yepes 8 Mecsues nocne YCTAHOBNEHMS [MATHO3Q
passunca HC. buoncus nouku sbisemna memGpaHonponmdepaTye-
HbIl FOMEPYNOHEdPUT, PACUEHEHHBIM KAK BTOPUYHBIA MO OTHOLE-
HMIO K reMobnacTo3y, XOTs MOHOKIOHQBHON CEKPELMM M KPHUOMIO-
GynHemnn He oBHapyxeHo, a npu NP-nccnenoBaHum noyeuHom
TKOHM BISBNANMCH AEMNO3MTHI NomKioHanbHbx MI. BepostHbim npea-
CTOBNSNOCH AYTOMMMYHHOE WMMMYHOKOMMIEKCHOE MOBPEXAEHWE
nouek y GonbHoro ¢ X/ Otcyrcrene DM-naHHbix He No3BONMNO
YTOUHUTDL YIbTPACTPYKTYPY MMMYHOKOMMNEKCHBIX Aeno3uTos. [1po-
segeHre 1 kypca XT OCNOXHWNOCH CMHAPOMOM fIM3MCA OMyXONU C
TMNEePYPUKEMMEN M BLIDAKEHHOW HEWTPONEHWEN, B CBA3M C Yem
nansrerwas XT okasanack HEBO3MOXHOM. beicTpoe Hapactanue
MOYEYHOM HELOCTATOYHOCTH, MO-BUAUMOMY, OBYCIIOBIEHO HE TONBKO
mxensim HC v nporpeccposanmem rmomepynoHedpuTa, HO 1 Ha-
croeHnem modekucnoint Hepponatum ¢ OFMH.

Cnyuasi 8. bonbras K., 68 net. B Hosbpe 2006 r. nossmncs
KaWenb, NPWU PEHTTEHOTPAdUM TPYAHOM KIETKM BHIABAEHO PACLIK-
penve Tenn cpenoctenus. [pu KT rpynHolt knetku u GprolwHoM
NONOCTU: MEAMOCTUHAMBHAS, QKCUINAPHAS, QBAOMMHANLHAA W Na-
X088 numdoaaeHonatua. KoHCynbTMPOBAHA remaTonorom, Bbi-
MNOSIHEHA BUONCHMA NOAMBILIEYHOTO NMMGATUYECKOTO y3na, ycTa-
HOBNEH AMArHO3: NMUMPOMA MOHTUHHBIX KkneTok. XT He nposogu-
nacs. OpHoBpemeHHo BbiseneHa npotenHypus, npu UX — cneno-
BOS MOHOKJIOHQbHAS CEKPELMSs.

B uwione 2007 r. rocnutonuaMpoBaHa B HepponorMyeckoe
otpenenve Kb um. botkuna. Otekn cron u ronexeit, ysenuuen-
HbIE 3CAHELIENMHBIE U 3ATHINOYHbIE TMMBATUYECKUE Y3Mbl, YMEPEH-
HOS reNaTOCIIEHOMEranus, HebPOTUYECKMI CUHAPOM, KPEATUHUH
1,2 Mr/an, aHemnmn HeT, KpruornobynuHel — oTp.

BeinonHena 6uoncus noukw (puc. 26). CM: 13 kny6oukos, sce
KITyGOUKM YBENMYEHDI B PA3MEPAX, KAMUANAPHbIE NETAM YTONLLEHSI,
pesko PAS-nosutushbl. [ponudepatueHbix uamerennin Het. Mn-

Puc. 26. BoabHaa K-0H. MeMOpaHOo3HAaA He(POIATHA:
MEJIKOTPAHY/LIPHOE CBeYeHHe 10 epudepun
KaIIWUBIPHBIX IreTess. UMMyHO(DII00pece s
c aHTHUTeIaMH K IgG. X400
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TEPCTULMI 1 apTepuonsl — He uamenersl. M®D: IgG — menkorpa-
HynspHO no 6asanbHol MembpaHe kanunaspos knybouka +++,
IgA, IgM, Cl g, ¥ — HeT, A — T0 xe, uto IgG ++. 3aknouenve:
MEMOPaHO3Has HedponaTus.

Knunuueckuit auarHos: numboma MAHTHIHBIX KNETOK, BTOPHY-
HOA MEMOPAHO3HAs HedponaTHa, HedbPOTUYECKUH T CHHAPOM, CO-
XxpaHHas byHkums nouek. bonbHas HanpasneHa s THLL

B paHHom cryuae omHOBpEMEHHOE BbISBREHME TMMPOMBI C
MMHUMOTBHOW MOHOKIOHANBHOM Cekpeunen M NOPaxeHus nouek
¢ HC sacraenano npeanonoxutb NQTOrEHETUYECKYIO CBA3b He-
bponaTMM 1 3N0KaYECTBEHHOMO NMMbOMIHOTO 3060neBaHNs, 06-
CYXAQNaCh BO3MOXHOCTb kak Al-amunomgosa, Tak v apyrux Bo-
puaHToB. [lns yTOYHEHMs XOpakTepa Nopaxenus nodyek u obo-
cHoBaHMA HeobxoammocTi XT BLIMOAHEHa GUONCMA MOYKM, BbIS-
BMBLUGS KAPTMHY MemBpaHO3HOM Hedbponatum. Tak xe kak W 8
npeasiayliem crydae, otcytcrame DM-uccnenosaHmMs He No3BOU-
N0 YTOUHUTL YNbTPACTPYKTYPY WMMMYHOKOMMNEKCHBIX 4ENO3NTOB.

ITopa:keHue Mo4ek npu 6oae3nu Kacreirpmana.
bBonesnp KacrenbMmana (aHrMOMOUIUKYJUIIPHAS TUTIED-
1234 TUM@PATUYECKUX Y3/10B) OTHOCUTCS K I'PYIIIIE
peaKkux mTMM@POMa-NmoJOOHBIX 3200I€BAHUN, NI ATH-
muHbIX JIT13. DTa MaTOI0THA ACCOITMUPOBAHA C CAPKO-
Mo Kanomu, HXJI, 60s1e3Hbp10 XOKKHUHA (CM. HUXKE),
POEMS-cuHIpOMOM (CM. BBIIIE), ayTOUMMYHHBIMH 3200-
JeBaHuAMU. [1poABIAETCA JIOKUIN30BAHHON WU MYJIb-
TUIICHTPUYECKON TUM(PAIEHOTATUEH, BTOPOI BAPUAHT
MIPOTEKAET C AHEMUEH, TENATOCITICHOMETAINEM, HENPO-
MIATUEN U NOJMKIOHAIBHON I'MIIEPraMMario0yJInHEMEN.
OnmcaHo TAKKE HECKONBKO CIY4aeB C KIOHAILHOM JKC-
ITAHCHEN, BO3MOXKHO B PAMKax Tpancpopmanun B HXJL
B marorenese, B TOM 4UCJIE ITIOYEYHOT'O MTOBPEKACHUA,
0O0JIBIIOE 3HAYEHUE IPUAAETCA TUIIEPIPOAYKIIMN UH-
TeprerKkuHa-6. [TOpaKEHNE TIOUEK PA3BUBACTCS PE/IKO,
OIMCBIBAIOT BAPUAHTDL, AHAJOTUYHBIC TOPAKEHUIO T10-
yek npu POEMS-cungpome, OKI'H, a Taxke AA-aMuiIon-
103 (CM. HUKe). JIedeHure py JTOKAIM30BAHHBIX (POPMAX
ONEPATUBHOE, TIPU MYJIBTULIEHTPUYECKAX BOZMOKHO Ha-
3HAYEHUE KOPTUKOCTEPOUOB, 4 Ipu BUY-acconupo-
BAHHBIX BAPUAHTAX 3200JIEBAHUS — IIPOTUBOBUPYCHAA
rTepanws [16, 84, 94].

2.1.2. Ocmpasa noweuras HeooCmamouocnb

[Mopaxenue nouek npu XJUI/HXJI HEPEAKO NPOABIIA-
€TCs OCTPOY IIOYEUHOMN HEJOCTATOYHOCTBIO, PA3BUTHE
OITH MOXKeT ObITb OOYCJIOBIECHO PA3IMYHBIMU IIPUYUHA-
MU. OCHOBHBIMU ABJIAIOTCA MH(PUWIBIPALNA TAPECHXUMBI
IIOYEK JTUM(POUIHBIMUA KIETKAMH, OOCTPYKLIMA MOYEBBIX
IIYTEN M CAABIMBAHUE IIOYEUHBIX APTEPUIT U BEH OIIyXO-
JIEBLIMU MACCAMH, CEIICUC, I'EMOJIN3, HEPPOTOKCUIECKOE
BO3JENCTBUE XMMHUOIIPENIAPATOB, CUHPOM JIU3UCA OIly-
XOJIM U PAAUALIMOHHBIE TIOBPEKICHMUA.

NHOIWIBTpAnUsI MOYCIHON MAPEHXUMBI HAO0-
Jiee xapaxrepHa a1 HXJI ¢ B-KpyImTHOKIETOYHBIMYU Bapy-
AHTAMH, XOTS U3PEJIKA MOKET BOZHUKATD U IIPU HOJIE3HU
XOJ/LKKMHA, Mbl Habmogau Take ciaydain OITH Beiesn-
CTBUE JIUM(DOUTHON MH(PWIBTPALIUNA UHTEPCTULMSA Y A~
LUEHTA C T-KIETOUHBIM JIUMONIENKO30M. JUarHOCTHUKA
3TUX COCTOSHUM 3aTpyAHeHA. [10 JaHHBIM ayTOIICUH JINM-
(porpgnas MHGUIBTPALMA TAPEHXUMBI [IOYEK BbIABIIACT-
¢ IPHU JIMMPOMAX B TPETH CIydaes [81], HO NPHKU3HEH-
HO JIMATHO3 YCTAHABIMBAETCA I'OPA30 PEXKE, 10 JAHHBIM



Mopaxekns noyek npu AMMOONNAIMALMTAPHLX 306071€BAHUIX

KOMITIBIOTEPHOH TOMOTI'PA(PUH YaCTOTA ITOI'O MOPAKCHUA
COCTABJIAET JUMIDb 5% [47]. KnnHU4eCKUe NposBIEHUSA
JM6O OTCYTCTBYIOT, IMOO HeCHeUU(PUUHBL 00U B OsC-
HUYHOH 06/1aCTH, 6OJIU B XKUBOTE, APTEPUAIbHAA THUIIEP-
TEH3Us, FeMATypust. [JJUarHo3, B OCHOBHOM, YCTAHAB/IUBA-
€TCA 110 JAHHBIM KOMIIBIOTEPHOHN TOMOI'PA(PUH, PEXKE —
IIPU TUCTOJIOIMYECKOM UCCIIEJOBAHNN.

JInmpoMa MOYKH, UMUTUPYIOI AL CAMOCTOATENBHOE
32060/I€BAHME [TOYEK B OTCYTCTBUU YCTAHOBJIEHHOIO JIU-
ArHO34 CUCTEMHOW JIMM(POMBI, BBIABIAETCA €IIE PEXE,
OIMCAHO HEMHOTUM 6osiee 60 cirydaes. M3 HUX B 77% npH
JU(PPY3HBIX KPYIHOKIETOUHBIX B-1MM(pOMaX BbIABILA-
JIACb MHTEPCTULIMAIbHASA TUM(OMATO3HAL NHPUIBTPA-
L[1s1 CO CKYZIHBIMU U3MEHEHUSAMU KITYOOUKOB U KAHAJIBLIEB,
a B 23% — NOBPEKICHUA UHTPAIIIOMEPYJIAPHOIO TUIIA,
XaPAKTEePHbIC I AaHTMOTPOITHON WIJIA MHTPABACKYJLAP-
HOI KPYINHOKIETOUHO!N B-mum@omsl. [Tokazanuem /s
6uorCHy MOYKU vanie Beero spisgercs OIMTH, acconunpo-
BAHHAs C MHTEPCTUITUATIBHON TUM(POMOI. MeXaHNU3M
passurua OITH CBA3BIBAIOT C OOPA30BAHUEM JIUM(POMA-
TO3HOI'O MHTEPCTULMAIBHOIO MH(PUIBIPATA, KOTOPBIXA
NPUBOAXT K KOMIIPECCUM KAHA/BLIEB ¥ UHTEPCTULIAAIIb-
HBIX KalIWUIAPOB, UHTPATYOYIAPHON OOCTPYKIIMU U T10-
BBIIIEHUIO MTOCTIJIOMEPYIAPHOIO COCYJUCTOIO CONPO-
TuBseHus [6, 12, 89, 96].

Bosmoxno Taxke pazsurue OITH npu o6cTpyKuun
IJIOMEPY/LIPHBIX KANWULAPOB Y IALUEHTOB C UHTPAIJIO-
MepPy/EIPHOM JIMQPOMOIL. [1pr HePPOTUIECKON IIPOTEHH-
ypuH B OOJIBIIMHCTBE CJIyY4€B BBIABIISIIA UHTPAIJIOMEPY-
JAPHYIO JIMMOoMy. [10J1araroT, 4TO IPOTEUHYPUS ABJIAET-
Csl PE3YJIBTATOM HAPYILICHUA IIPOHUIIAEMOCTH KIyOOUKOB
B PE3YJIBTATE BOZACHCTBUA LIUTOKUHOB, IIPOAYLIUPYEMBIX
JIMM(OMATO3HBIMU KIETKAMH, 10 dHAI0ruu ¢ BMHU, pas-
BUBAIOLIEHCS PU JIUMPOME XO/PKKUHA (CM. HIKE), THO0
MEXAHUYECKUM BO3JCHCTBUEM HA ITIOMEPYJLIPHYIO I'EMO-
JUHAMUKY [29, 41, 74, 75, 90]. XT B 60JIBITMHCTBE CIIy4a€eB
MIPUBOJIUT K OBICTPOMY BOCCTAHOBJICHUIO TOYCYHON (PyH-
KUWHY y MALUEHTOB C UHTEPCTULIUAIBHON JIUM(POMON U
pemuccun HC 'y GOJBHBIX ¢ HHTPAIVIOMEDPY/IAPHBIM TH-
TIOM TIOPAXKEHUS [75, 96].

Cayyasi 9. bonbHoit Tp-H, 51 roga. B 2006 r. otmetnn noss-
NeHue YNIOTHEHWS B BEPXHEN TPETH NeBoro Geapa, aHanu3bl KPo-
BM M MOYM B npepenax Hopmsl, npu Y3M — yeenuderne pasmepos
MOYeK, KOHCYILTUPOBAH XMPYPrOM, AMArHOCTUPOBAHA «IMMOMAY.
B mione 2007 r. nossunuch ronosHele 60mmM, cnabocTb, TOLIHOTA,
PBOTA, QHOPEKCMS, BbisBNEHb Al, CHUXEHWE YAENLHOTO BECA MOYM,
aHemus, nossiwenne kpeatuHa 8o 300 Mkmons/n.

[ocnutanuauposaH 8 Hedponoruueckoe otaenerme [KB umern
BotkuHa. TToHUXEHHOTO MUTaHMA, OTEKOB HET, nepudepuueckme
NMMPATUYECKME Y3Tbl BCEX TPYMM YBENMUYEHB, B BEPXHEN TPeTH
nesoro GeApa Mo BHYTPEHHEN MOBEPXHOCTU MALNUPYETCA MOT-
HO-3110CTUYHOE 0BPA30BAHME OBAMBHON GOopMbl OKONO 4 cm B
avMameTpe, noasuxHoe, 6e3bonesHeHHoe, B HIKHEN TPETH NEBOro
6enpa — MArkoe 3M1acTMyHoe 0BpA30BAHME TEX XE PO3MEPOB.
AL 190/100 mm pr. c1., anypes 600 mn/cyT, npotenHypua cneno-
BOS, MOYEBOW OCAOK CKyAHbIN, KpeaTuHuH 2,4 mr/an. Y3M: nouku
PE3KO YBENMUEHBl B PO3MEPax, ualeuku pacwmpeds. Ha dore
nHdysnoHHon Tepanmm auypes ysenuumnca no 2000 mn/cyt, AL
HOPMQNM30BANOC, KPEATUHMH kpoBu 1,5 mr/an.

Buinonnena 6uoncms noukn (puc. 27-29). CM: 7 kny6oukos,
OfMH M3 HUX MONMHOCTHIO CKNEPO3MPOBAH, OCTAMbHbIE KNYBOUKM C
npusHakamu uwemmnn. Kanansusl — auddysHas MHUabTpALMS

O63ops 1 nexumm

Puc. 27. BonsHo¥ I'p-H. Otex uaTepcerunus, nuddysnasn
unbwisTpanms naTeperumusd tumdonuramu. KaHaasigbt
CIABJICHBI 32 CUYET OTEKA U TUM(POIHTAPHOM
uHpuIbTpauu. [eMaTOKCHIHH-3031H. X250

Puc. 28. BoiabHo¥1 I'p-H. OTek nHTEepCcTHIN, TUdPYy3HAA
uHpWIBTpanuA HHTEpCTHINA THM(ponuTaMH. KaHaIbIbI
CAABJIEHBHI 32 CYET OTeKAa H IUM(POIHTAPHOM
uHpwisTpanuu. Tpuxpom o Maccony. x100

Puc. 29. BorsHO¥ I'p-H. PHOPO3 HHTEPCTHIINA H ATPOdHA
KAHATbIEB, MHMWIBTPAIUA HHTEPCTHIIUA TUM(DOIUTAMH.
HNmeMusa KaMWULIPHBIX NeTeTh KIyGodKa.
Tpuxpom 1o Maccony. x100
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WHTEPCTALMS MOHOHYKIEAPAMM, 3QHMMAIOLLOR BOMbLYIO 4aCTb
noYeyHowm NAPEHXUMbI. BOJ'IbU.IMHCTBO KaHanbues CAABIEHbI WUH-
bunbTpaTom NMGO ATPOGUPOBAHBI, BO MHOTUX M3 HMX MMEIOTCA
TyGYnuThL. InddyaHblit TyOyNOMHTEPCTULMANbHBI CKIEPO3 U OTek
WHTEPCTULMS, aTpOdUa KaHanbues. ApTepun u aptepuonsi 6es
ocobenHocten. UD: IgG, IgA, IgM — neratmero, C3 — kancyna
BoymeHa +, snutenuit kanansues ++. 3aknioyeHue: OCTPbIA WH-
TEPCTULMANBHLIA HedPUT, HEMb3A MCKTIOUMTL Iumdonponubepa-
TMBHOE 3060MEeBaHME.

MpousseneHa nyHkuus 0BGPO30BAHMA BEPXHENH TPETH NEBOrO
6enpa, nonyyeHa numdounaHas TKaHb. Jiumbatudieckmit yaen yaa-
NEH, BLINOSHEHO TMCTONOTMYECKOE M UMMYHOTUCTOXMMUYECKOE MC-
cnenosanme (otaenenmne A THLL PAMH): B-knetounas donnmky-
NSPHas MMMGOMA M3 MENKMX KNeTok C GonaukynapHo-anddys-
HBIM XOPOKTEPOM POCTl.

Knunnueckuit anarnos: donnmkynapras numdoma 1/11 gr ¢
nopaxenmem nepudepuyeckux IMMATUYECKUX Y3NI0B WU NoYek
(numdouaras uHpunsTpaums nHtepctrums), OTNH, dasa nonrypum.
BonbHOM KOHCYNBTMPOBAH TEMATONOTOM, NEPEBEAEH B remaTosno-
TMYECKOe OTAEeNeHue.

B noHHOM Criyyae nepsbiM KIMHMYECKUM MPOSIBIEHMEM NKM-
bombl BbINO NOpaxeHUe NMMGATUYECKOTO Y3Na, OAHAKO fULWb Ye-
pes rof NaumeHT obpaTUNCA 30 MEAMUMHCKON NOMOLLBIO B CBA3M
¢ passutnem OlMH, kotopas 6bina 06YCNOBAEHA HE TOMLKO MH-
GUIbTPALMEN NOYEUHOM NAPEHXMMbI, HO M AErMAPATALMEN BCre-
CTBME PBOTHI, YTO MOATBEPXAAETCS BOCCTAHOBEHMEM OMYypPe3a M
CHUXEHMEM O30TeMMM HO GOHE MHPY3MOHHOW Tepanuu. YuuTbl-
BOS YBEJMYEHUE PA3MEPOB MOYEK NPy 0OCIENOBAHWM B Hadane
3060NEBAHNA, MOXHO NPEANOAAraTh, YTO MHOUALTPALMA MHTEPCTH-
umMst IUMOOUAHBIMKA KNETKOMM, OBHAPYXEHHAS Npu BUONCHM, Ume-
Nach yxe B TeueHue anuTensHoro spemenu. LaHeie Guoncmu,
BHINONHEHHOM WMEHHO B CBA3W C MPOTPECCHPYIOLMM YBENUUYEHH-
€M PA3MEPOB MOYEK, MOCIYXMIW TOYKOM ANS UCCNedoBaHMs 0b-
pA30BOHMA NEBOTO Gepa, PAHEE PACLEHEHHOTO KAK NIUNOMA, HTO
MNO3BONMIO NMOATBEPANTb AMATHO3 3MOKAYECTBEHHOrO 3a60nesa-
HUS TMMOWAHON TKOHMU.

2.2, IIopaxcenusn nouex npu 6one3nu X00ucKuna
(rumgpozpanynemamos)

CBa3b MeXy 6ONE3HBI0 XOHKKUHA U ITIOMEPYJIONA-
THUAMU U3BECTHA JaBHO. [Ipy 3TOM B paHHUX Habmoze-
HUAX 4actora bMU cocrasnsna Bcero 0,4%, a yacrora
amunonsiosa — 0,1% cpeau 1700 60mpHBIX [57, 78]. [To-
3[HEE ObUIN MTPOAHATM3UPOBAHBI OKOJO 100 cIy4yaes ¢ 1o-
KA3aHHBIM [TOPAKEHUEM IIOYEK, AMUJIOUJ03 COCTABUIL
37%, BMU — 42% ciy4aes, APyrue BAPUAHTDL, TAKUE, KAK
OKI'H ¢ antu-I'bM-anmurenamu (cm. soie), MH n OCI,
BBIIBISUTACEH PEKO [68, 84].

Ammrongo3. CuuTaerTcs, 4o OOJbIIASA YACTb CIYIAEB
AMUJIONI034 OTHOCUTCA K 70-M rojgam XX BeKd, IIpUYeM
MIOKA32HO, YTO AMWJION/IO3 PA3BUBAJICH YKE B IIO3AHUX,
BOCITJIMTENBHBIX CTAIUAX 3a00JIEBAHNUA, IIPU OTCYTCTBUN
M-KOMIIOHEHTA, U ObUT UAEHTU(PHULIIUPOBAH KAK AMUJIOH-
7103 AA-THIA. AMUJIOUJIOTEHHBIM GEJIKOM TIPU AA-aMuiio-
H7I03€ ABJIAETCA OCTPO(AZ0OBBIN CBIBOPOTOUHBIH 0-IIPO-
TeuH (SAA), IPOAYLIMPYEMBIH B OCHOBHOM HEUTPO(pUIIA-
MU U (pubdpodmacramu. CHHTES €0 3aIIyCKAETCS IIPOBOC-
HMIATENBHBIMUA [IUTOKUHAMU, TAKUMHY, KAK UHTEPJIEH-
KHMH-0, BBIPAOATHIBAIONIAMHUCS TIPU XPOHIMYECKUX BOCITA-
JIMTEJIbHBIX U OITyXOJIEBBIX IIPOIECCaX. B mocieHee Bpe-
Msl PACIPOCTPAHEHHOCTh AMUIOMA03a IPU OOJIE3HU
XOPKKMHA CHU3WIACh, YTO OTHOCAT 34 CUET IPUMEHEHNS
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COBPEMEHHBIX IIPOTOKOJIOB JIEYEHUS C JOCTHKECHUEM
KJIMHAYECKON PEMUCCUU 320051€BaHNs. AA-aMUIION/103
MIPOTEKAET C MPEUMYIIECTBEHHBIM IIOPAKEHUEM MTOYEK,
KIMHUYECKUE U MOP(OJIOIMYECKUE TTPOABIEHUA AHAIO-
ruaHbl AL-ammiongosy. JIuddepeHnnanbubiil JUario3
¢ AL-aMWIONI030M CTPOUTCA HA OCHOBaHUU M P-uccie-
JIOBAHUSA (MCCIEAOBAHUE C AHTUTENAMHU K JILI, nMMyHO-
MIEPOKCUJJA3HAA PEAKIUA C aHTUTETAMU K SAA). Jleuenue
HAIPABJIEHO Ha NIO/IABJIEHHUE IPOAYKINHN SAA 1, TAKUM 00-
Pa30M, CBOAUTCA K JICUEHUIO OCHOBHOIO 3200JICBAHUA U
MH(PEKITMOHHBIX OCJIIOKHEHUH, PA3BUBAIOMINXCA IPU
JUIMTEIBHOM TeUeHUU 00JIe3HU XO/UKKUHA [7, 8, 35, 84].

Cnyuasi 10. Bonsras E-sa, 32 net. B 1998 r. noseunocs yse-
NUYEHNE LIENHBIX IMMBATUYECKMX Y3MOB, BBINONHEHA GUONCHA TMM-
baTnyeckoro yana, AMArHOCTMPOBAH NMMQOTPAHYNIEMATO3, BAPU-
QHT ucToweHnsa numbounaron Tkanu, IV craama. Mposepero 2 kyp-
ca XT — 6e3 adpdekta. B 2000 r. soigsneHo nopaxerue numdati-
YECKMX Y3108 CPESOCTEHMUS M 30OPIOWMHHOIO MPOCTPAHCTBA, NPO-
BeneHo 8 kypcoe XT W KypC AMCTAHUMOHHOM Ny4eBOM TepanuM, 1o~
CTUTHYTO PEMUCCHS, NEPEHECNA aBCLECC NErKoro, NyYeBO SUTenm-
WUT C GOPMMPOBAHMEM CTPUKTYPHI MULLEBOAA, BbINOMHEHO ByXHPO-
BAHWE MULLEBOAQ, YCTAHOBIEH MULLEBOLHbIA CTEHT.

B 2008 r. auarHocTMpoBaH peunans, NMMpOrMCTOLMTAPHIM
BOPMAHT C MOPQXEHWEM NMMPATMUECKMX Y3NO0B 30BPIOWNMHHOTO
npoctpaxcTea, cenesenku. [posenero 8 kypcos XT, nonHas pe-
muceus He pocturnyta, passunca HC. Tpu KT nerkux sbisenen
NOCTy4eBON NHEBMOGUOPO3, OCYMKOBOHHOS MOMOCTb B MPOEK-
umn S6-cermenTa nesoro nerkoro. [poBeaeHa NO3UTPOHHAS 3MMC-
cvonHas Tomorpadus (M3T): npusHaku metabonuyeckon akTve-
HOCTW B MPOEKUMM HWXHEN BONnW nesoro nerkoro. [uarHoctupo-
BOHO ACMEPTUANEMa S6 neBoro Nerkoro, HAYATA TEPAMNUsS BOPHUKO-
HOA30M0M.

B nekabpe 2008 r. rocnutanusmposaHa B Hedpponormyec-
koe otaenenune Kb um. botkuHa. MctoweHa, otekn HUXHUX KO-
HEUHOCTEN ymepeHHble, nepudepundeckue nmbaTHIeckue yamsl
He yBenunueHsl, apTepuansHas rnotensus, HC, kpeatuhuu kposm
104 mkmons/n, HesHauuTenbHas aHemms, CPB 24 mr/mn.

Buinonnera Guoncuns nouku (puc. 30—-32). CM: B npenapate
25 knybo4KoB, 7 M3 HUX CKNEPO3MPOBAHLI MONHOCTBIO, B OCTASb-
HbIX KyGOYKOX OTMEYQETCA PACLIMPEHWE ME3AHTMS 3a CYeT OT-

Puc. 30. bosbHaa E-Ba. AMHIOHI03: PACHIHPEHHE ME3AHTHA
H YTOIIIEHUE CTEHKH KAIMMULIPHBIX II€TEIb 32 CIeT
OTJIOKEHHUS OECKIETOYHBIX MacC. B OTHeIbHBIX MeT/IIX
OTMEYAETCA «CITUKYIO00pa3HAs> TPaHCHOPMAIHSA CTEHKH.
PAS-peakus. x400
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Puc. 31. borpaasa E-Ba. AMHIIONZ03: PACIHUPEHHE ME3AHIHA
C OTJIO;KEHHEM aMOP(PHOTO MaTepPHAIIA, JAIONIETO
IO3UTHBHOE OKPAIIHBAHHE KOHI'O KPACHBIM. OKpacKka
KOHT'O KPACHBIM. X250

Puc. 32. borpHasa E-Ba. AMHWION/I03: IIO3UTUBHOE
OKpallHBAHHE KOHI'O KPACHBIM MaTepHasa,
HH(PHIBTPHPYIOINETO ME3aHI'HH, CTEHKY apTepPHOT
H MEJIKHX apTepHi. OKpacKa KOHI'O KPACHBIM. X250

NOXEHHS 303UHOPUILHBIX BeckneTouHbix macc. CreHku kanunnsp-
HbIX METENb HEPABHOMEPHO YTOMLLEHbI, B YOCTM M3 HMX OTMEYQeT-
C MOMEPEYHas MCYEPYEHHOCTb («CrMkynooBpasHasy TpaHchop-
maups). OTNOXEHUS S03UHOPUIbHBIX BECKNETOUHBIX MACC B CTEH-
ke npuHocswmx aprepuon. OKpacka KOHIO KPACHBIM — MO3MTHB-
HOE OKPAWMBAHME MATEPUANA, MHQUALTPUPYIOLLErO KnyboukM,
apTEPUM M APTEPHONbI, UCCIENOBAHNE B NOMAPU3OBAHHOM CBETE
naet uamenenne okpacku. NP: IgG, IgA, IgM, C-3 — Her, K — Her,
A — Het. 3aKioYeHne: aMUIONAOS.

KoHcynstaums rematonora: pemmccus 30601€8QHMS, NPOBe-
nenve XT no nosogy NMMbOrpaHynemaTos3a B HACTOALLEE BPEMS
He Noka3aHo. PEKOMEHIZOBAHO yaaneHue LONW NErkoro B CBS3N C
ACNEPrunesom.

Knunuuyeckuit aardos: numpoma XogxkuHa 3b crapmu, mHo-
KECTBEHHBIE PELMINMBLI, COCTOSHUE MOCNE MMTENLHOM XMMMUOTE-
panuu 1 ny4esoi Tepanuu. Acneprunnema nesoro nerkoro. AA-
AMUIIONI03 C NMPEUMYLLECTBEHHBIM MOPAXEHUEM MOYEK, HEPPOTU-
YECKMI CMHAPOM, COXPaHHAs dyHkums nodek. bonbras Hanpaene-
HO ANS NeveHWs acneprunnesa u HabMiofeHus OHKOremaTonora
MO MECTY XUTENbCTBA.

O63ops 1 nexumm

B nanHom cnyuae passute HC y GonbHoi ¢ GonesHbio Xomx-
KMHQ fIMTENbHOMO TEYEHMs, C MACCMBHOM KOMBMHMPOBAHHON TEepa-
MUEH, OCIOXHMBLLEICS ACMIEPTUINIEMOM JIETKOTO, MOCTYXUIO OCHO-
BAHMEM ANd BLINONHEHMs Bruoncum nodku. Beigenen amunoma, otcyT-
creve npu D ceedenms JILL m sbicokuit yposens CPB nossonmnm
avarHoctuposats AA-amunonpos. B kauectse nyckosoro mexa-
HM3MQ B PO3BMTMM AMMIOMKO3Q C HAMOOMbLLEH AONEN BEPOATHOC-
™™ MOXHO npeanoioXuTb AUTENbHO TeKyLLIMl:i BOCMASIUTENbHbIN
NPOLECC B NEro4HOM TKaHKW (abcuecc nerkoro, acneprunnemal.

Bone3nh MUHHMAJIbHBIX H3MEHEHHH B HACTOA-
IIee BPEMA CUUTAETCH HAUOOJIEE YACTHIM BAPUAHTOM IJIO-
MEPYJIONATHH IIPU 601e3HN XOMKKUHA, IpoTekaeT ¢ HC,
KOTOPBIH B IIOJIOBUHE CJIYYA€B OKA3BIBACTCS IIEPBBIM CHMII-
TOMOM 3200JIEBAHUSA, HO MOXKET BO3HUKATb U BO BPEMS
OJIHOT'O 13 060CTPEHUI. MeXaHU3M BOZHHKHOBEHKA BMI
CYUTAETCA CBA3AHHBIM C HApyHIeHUEM (PyHKIUHU T-1uM-
(poLUTOB, aHOMAIBHON IIPOJYKIIUEI IUTOKUHOB U MOBbI-
MIEHUEM COCYJUCTON NPOHULIAEMOCTH, MOP(OIOrngec-
KH€ U3MECHEHUA HE OTIMYAIOTCA OT TAKOBBIX IIPU UAUO-
naTrdeckoit BMU [67]. [Ipu 3 dEKTHBHOM JIEUeHUH 60-
ne3Hu Xo/pkkruHa HC 6bICTPO perpeccupyer, peLuinBbl
CBSA3aHBI C OO0OCTPEHUAMH OCHOBHOTO 3a00JIEBAHUSL.

Cnyuari 11. bonbhoit M-8, 26 net. B 2000 r. nossunca cy6-
bebpunutet, cnaboCTb, Cyxon KaLenb, YBEIUUEHUE LEMHBIX M-
baTMUECKMX Y3N10B, PEHTIEHONOMMYECKM OBHAPYXEHO OMyXONesoe
obpasosanme cpegoctenus. [poussepeHa Guoncus LIEHHOTO
NMMGATMYECKOTO Y3Na, YCTAHOBNEH AMATHO3: nMmdborpaHynema-
TO3, HomynapHbI cknepos, |l cr. Mposeaero 14 kypcos XT, nyyesast
Tepanus, 6e3 soipaxenHoro sddekta. B 2004 r. nposeaeHa Bbi-
cokoposHas XT ¢ TpaHCINAHTAUMEN QyTONOTWUYHBIX CTBOMOBbIX
KIIETOK, LOCTUTHYTA NOMHAA PEMUCCHS.

B 2005 r. nepeHec gsa peunmmsa 3060n€BaHUA C NOPOXE-
HMEM BHYTPUOPIOWHBIX M 30OPIOLUMHHBIX TMMbATUYECKUX Y3108,
mmarHoctuposara VB croans sabonesanus. MposepeHo 6 kyp-
coe XT u kypcC BbicOkOf03HOM XT C TPAHCNNAHTAUMEN JOHOPCKMX
CTBONOBbIX KNETOK, AOCTUTHYTA PEMUCCHS.

B Hoabpe 2006 r. noseunca cybdebpunutet, 6omm B rpynHOM
knetke, oteku, oabilka, Beissned HC. TocnuranusmposaH 8 Hedpo-
nornueckoe otgenerue Kb um. botkuna. Otexm HUXHWX KOHEY-
HOCTEM MACCHBHBIE, NIIOTHBIE, YMEPEHHAS TENATOMETONHS, ABYXCTO-
POHHUI TMAPOTOPAKC, KPEATUHUH KpOBM 1,2 MI/Af, GHEMMM HeET.

BuinonHera 6uoncus noukn (kadenpa NMA MMA um. Ceuero-
Ba). CM: 5 knyboukos, B KnybOYKOX MMHMMOSIbHBIE M3MEHEHMS.
DNUTeNnuin M3BMTLIX KOHQMBLEB B COCTOAHMM OENKOBOM AMCTPO-
dbun u cybatpodumn. B ctpome — odarossie numdorucTuoumuTap-
Hble MHOULTPaTE. Ammnonaa He Haitnero. M®: cneunduyeckon
NIOMUHECLEHLMM He OBHAPYXEHO. 3aKMIOYEHUE: KAPTUHA MUHMU-
MQnbHBIX M3MEHEHWI.

Knunuueckuit guarnos: 6onesns XomxkuHa VB ctagmm, ¢ yac-
THIMU PELMIMBAMM, COCTOSHME nocne maccusHoi XT, nyyesoi Te-
panuun, TOAHCAIAHTALMKM AYTONTOTMYHBIX CTBONMOBBIX KNETOK, TPAHC-
MNGHTALMM [OHOPCKMX CTBOMOBLIX KneTok. Bropuunas Hedpona-
THa (BONE3Hb MUHUMANbHLIX M3MEHEHMI), HEbPOTUYECKMI CUHA-
POM, COXPaHHAs dyHKums noyek. bonbHoW Hanpaenex B8 oHkono-
MMYECKYIO KIMHUKY ANA WUCKIIOYEHWS PELMANBA OCHOBHOTO 3a60-
NeBAHMA U NPOLOIMKEHNA NevYeHud.

B paHHOM cnyyae OCHOBOHMEM ANd BHINOMHEHWA Buoncuu
nouku nocnyxuno passutne HC, ructonornueckue uameHeHus npu
CM 1 N® nossonunn anarHoctuposats BMM. MoxHo nonarars,
41O TAXenoe TedeHne GonesHu XOmKKMHA C HEOAHOKPATHBIMM
PELMAMBAMM, BOHUKABLUMMM, HECMOTPS HO ABCOKAbI MPOBEAEHHYIO
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BbICOKOZO3HYIO XT C TPAHCMAAHTALMEN CTBOMOBbLIX KNETOK, NpuBe-
N0 K PO3BUTUIO BTOPUYHON BONE3HU MUHUMASTbHBIX M3MEHEHWH BO
BPEMS O4YEPESHOTO PEeuMaMBa.

3axkiaroYeHue

JaHHbBIE TUTEPATYPBl CBUACTEILCTBYIOT O TOM, YTO
NOPaKEHUA NoYeK npu JII13 MUPOKO paACIIPOCTPAHEHEL,
HEKOTOPBIE BAPUAHTHI HeponaTuil — AL-aMuiIonzos,
MIDD, uMmMyHOTaKkTOMHBINA ['H, KprOIrno0yImHeMuyec-
kuit ['H, a Taroxe OITH Ha (hone MeTabonIndecKux, BOAHO-
JJIEKTPOJINTHBIX, KOAT'YJIALIOHHBIX, OOCTPYKTUBHBIX, JIE-
KAPCTBEHHBIX ITOBPEXICHUI — ABIAIOTCA OOMIUMU JUIs
[TK]I 1 3110Ka4€CTBEHHBIX JIUM(POUAHBIX 3200JICBAHNII,
XOTS BBIAB/LAIOTCA C PA3TMYHON 9ACTOTOU. JIPyrye TUIIDI
NOPAKEHUA ITOYECK CBOMCTBEHHBI IIPEUMYIIECTBEHHO
[TKI (cungpom PaHKOHH, Cast-HEDPONATUL) WIN TIpe-
HUMYIIECTBEHHO 3JI0KAYECTBEHHBIM JTUM(POUJHBIM 3200-
JICBAHMAM (MH(PWIBIPALNA TOYCYHOH TAPECHXUMEL).

B mpakTruecKort pabote HePOIOTH 3a4ACTYIO OCYIIE-
CTBJIAIOT IUATHOCTUKY HE TONBKO MOPAKEHUH IIOYEK, HO
Y I€MATOJIOTUYECKUX 3200IEBAHUH, TIPUYEM CTAIKHBA-
I0TCS, KaK BAIHO M3 NIPUBE/ICHHBIX IIPUMEPOB, CO 3HAYM-
TEJIbHBIMU JUATHOCTUYECKUMU U TAKTUUECKUMU IIPOOIIE-
MaMH. AHaIM3 UCTopuit 60138 120 MAUEHTOB C JIMM-
(pomIa3MAIIUTAPHBIMU 3200IEBAHUAMH, HAOTIOJABITNX-
¢ B He(pponorunaeckoM orgenennn I'Kb nmenu CIL Bor-
KHMHA B TedeHue 14 et (Tabm. 7), oKaza, 9to B 86% Ci1y-
yaeB Juartos JII13 6pu1 yCTaHOBIIEH BIIEPBBIE IIPU 0OCIIE-
JOBAHUHU B HE(PPOIOTUUECKON KIMHUKE. Yalie Bcero
(B 67% Ciy4aeB) BBISIBISLTACH MHOKECTBCHHASI MUETIOMA,
BTOPBIM I10 YACTOTE BAPUAHTOM OKa3aICA AL-aMuiIonzios
(18% ciyudaes). B Tex ciaydasx, KOrga 3a6onesanue gedro-
TUPYET MOPAXKEHNEM NTOYEK B Buae HC u/mimm noyevHon

E.B. 3axaposa, E.C. Cronspesny, O.B. Burorpaposa u ap.

HEJOCTATOYHOCTH, JUATHOCTUKA JIUM(OIUIA3MaALUTAP-
HOI ITATOJIOIUU 6A3UPYETCA HE TOJIDKO HA KIMHUKO-JIA-
GOPATOPHBIX AAHHBIX, HO U B 3HAYUTEIBLHON Mepe (110
HAIIMM JAHHBIM, OOJIEE YEM B TPETH CJIY94€B) HA BbIAB-
JIEHHBIX B TIOYEYHOH TKAHU MOP(OIOIrMYECKUX U3MEHE-
HUAX. OCOObIE JUATHOCTUYECKUE TPYAHOCTH BO3HUKAIOT,
€CJIM TI0YEYHAS [1ATOJIOIUA JOMUHUPYET B KIMHUUECKON
KAPTUHE U ABHBIX NPU3HAKOB JII13 HeT. Taxk, fuarnocTuxa
AL-aMUIOKA032 TOTPEOOBAIA BBIIOJHEHUA OUOIICUU
IOYKU Y 919% GONBHBIX C IEPBUYHBIM dAMIIOHIO30M U Y
12% GONBHBIX C MHOKECTBEHHOM MUEIIOMOM. ECiu sxe u-
arxo3 JII13 yxe ycraHoBsieH paHee, HO XT ¢ o3uiu re-
MAaTOJIOI'OB HE TPEOYETCs1, BOZHUKAET HEOOXOAUMOCTb JJO-
KA434Tb IIATOI€HETUYECKYIO CBA3b MOPAKEHMA IIOUEK U 3a-
6ONEBAHMA KDOBU U TEM CAMBIM OOOCHOBATb HA3HAYCHUE
XT. B 06eux cuTyaniysax O60IbIIOE 3HAYEHNE NMEET NIPU-
MeHeHue MX-MeTos0B NCCIeIOBAHNA CBIBOPOTKY KPOBU
Y MOYM M LIUTOJIOTMYECKUX, TUCTONIOINYECKUX, UIMMYHO-
I'MCTOXMMMUYCCKUX M IUTOI'CHETUYCCKUX METO/IOB MCCIIE-
JOBAHUS KOCTHOI'O MO3Id, HO BEAYIIAsl POJIb IIPUHAJIE-
JKUT MOJHOLEHHOMY MOP(OJIOIMYECKOMY UCCIE[OBA-
HHIO TIOYEYHOI TKAHM C nposejeHueM CM, 1P u M.
HeBO3MOKHOCTD POBECTU DM-UCCIENOBAHUE, KAK ITOKA-
3BIBAIOT CITy4au 6, 7 ¥ 8, OTPHUIIATENIBHO CKA3bIBACTCS Ha
Ka4yecTBe AU OEePEeHITNATBHON JUATHOCTUKN BAPUAHTOB
IIOYEYHOI'O [TOBPEKICHMS.

JUarHoCTUKA U JIEYEHUE TOPAKEHUN 1ToYeK npu JII13
HEOCYIIECTBUMBI O€3 TECHOI'O COTPYAHNYECTBA KIMHULIU-
CTOB (HE(POJIIOTOB U TEMATOJIOTOB), UMMYHOJIOTOB, I11-
TOJIOTOB U IIATOMOP(OJIOrOB, IIOCKOJIbKY JINIIb AHAJIN3
COBOKYITHOCTH KIMHUYECKUX, JIAOOPATOPHBIX U MOP(O-
JIOTMYECKUX JIAHHBIX MIO3BOJIACT YTOYHUTDH NATOI'CHETH -
YECKUM TUI HE(PPOIIATHUH, YCTAHOBUTD TOUHBII IUATHO3
1 OIPEAEIUTD TAKTHUKY BEACHUA OOJIBHOTIO.

Tabaruya 7

BapuaHTHI IOPaKeHUs MOYEK P JIUM(POILIa3MATUTAPHBIX 32001€BAHUAX
(otmenenue Hedposoruu I'Kb um. C.IL. borkuna 1994-2008 rr.)

Awmaraos Bceero Kannanka Mopdoaormgeckoe I'mcrosormaecknii BapuanT
OOABHBIX HICCACAOBAHIC
Mueaoma 80 HC 21 | Bcero 14 (18%) | AL-ammaoma03 12
OITH 16 | buomcus 11 OKI'H 1
XITH 43 | Ayromcua 3 Cast-medponarus 1
[Nepprranmrit 22 HC 13 | Bcero 22 (100%) | Al-ammaomao3 22
AL-aMrAOHA03 HC+XITH 8 | buomcua 20
TXITH 1 | Ayromems 2
MonokAOHAABHAS 2 HC+XITH 2 | Bcero 2 (100%) | MH 1
ramMManaTus broncns 2 MIITTH 1
XAA 3 HC 1 | Bcero 2 (67%) MITTH 1
OITH 2 | buomens 2 Ammvdponpnas uaduabTpannsa naTeperuma 1
HXA 9 HC 4 | Bcero 4 (44%) MH 1
OITH 5 Buoricus 4 Ammvdponanas HHOUABTPAINA HHTEPCTULIA 3
Amvcpoma 4 HC 3 | Beero 3 (75%) AA-aMIAOIAO3 2
XOAKKITHA OITH 1 | buomcns 2 bEMI 1
Ayrorcua 1
BCEI'O: 120 HC 42 | Bcero 47 (39%) | AL-ammaomao3 34
M3 HHUX C BIIEPBBIE HC+XITH 10 | buomcus 40 bEMI 1
YCTAHOBAEHHBIM XITH 44 | Ayromcua 6 MH 2
amaraosom AI13: 103 (86%) | OITH 24 MITT'H 2
OKI'H 1
Ammvdponanan mHUABTpAUA 4
Cast-medponarus 1
AA-aMIAOHA03 2
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