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CucremHan KpacHas

CuctemHas KpacHas BondaHka (CKB) — cuctemHoe aytomm-
MyHHO€E 3a6oneBaHue HeyCTaHOB/IEHHON 3TUONOMUKU, B OCHO-
BE KOTOPOrO0 NEXUT reHeTU4eCcKn 06yCnoBAEHHOE HapyLlweHue
MMMYHOPErYISTOPHbIX MeXaHM3MOB, onpefensiolee obpa-
30BaHWeE LMPOKOro CNeKTpa opraHoHecneundu4ecKunx ayto-
aHTUTEN K pa3NnyHbIM KOMMOHEHTaM a4pa U dopmupoBaHue
MMMYHHbIX KOMTMJIEKCOB, BbI3blBalOWMUX Pa3BUTUE UMMYHHOIO
BOCMaNeHns B TKaHsAX pasnuyHbix opraHoB. CKB xapaktepu-
3yeTcs reHepasM30BaHHbIM NOpaXKeHUEM MUKPOLIMPKYNATOP-
HOro pycnia U CUCTEMHOM Ae30praHn3aunen COeanHUTENLHON
TK@HU C KOXHbIMW, CyCTaBHbIMU U BUCLepanbHbIMU U3MEHE-
HUSAMU.

MKB 10: M 32.1 CuctemMHasi KpacHas Bo/l4aHKa.
AG66peBuatypbl: CKB — cucteMHasa KpacHasi BOMYaHKa;
LUHC — ueHTpanbHas HepBHasa cucteMa; AH® — aHTUHYKne-
apHbIn dakTop; AOC — aHTudochonUnUaHbIM cCUHAPOM; TK —
rMIOKOKOPTUKOUAbI; BBUIT — UMMYHONOBYNUH AN BHYTPU-
BEHHOr0 BBEAEHUS.

SANMUAEMHUOJIOIUA

3ab6oneBaemoctb CKB coctaBnsier B cpegHem 40-50 (ot
4 no 250) cnyvaeB Ha 100 000 HaceneHnus B rog [1]. 3abone-
BaHWe HaubGonee 4acTo pa3BMBAETCs B TeYeHUe BTOPOro v
TPETLErO AECATUNETUI HUSHW Y AEBYLLEK Y MOSOAbIX HKEHLLMH.
Okono 20% nauneHToB 3aboneBatloT B Bo3pacTe 40 16 neT.
Mo gaHHbIM J.A. Mills (1994), yacTota CKB y getewt go 15 net
coctaBnsieT 1 cnyqyan Ha 100 000. CooTHOLWEHNE AEBOYEK U
Manb4yMKOB cpeam 60nbHbIX cocTaBnseT 3—4,5:1 [2, 3].

NMPO®UJIAKTUKA

MpoBeneHWe NePBUYHHOM NPOPUIAKTUKM HE MpeacTaBseTcs
BO3MOXHbIM, NMOCKOJIbKY 3TUONOrMs 3a60/1EBAHUS 10 HACTOS-
LLLero BpeEMEHU HesiCHa, XOTs Npe/rnonaratoT posib reHeTu4ec-
KWX, FOPMOHasbHbIX $HaKTopoB, AePpEKTOB MMMYHHOM CUCTE-
Mbl, @ TaKXKe BUPYCHON MHPEKLIMU, TMMEPUHCONALIMK U Ap.

CKPUHMHTI
He npoBoasT.

K/IACCUDOUKALIUA

B Poccun npumeHstoT knaccudumkaumnio B.A. HacoHoson [4],
OCHOBaHHYIO Ha onpejeNieHnn aKTUBHOCTU U BapuaHTa Teve-
HUsi 3a60NeBaHUS.

BapuaHTbl Te4YEeHUn

¢ OcTpoe: BHe3anHoe Havyano, ObicTpas reHepanusauus c
dopmMpoBaHMEM MOAUCUHAPOMHOW KIIMHUYECKOW KapTWHbI,
BKJIlOYalolLen nopaxeHune noyek n/mnu LLHC, Hebnaronpuar-
HbI UCXOA NPW OTCYTCTBUU NIEYEHUS.

¢ [logocTpoe: nocteneHHoe Ha4vano, 6onee NO3aHASA reHe-
panun3aums, BONHOO6Pa3HOCTb C BO3MOXHbIM Pa3BUTUEM pe-
MWCCUI U 6onee 6aaronpuUaTHbIM MPOrHO30M.

¢ [lepBUYHO-XPOHUYECKOE: HEPEAKO MOHOCMHAPOMHOE Ha-
4yano, NO3AHAS U KIMHUYECKM ManoMaHudecTHas reHepanu-
3aLmsa U OTHOCUTENbHO 61aronpMUSaTHbIA NPOrHO3.

Yalue Bcero y geten HabntoaaoT NoA0CTpoe TeveHne 3abone-
BaHMA.

MpoponxkeHne. Havano B xypHane «[leguatpuyeckas
dapmakonorus», 2006, T. 3, N2 1, 2, 3, 4, 5.

BOJ/I4HaHKa

AKTHBHOCTbL 3a60s1eBaHUA

| cTeneHb — HM3KasA. O6Lee cocTosiHNE 6ONbHbBIX 0ObIYHO HE
HapyLlweHo, OTMeYatloT HEPKME NMPOSIBNEHNS KOXKHOIO U/1Unu
CYyCTaBHO-MbILLIEYHOTO CUHAPOMOB, MPU3HAKK MOpaXKeHus
BHYTPEHHMX OPraHoOB BbIABASIOT TOMbKO MPU KOMMIEKCHOM
MHCTPYMEHTaNbHOM MCCnefoBaHWK, nabopaTtopHble NoKasa-
TEeN U3MEHEHbI Mano.

Il cteneHb — ymepeHHas. CocTosiHMe 60/1bHbIX 06bIYHO Cpea-
HEen TSXKEeCTH, oTMevaloT cyedebpunbHylo nuxopaaky. lNpu-
3HaKM NOPaXKEHUS BHYTPEHHMUX OPraHOB BblparKEHbl yMEPEH-
HO, TaK )€ KaK W U3MeHeHUs nabopaTopHbIXx NoKa3aTenew.
Hab6ntopatoT nonMapTpanrum UAn NoAMapTPUT, AEPMATHUT, yme-
PEHHYIO pPeaKLMIO CO CTOPOHbI CEPO3HbIX 060N04YEK, HEPPUT
6e3 HeppPOTUYECKOro CUHAPOMA M HapyWeHWN MNOoYeYHbIX
PYHKLMN, HESAPKME NPU3HAKK MHEBMOHMWTA, @ TaKXXe nopaxe-
HWEe UeHTpanbHOW W nepudepruyeckor HEpPBHOW CUCTEMBbI.
CO3 noBbiweHa o 25-45 mm/4, AHO, AT k AHK, UMK onpe-
[ensoT B yMEPEHHON KOHLIEHTPAL MM,

Il cteneHb — BbicoKas. CocTosiHMe 60MbHbIX TENoe. OTMeYa-
tOT BbICOKYIO JINXOPAAKY, MPU3HAKW 3HAOr€HHON MHTOKCUKALMMN.
HabntoaaloT ApK1e N3MeHeHUs1 B OAHOM MM HECKOMIbKUX BHYT-
PEHHMX opraHax (HedpuT ¢ HeDPOTUYECKUM CUHAPOMOM, 6OPO-
[aBYaTbli IHAOKAPAUT U THXKENBIM MUOKaPAUT, IKCCYAaTUBHbIN
NO/IMCEPO3UT, NErOYHbIN BACKY/IUT), BbIPaXEHHYIO HEBPOJIOTK-
YECKYI0 CMMMTOMATWKY, MOParKEHNE KOMXMK (APKUMM OAepMaTuT),
CNU3UCTbIX 060/104€EK (AdTO3HbIV CTOMATUT), ONOPHO-ABUIraTeNb-
HOro annapara (OCTpbIM NOAWAPTPUT U/UIKU NOAUMMUO3KT), CO-
NPOBOX/JAloOWMECH BbIPaXEHHbIMU U3MEHEHMAMKU TabopaTop-
HbIX AA@HHbIX M, B YaCTHOCTH, 3HAYUTENbHBLIM NOBbIWeHneM COJ
(6onee 45 MM/4), 4TO OBLIYHO KOPPESTMPYET C BBICOKUMU UMMY-
HOMOrMYECKMMM NOoKa3aTensiMu. Y 60/bHbIX 0ObIMHO OGHAPYHKMK-
BaloT B BblCOKOM TUTpe AH®, AT K HatuBHoM AHK, runo- nam
aKoMMNNeMEHTEMMIO, TMNepraMmmMmarnobyiMHEMUIO 1 ap.
Kputnyeckne nnmn 6n1M3KMe K HUM COCTOSIHUSA, XapaKTepuayio-
meca pas3BuTMeM GYHKLMOHANbHOW HEeAOCTaTOYHOCTW TOro
WX MHOTO OpraHa Ha GoHe Ype3MepPHO BbICOKOM aKTUBHOCTH
naTosorM4yecKoro npowecca, noay4ymnm Ha3BaHue BONYAHOY-
HOro Kpusa [4, 5]. B 3aBMCUMOCTHK OT TOro, 4YTO ABNSIETCH Op-
raHOM-MWLIEHbBIO MW «KPU30BbIM» OpPraHoM, MOPaXKEHHbLIM
Hanbonee TAXKENO U onpeaensiouMM BO3MOXHOCTb NeTab-
HOro ucxoAa, BblIAENSIOT cneayloline KNMHUYecKue BapuaHThbl
BO/IYaHOYHOrO Kpu3a [5].

¢ MoHoOpraHHble: MoYeYHbIn, LepebpanbHbli, FEMOUTH-
YeCKMW, KapanManbHbli, abAOMUHANbHbIN, NErOYHbIN.

¢ [lonvopraHHble: Mo4yevyHo-abAOMUHANbHbIM, MOYEeYHO-
KapauanbHbiv, uepebpoKapananbHbiv.

AUATHOCTUKA

AHamHe3 n pu3uKanbHoe oGcnefoBaHue

KnunHuyeckue nposiBneHns 3a6oneBaHna Ype3Bbl4alHO pas-
HOOGpPasHbl. Y G0NbLUMHCTBA AETEN YXKe B HaYaibHOM Nnepuo-
[le HabnoaalT NoaMopraHHylo CUMATOMATUKY, HO y 18,9%
60/1bHbIX OTMEYaloT MOHOCUHAPOMHbIV AebtoT CKB [3].
MauuneHTa cnepyeT paccnpocuTb O ero anobax u NPoBeCTU
nonHoe om3nKanbHoe obcnegoBaHue, obpallas 0co60e BHU-
MaHuWe Ha cnegyloLme NposiBNEHUS.
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06LwWue cumMnTOMbI, XapaktepHble ans CKB, nposiBnstoTcs B

BWAE HapacTatolen cnabocTh, HEAOMOraHus, MOTEPU anneTuTa,
NporpeccupytoLLEen AMCTPODUU, THEZAHOTO UM TOTasIbHOIO BbiMa-
[IEHUS BOJIOC (a10MeLmm), UHTEPMUTTUPYIOLLIEN IMXOPAIKMN.

*
°
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MopaxkeHna KoXu HabnogatoTy 97% aeten.
OpuTeMaTtosHble BbICbINaHUA Ha nuue B 061aCTU CKyJo-
BbIX AyT U MEPEHOCHLbI (BONYAHOYHYO «6ab0uKy») Habto-
natot B 80% cnyyaeBs, HO B Ha4albHOM nepuoge — TOSib-
Ko y 40% 60nbHbIX [3, 58]. BO3MOXHO pacnonoxeHue
3pPUTEMATO3HbIX 3/IEMEHTOB Ha OTKPbITbIX YacTax Tena —
B 06/1aCTU «[eKOJbTe», PEXE Hafd KPYMHbIMW CycTaBamMu
(MpenMMyLLEeCTBEHHO NTOKTEBLIMU MU KONEHHbIMMU).
[J1CcKonaHble 3puTeEMATO3HbIE OYaru ¢ runepemMment, UH-
dunbtpaumen, GONNUKYISAPHbIM TMNepKepaTo30M MU Mo-
cnepyloulen pyobLoBon atpoduen.
doToceHcMbUnn3aumsg — NOoBbIWEHHAA 4YyBCTBUTESb-
HOCTb KOXM K MHCOoNsALUMK, Bo3aenctaumo YOO — nposaBns-
€TCs YCUJIEHUEM BbICbIMAHWUMA UAN UX MNOSIBJEHUEM MOC/e
npebbiBaHUSA Ha COMHLLE.

Kanunnaput (oTé4yHaa aputeMa ¢ TeneaHrmakTasusamu m
aTpoduren) nagoHen n NOAOLWBEHHOW NOBEPXHOCTM CTOM,
ceTyaToe NMBeAO (CeTKoobpa3Hble CUHeBaTo-bUONeTo-
Bbl€ MATHA Ha KOXE HUXHUX, PEXKEe BEPXHUX KOHEYHOCTEWN
1 TynoBuLLa, 06yCNOB/IEHHbIE 3aCTOEM KPOBM B Kanunis-
pax ManM MWMKPOTPOMOGO30M BeHyn), nyprypa, nogHorrte-
Bble KPOBOU3UAHUSA, peHOoMEH PelHo.

Anoneuus ovaroBas unun audaoysHas.

MopakeHne cNU3UCTbIX 060/104EK

XennuT (nopaxkeHne KpacHow KanMmbl ry6).

JHaHTEMa (3pUTEMATO3HO-0TEYHbIE MATHA C YETKUMMU rpa-
HML@MKW M MHOTAA C 3PO3MBHbLIM LEHTPOM, pacrnonarato-
mecs B 06nactv TBEPAOro HEGA).

ADTO3HbIN CTOMATUT (3PO3MBHbBIE UMM A3BEHHbIE OYaru
KepaToTMYeCKMM 060IKOM U MUHTEHCUBHOW 3PUTEMON).
MopakeHne cycTaBOB U MbILUL, O4EHb XapaKTepPHO And

CKB.
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ApTpUTbl AKX apTpanrmm HabnwgalT y 95% nauneHTos.

XapaKTepHbl:

— CUMMETPUYHOE (PeXe acMMMETPUYHOE) MoparKeHWe
KONEHHbIX, y4e3ansaCTHbIX U MeXdanaHroBbIx (06bIYHO
NMPOKCHMMasbHbIX) CYCTAaBOB KWUCTEM, PEKE NOKTEBBIX,
NAEYEBbIX U B OTAENbHbIX C/lydasX APYr1X CyCTaBoB;

— BO3MOXHas MUrpauUus NopaxeHus ¢ GbICTPbIM Pa3Bu-
TMEM CUMMNTOMOB B TEYEHWE CYTOK;

— HanMyne KpaTKOBPEMEHHOrO 4yBCTBA «yTPEHHEN CKO-
BaHHOCTW», BO3MOXHOE Pa3BUTUE YMEPEHHbIX KOHTPaK-
Typ, a TaKXKe BepeTeHoo6pa3Hon aedopMaLimm NPoKCH-
MaslbHbIX MeXdanaHroBbIX CyCTaBOB MasbLEB KUCTEMN
npv NOAOCTPOM WU XPOHUYECKOM TEHYEHWUMN apTPUTa;

— HEe3PO3MBHbIE UBMEHEHUS B CyCTaBax.

Y 60nbHbIXx CKB BO3MOXHO pasBUTHE aCENTUHECKOro He-

Kpo3a rofloBKM 6elpeHHON KOCTU (MHOrga nnevyeBov unm

LIPYrMX KOCTEW) BCNEACTBME MOPAXKEHUS COCYA0B (TPOM-

603, BAaCKy/1T), KDOBOCHAOKalOLLIMX YKa3aHHble 06nacTy.

Mwuanruu, pexxe cnabocTb, NPEUMYLLECTBEHHO B CUMMET-

PUYHbBIX MPOKCMMabHbIX MbILLILAX KOHEYHOCTEN, HaGt0-

natotcsa 6onee Yem y nNonoBuHbI 60bHbIX CKB 1 Hepeako

ABNSAOTCA NPUYMHON 06palleHns K Bpady [6—8].

MopaxxeHue cepaua HabnogaloT 60/1e€ YEM Y MONOBUHbI

neten ¢ CKB.

MNepuKkapauT (Yauie cyxom) — camoe 4YacToe MopaKeHue
cepauay aeten ¢ CKB, ero HabnoaatoT B 25-40% cnyvaeB
[3, 9]. B 60onblMHCTBE Cny4aeB NeEpPUKapAUT MNpoTeKaeT
KIMHWYECKU MaSIOCUMMTOMHO, HO Y YacTh GOMbHbIX MOryT
6bITb 60711 B 06/1ACTU cepALia, NPW ayCKyabTaLMW BbICIYLLK-
BalOT LIYM TPEHUS NepuKapaa. B peakux cnydasx npu mac-
CMBHOM BbINOTHOM NEPUKAPANTE MOMKET Pa3BUTLCS Yrpo3a

*

TamnoHafbl cepaua, a Npy¥ KOHCTPUKTUBHOM — CHOPMUPO-
BaTbCs CManKkn B NepuKapananbHOM NOMoCTU.

MuoKapauT Habno4aloT HECKONBbKO peXe, OH XapaKTepu-
3yeTcs HapyLWeHU MU pUuTMa U NPOBOAMMOCTHM (CMHYCOBas
TaxMKapaus, NpeacepaHas uav XenyaovykoBas aputMus,
YyacTMyHas unu nonHas AB-6510Kaga), MHOrAa pas3BUTUEM
cepaevyHon HegoCTaTOYHOCTH.

MNopa)keHne 3HAOKapAa 4valle NpoTeKaeT ManoCMMMTOM-
HO. Mpu IXOKT BbIABASIOT yTONLWEHUSA CTBOPOK (51%) MUT-
panbHOro, pexe aopTajsbHOr0 WM TPEXCTBOPYATOro Kna-
naHoB, peryprutaumio (25%), cteHo3 (4%). MoxeT nopa-
aTbCA MPUCTEHOYHbIM 3HAOKapa. Knaccmyeckoe nposis-
neHne CKB — atvnuyHbiM 60poaaByaTthii 3HAOKAPAWUT
NTnbmaHa—CaKca, Npu KOTOPOM BO3HMKAIOT Beretauuu.
dopmurpoBaHne Nopokos cepaua ans CKB He xapaKTepHo.
[opaxeHne KOpOHapHbIX apTepuin y aeten HabnogatoT
HeyacTo. O6bIYHO JaHHblE U3MEHEHUS AMarHOCTUPYIOT C
nomolubto KT, IxoKl Npu KIMHUYECKN BECCUMMNTOMHOM
Te4yeHun. B eAuHUYHBIX Clydasix BO3MOXKHO pa3BUTUE MH-
dapKTa mmokapaa, dopmupoBaHue aHeBpu3m [10-12].
MopaxkeHue NErkux M nnespbl HabnoaawT y 30-50%

neten ¢ CKB.

*

[neBpuT 06bIYHO ABYCTOPOHHUK, Yallle Cyxon, HabntogatoT y
30-35% 60nbHbIX [13, 14]. MHoraa 60nbHble XanyloTes Ha
60/1b B FPYAHOM KNETKE, 06bIYHO HYETKO JIOKATIM30BaHHYO, KO-
TOpast MOXET CONPOBOMXAATLCA KaluNeM; Npu ayCKy/bTalmm
BbIC/YLUMBAIOT LIYM TPEHUS MAEBPbI U OcnabneHune Abixa-
TEeNbHbIX LWYMOB. Yallle NpU3HaKku NneBpuTa BbIBASIOT TONb-
KO Mpu peHTreHorpadum nnn KT opraHoB rpyaHOM KNeTKM.
[THEBMOHMT NpY BbICOKOM aKTMBHOCTWU npoLuecca KINHK-
YECKM MOXKET NMposiBNATbCA Kalnem, oabllKown. Mpu ayc-
KynbTauuu BbIBAAIOT ocnabneHue [AblXaHus, cyxue u
B/IaXKHbl€ XPUMbl, MPW PEHTreHorpapum opraHoB rpyaHom
KNEeTKN — WMHOUNbTPATUBHbIE TEHWU B NETKMUX, AUCKOBUA-
Hble aTeneKTasbl. HYauwe cumnToMatuka y 601bHbIX OTCYT-
CTBYET, OHAKO PEHTIEHO/IONMYECKU BbIABASIOT YyCUNEHNEe
NIErOYHOr0 PUCYHKa, a Npu cnuporpadum Unn nccnegoBa-
HWUW Fa30BOr0 COCTaBa KPOBWU — MPU3HAKM HapyllEHUS
dyHKUMM nérkmx [14, 15].

JIéroyHas runepTeH3uns u NEroyHble remMopparum pasBu-
BalOTCS PefKo, B OCHOBHOM Yy feTer ¢ BTOpU4HbIM ADC
[13, 14, 16-19].

MopaxeHne noyYeK KIMHWYECKU AuarHocTupyoT y 70%

60JIbHbIX.

*

CornacHo KnaccudwuKauumm, npeanoxeHHon B.U. Kapta-
LUEBOM, KIIMHUYECKN MOXHO BblAenuTb 3 GOopmbl BONYa-
HOYHOro HedbpuTa y geten [20].

1. HedpwuT BbipaxKeHHON GOpMbl C HEHPOTUHECKUM CUH-
[POMOM.

2. HedpuT BbipaxkeHHOMW dopMbl 6€3 HEPPOTUYECKOTO
CUHApOMa.

3. Hedpwut nateHTHOM GOopMbI.

Mo Knaccudukaumm BO3 BbiaensoT cnegyooume Mopdo-

JIOTMYECKMe TUMNbl BONYaHOUYHOro HedpuTa:

— OTCyTCTBME U3MEHEHUIN NO JaHHbIM CBETOBOW, UMMY-
HOMNIOOPECLIEHTHON M 3JIEKTPOHHOM MWKPOCKOMMUU
(knacc l);

— [NoMepynoHedpUT Me3aHrnanbHbin (Knacc Il);

— rioMepynoHedpuT ovyaroBblM npoandepaTUBHbLIN
(knacc );

— rnomepynoHedput aAndody3HbIi NpoaMdpepaTUBHbLIN
(knacc IV);

— rnoMepynoHeppuT MeMOPaHO3HbIM (Knacc V);

— XPOHUWYECKUI rnomepynockieposd (knacc VI).

MopakeHne HepBHOM cucteMbl HabnogawoT y 50-80%

60nbHbIX CKB. CuMmnTOMaTrKa o4eHb pa3Hoo6pa3Ha, MOCKOIb-
Ky BO3MOHO MOparKeHNe NItoBbIx OTAEN0B HEPBHOM CUCTEMBI.



®  BO3MOXHbl HapyLleHUs KOrHUTUBHbIX GYHKUMM (MamsTw,
BHUMaHWS, MbIWIEHNS), CHUKEHNE WHTENNIEKTa, 3MOLMO-
HaNIbHO-IMYHOCTHbIE PACCTPOMCTBA (3MOLMOHaNbHas na-
OWNBbHOCTb, Pa3aparKUTeNbHOCTb, anatus, Aenpeccus), ro-
JIOBHblE 60/11, B TOM YMUC/Ie MUIPEHO3HOIro Xapakrepa [21].

e [lpM BbICOKOW AKTUBHOCTM MOTYT Pa3BUTbCA MCUXO3bl
(3—5%) ¢ NPOAYKTUBHOM CUMNTOMATUKON, WKN30dpeHono-
no6Hble paccTponcTBa, addEKTUBHbIE CUHAPOMbI.
B 15-20% cny4yaeB BO3HMKAIOT CYAOPOKHbIE MPUNALKM.

e  WHcynbTbl y A€TEW BO3HMKAIOT peako, vale HabnoaatoT
TPaH3UTOPHbIE ULIEMUYECKUE aTaKW, pa3BUTME KOTOPbIX
cBa3biBatoT ¢ APC.

e B 10-15% cnyvyaeB pa3BMBaEeTCs MNOAMHEBponaTtus,
06blYHO CeHcopHas. [lBuraTenbHble paccTpoMcTBa Ha-
6noaatoT peako.

e QueHb peako y 6onbHbix CKB pasBuBatoTcs monepeyHbln
MHWenuT, cuHapom MeHa—bappe.

e AMEpMKaHCKOM accoLunaLmMen peBMaToNoroB npeasioxe-
Hbl cnefyloume KpUTepmum AMarHOCTUKM HENpPOncUxmyec-
KMX paccTpomncTts y 60nbHbIXx CKB.

Bonblune Kputepuu

HeBponoruyeckue:

1) CyaOpOXHble NPUCTYIbI;

2) oyaroBble ABWraTefibHble UK YyBCTBUTEIbHbIE Hapylle-
HWS (remunapes, NoparKeHWs YepenHbiXx HEPBOB, HapyLle-
HWS MOXOAKM, MONEepPeYHbIt MUENUT, HeBponaTuw);

3) reHepanvM3oBaHHble PacCTPOMCTBA (HapylleHue COo3Ha-
HWS, aHLeDanuT, opraHM4yecKkme MO3roBble CUHAPOMbI).

leuxmnyeckue:

1) ncuxo3 (dHAOreHHasa [aenpeccus, UMKandeckne adpodek-
TUBHbIE HapyLWeHus, WWM30PpPeHOoNoa06HbIe HapyLWeHNS);

2) opraHu4yecKue CMHAPOMbI MOPaXKEHMS rOI0BHOMO MO3ra.

Manblie Kputepumu

HeBponornyeckue:

1) napecTte3uun 6e3 06bEKTUBHOIO NOATBEPKAEHNS;

2) ronoBHas 601b;

3) NCceBOOOTEK OMCKa 3pUTENIbHOTO HepBa M AO6GPOKayecT-
BEHHasa BHyTpUYepenHas runepTeHsus.

lMeuxuyeckne:

1) peaKTMBHas genpeccus;

nepenagbl HaCTPOEHUS;

HapyLleHWe YMCTBEHHbIX CNIOCOBHOCTEN;
6€eCnoKONCTBO;

HapyLlleHne NoBefeHus.

el

[ns anarHocTnku nopaxerus LLHC npu CKB Heo6xoanMmo Ha-
Jinine oaHoro 60MbLIOro UM OAHOr0 Manoro KpUtepus B Co-
YeTaHUU C U3MeHeHUsAMK Ha A3l unm cuMHTUrpamme, name-
HEHUSIMM COCTaBa IMKBOPA, a TaKXe HapylleHUAMU, BbisB-
JIEHHbIMM MpU LiepebpanbHoW aHrnorpadum.

¢ [MMopaKeHUs Kenyao4YHO-KULLIEYHOro TPaKTa BO3HUKa-
10T B 25-40% cny4aeB U NpoABASIOTCA TOWHOTOW, PBOTOW,
oncdarven, 60Nblo B XKMBOTE, Anapeen. Hepeako BbISBASIOT
nopaeHne CIM3ncTon 060M04YKN NUWEBOAA, KenyaKa, ABe-
HaALUAaTUMNEPCTHOM KULLKKU, MHOTAA C 06pa3oBaHWeM 3p03UI K
naxke 53B. BO3MOXHO nopa)keHne mMe3eHTepualbHbIX COCy-
0B (BacKynuT, TPOM603) C pa3BUTUEM remopparum, MHdapk-
TOB, HEKPO30B KuWeYyHuKa [3, 21]. Y 1/2-2/3 fetei oTMeYa-
0T yMEPEHHYIO renatomeranuio. XKentyxa BO3HUKAET peaKo m
06bI4HO 06YC/IOB/IEHA rEMOJIU30M [3, 22-25].

¢ [MopaKeHue peTUKYNO03HAOTENIMAIbHON CUCTEMbI: NPU
BbICOKOV aKTMBHOCTM y feTer oTmevyatoT anmdaneHonaTuto,
KoTopast 06bI4HO KynunpyeTcs Ha GOHEe NeYeHus.

¢ A®DC — cBoeob6pasHbii CUMMNTOMOKOMIMIEKC, BKIOYatO-
MM BEHO3HbIE U/WUNKN apTepuasbHble TPOMBO03bI, Pas3NnyHble
GOpMbI aKyLIEPCKON NaToNornMun, HEPEAKO YMEPEHHYIO TPOM-
OOLMTOMNEHMIO, a TaKKe pa3Hoobpas3Hble HEBPOOrnMYeCcKMe,
KOXHble, CEPAEYHO-COCYANUCTbIE, FEMaTo/IOrMYyecKue u apyrue
HapyLweHus Npu HaaMyium B Kposu AT K docdonunuaam u eo-
chonunuaceasbiBaowmm 6enkam. APC passuaetca y 35%
neten ¢ CKB. nsa anarHocTnkn AD®C padpaboTaHbl KIMHUYe-
CKME KpUTEPUHK, AOMOSIHEHHbIE NabopaTopHbiMK TecTamu. J1a-
6opaTopHas AMarHocTMKa B MepBYyl0 O4Yepedb OCHOBaHa Ha
onpeaeneHnm BON4YaHOYHOIO aHTUKOoaryisaHTa U aHTMKapamno-
nunuHoBbix AT. lMpeaBapuTeNibHble KlacCUOUKALMOHHbIE
Kputepun ADC cnegytoume (Sapporo, 1998).

KnuHu4yeckue Kputepum

1. CocyaucTblit TPOMBO3.

¢ OavH nnun 6onee KNMHUYECKMX INMM30A0B apTepUanbHoro,
BEHO3HOro Tpom603a Mnn TPoM603 MENIKMUX COCYA0B B Nt060#M
TKaHW WK OpraHe.

¢ Tpom603 foMmKeH ObiTb NMOATBEPKAEH BOCMPOU3BEAEHMU-
eM n306pakeHus, OONMNJIEePOBCKUM MUCCNeAOBaHUEM WK
MOP®}OSIOrMYEeCKM, 3a UCKIIOYEHUEM MOBEPXHOCTHbLIX BEHO3-
HbIX TPOM6030B. Mopdonornyeckoe NOATBEPKAEHNE JOMKHO
ObITb NpeAcTaBneHo TPOMO0O30M 6€3 HaMMUYUA 3HAYUTENbHO-
ro BOCManeHUs COCyANCTON CTEHKM.

2. MMatonorns 6epeMeHHOCTHU.

¢ OavH unn 6onee cnydyaeB BHYTPUYTPOOGHOW rubenn Mop-
$onornyeckn HopmanbHoro naoga nocne 10-n Heaenu recta-
LMK (HopManbHble MOPPONOrnyecKkme NpU3HaKku nnoaa AoKy-
MEHTUPOBaHbl Ha Y3M unn HenocpeacTBEHHbIM OCMOTPOM
nnoaa), niu:

¢ OavH unu 6onee cnyvyaes NpexKaeBpPEMEHHbIX POAOB MOpP-
PONOrM4YecKn HopManbHoro nnoga Ao 34-m Hegenu rectauum
13-3a BbIPaXXEHHOW MPE3KNaMMNCUN UK SKIAMMCUN WIIN Bbl-
paKeHHOW nnaueHTapHoM HeaoCTaTOYHOCTH, UK:

¢ Tpu nvnn 6onee nocnefoBaTeNbHbIX Cy4asi CNOHTaHHbIX
abopToB Ao 10-# Hegenu rectaumm (MCKIIOYEHNE — aHATOMM-
yeckne fedeKTbl MaTKMU, FOPMOHasIbHbIE HapPYLIEHWS, XPOMO-
COMHbIE HapyLIeHUs y MaTepu nau otua).

JlaGopaTopHble KpUTepuu

1. AHTMKapauonunuHosble AT IgG- n/unu IgM-n30Tunbl B Kpo-
BW B CPEAHMUX UIW BbICOKWX TUTPax B ABYX Unx 6onee uccne-
[lOBaHUSX C NPOMEKYTKOM He MeHee 6 Hef, onpeaensemble
CTaHAapPTHbIM UMMYHOPEPMEHTHLIM METOAOM i [B,-MK-
KOMPOTEWH-I-3aBUCUMbIX @HTUKaPAMONUMUHOBBIX AT.

2. Bon4aHOo4YHbIV @HTUKOArynsHT B Nia3me KPOBU B ABYX UK
6osiee nccnefoBaHUaX C NPOMEXYTKOM He MeHee 6 Hef,
onpefensembii coriacHo PyKoOBOACTBY MexayHapoaHOro
obliecTBa TPOMO0O30B M remMocTasa (UccnegoBartenbcKkas
rpynna no BONYaHOYHOMY aHTUKOoarynsaHty/docdonmnua-
3aBUCUMbIM AT) crnegyowmmm atanamu:

*  yJIMHEHWE BPEMEHUW CBEPTbIBAHMSA N1a3Mbl B docdhonmnmng-
3aBUCUMbIX KOArynsLMOHHbIX TECTax: akTMBUMPOBaHHOE nap-
LunanbHoe TpombonnactuHoBoe Bpems (AMNTB), KaonMHoBoe
BPeEMS CBEPTbIBaHWSA, NPOTPOMOMHOBOE BPEMS, TeCTbl C
S0M rafiloku Paccena, TEKCTapuHOBOE BpeMs;

® OTCYTCTBME KOPPEKLMU YANMHEHUS BpPEeMEeHU CBEPTbIBa-
HUS CKPUHWHIOBbLIX TECTOB B TeCTax CMELIMBaAHWUA C AO-
HOPCKOW N1a3moMu;

®  YKOPOYEHWE WU KOPPEKLMUSA YAJIMHEHUS BPEMEHU CBEpP-
TbiIBAHUSA CKPUHWHIOBLIX TECTOB Npu gob6asneHumn docdo-
JIMNUAOB;

® UCK/IOYEHUE [PYrux KoarynonaTtui, Hanpumep Hanuyus
nHruéutopa VIl daktopa nnm renapuna.

OnpegenénHbin APC anarHoCTUpYloT MPU Haanyuu OJHOro

K/IMHUYECKOTO U OQHOIO CEPOJIOTMYECKOTO KPUTEPHS.
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KnuHuyeckne pekomeHaaLmnm

JlaGopaTopHbie UCCIeJOBaHHUS

NabopaTopHble nameHeHnsa npu CKB BecbMa pa3Hoo6pas-
Hbl, HEKOTOPbIE U3 HWUX UMEIOT BaXKHOE 3Ha4YeHuWe Ans ycTa-
HOBNEHUS AnarHo3a. Heo6xoMMO NPOBECTU BCE YKa3aHHbIE
HUXKEe UccnefoBaHWs, OHWM MNO3BONAIOT NOATBEPAUTL WU MO-
CTaBWTb IMArHO3 M YTOYHWUTbL aKTMBHOCTb NpoLiecca.

O6WMI aHaNU3 KPOBH

¢ JlenkoneHus (06bIYHO B coYeTaHum ¢ nMMPponeHnen) xa-
pakTepHa ang 6onbHbIx CKB B akTMBHOM Nepuoae, e€ BbisiB-
na0T B 2/3 cnydaeB. BoipaxeHHaa HENTPONEHUS HETUMUYHA
ansa CKB, eé BO3HMKHOBEHWE 06bI4HO 0OYCI0BEHO TAXKENOM
nHobekumen unm npuémom J1C [3, 21, 26-29].

¢ AHewmuio BbisBnstoT y 50-75% peten [13, 30, 31]. Hanbo-
Jlee xapaKTepHa ayToMMMYyHHas reMofiMTU4YecKast aHeMums ¢ no-
NOXUTENbHOM peaKkunen Kymbcea, Kotopyto otmedatoTy 7—15%
60nbHbIX [32]. B ocTanbHbIX ciy4asx pa3BuTe HOPMOXPOMHOM
WY TUMOXPOMHOW @aHEMUU MOXKET ObITb 06YCIOBNEHO HAUYK-
€M XPOHUYECKOro BocnaauTeNbHOro npouecca, MacCUBHOM re-
MaTypuewn, KpoBoTeYeHneM, AePUUUTOM Kenesa v ap.

¢ Tpomb6ouuToneHuto oTMeyatoT B cpeaHeM y 15% 60nbHbIX
[33]. KnuH1yecKkre nposiBaeHUsa BKIOYAIOT NETEXUK, MYPNYPY,
3KXMMO3bl, KPOBOTEYEHWUSI M3 OECEH, HOCOBbIE KPOBOTEYE-
HWS, MaTOYHbIE KPOBOTEYEHMS Y AEBOYEK NybepTaTHOro BO3-
pacTa v ap.

¢ CoyeTaHWe ayTOMMMYHHOW TEMOSIMTUHECKON aHeMun M
TpombouuToneHmn GopmupyeT CUHAPOM IBaHCa, KOTOPbIH
MOXET BO3HWKHYTb B le6toTe CKB [3, 21].

¢ YBenuyeHne CO3 oTmeyaloT y BCex GOMbHbIX B aKTUBHOM
nepuoge, aToT nokasaTefb ABASETCH Hecneuuduyecknum Tec-
TOM ANt AMHAMUYECKOrO KOHTPOSS aKTMBHOCTM 3a60/1eBaHUS.
¢ Onpegenexve LE-KneTok (nemkouutoB, darouutupoBaB-
WKMX SAEepPHbI MaTepuan) B HacTosilee BpemMs UMeeT He-
CKOJIbKO MeHbllee, YeM paHee, MpPaKTUYecKoe 3HayeHue B
CB$131 C HEBbICOKOWM YyBCTBUTE/IbHOCTbIO 3TOrO TecTa.

OOWMN aHaNU3 MO4YU

BbISIBNSIOT MPOTEUHYPUIO, TEMaTypuio, NENKOLMUTYPULO, CTe-
NeHb BbIPaXXEHHOCTU KOTOPbIX 3aBUCUT OT TAKECTU Moparke-
HUSA NOYEK M aKTUBHOCTU 3a60neBaHus.

BUoxXxumuyecKum aHanams KpoBu

B0O3MOHbI rMMONPOTEMHEMUS, TUNEPXONECTEPUHEMMS, MOBbI-
LIEeHNEe aKTUBHOCTM TPaHCaMUHa3 W Apyrue n3MeHeHus, oTpa-
alollme noparkeHne BHyTPEeHHUX opraHoB. Heo6xoamMmo npo-
BECTU ONpejeneHne KOHUeHTpauuu obliero 6enka 1 ero
dpaKumi, KpeaTUHUHA, MOYEBMHbI, XONecTepuHa, rtoKO3bl,
3/IEKTPOSIUTOB (Kanus, HaTpus, Kanbums), GunmpybuHa, TpaHc-
amuHa3s (AT, ACT), weno4vHon dpocdaTtasbl, a-amunassbl. Boico-
Kne TuTpbl CPB He xapakTepHbl Ansg CKB v MoryT cBMAETENbCT-
BOBaTb 06 akTMBHOM ADC unu npucoeanHeHUn MHOEKL M.

UmMMmyHoONOrmyeckoe uccnegoBaHue KpoBu

¢ AHTUMHYKneapHble AT, UnnM aHTUHYKNeapHbin GaKTop

(AH®), — reTteporeHHas rpynna AT, pearnpyowmx ¢ pasnuny-

HbIMW KOMMOHeHTamu aapa. AH® BbigBAAOTY 95% 60/1bHbIX C

aktTnBHoM CKB, ogHako cneunduyHOCTb 3TOr0 TecTa OTHOCH-

TenbHO HeBenuka (Hannyne AH®P He no3BonseT NocTaBMTb

OMarHo3, Heo6XxoaAMM KOMMJIEKC XapaKTePHbIX CUMMTOMOB).

¢ AT K HaTuBHOW (aBycnupanbHon) AHK oTHocuTenbHO cne-

umdunyHbl ang CKB, nx o6HapyxuatoT y 60—90% 60/bHbIX.

¢ AT K ructoHam 6osiee xapaKTepHbl AN NTeKapCTBEHHOIO

BO/IYAHOYHOMNOAOBHOrO CHHAPOMA.

¢ AT K PHK-coaep»awmum MoneKkynam:

e AT K S,-Ar BbicoKocneunduyHol ans CKB, nmetot 60sb-
o€ 3Ha4YeHue 419 AMarHoCTUKK, OAHAKO UX OGHapYK1Ba-
0T b Y 20—-30% 60/bHBbIX.

e AT K SS-A/Ro-Ar, SS-B/La-Ar meHee cneunoduyHbl ans
CKB, accouuupytotcs ¢ numdoneHnen, TPoOM60LMTONEHN-
en, poToaepmMaTUToM, NEro4HbIM GUGPO30M; UX Yalle 06-
HapyKMBatoT Npu cuHapome LLErpeHa, NOAOCTPON KOXK-
HOM BOJSTHaHKe, a TaKkKe Y 5—15% 340p0BbIX N0AEN.

¢ AT K pochonunuaam (KapamonunuHy, dochotmanncepum-

HY, UHO3UTONY W AP.) UMEIOT ANArHOCTUYECKOE 3HAYEHUE Ha-

psay C IOXHOMONOXNUTENbHON peakumen doH BaccepmaHa

M BONYAHOYHbIM aHTUKoarynsHTom npu APC. Kpome Toro,

ansa auarHoctukn AOC nmeeT 3HayeHue onpeaeneHune ypoBs-

HA AT K B,-rnKkonpoTteunHy-1 [34, 35].

¢ Hepepnko o6HapyxuBaetca PP (AT knacca IgM, pearupyto-

wue ¢ Fc-dparmenTom IgG).

B aktMBHOM nepuoae CKB y 60nbHbIX NOBbIWEHbI TUTPBI IEM,

IgG, ypoBeHb LIMK, oTMevaeTcs CHUXEHWE 06LLEen reMonuTy-

YECKOM aKTMBHOCTM KOMMAEMEHTa U ero OTAes/bHbIX KOMMO-

HeHTOB (C3, C4).

HUHcTpyMeHTa/lbHbIe UCC/IeOBaHUA

Heo6xoanmMo NpoBeCTU peHTreHorpaduio M No nokasaHusaMm
(ANs YTOYHEHUS XxapaKTepa nopaKeHus NErkux, B Lensx npo-
BeaeHua andpdepeHLmnanbHOro anarHo3a, Hanpumep npu no-
[I03PEHNN Ha TYOEPKYNES BHYTPUIPYAHbIX TMMOATUYECKHMX y3-
noB) KT opraHoB rpyaHon knetku, SKI n 3xoKIr, Y3U opraHoB
OptowHon nonoctu, novek, MPT unu KT ronoBHoro mo3ra ans
YTOYHEHUSA XapaKTepa v pPacrnpoCcTPaHEHHOCTU ero noparxe-
Hua [36-40] v ap.

AWATHOCTUYECKUE KPUTEPUU

[OnarHoctuyeckme kputepumn CKB (AMepuKaHcKasa accouua-
UMsg peBMaTtonoros, nepecMmotp 1997 r.) npeactaBfieHbl B
Tabn. 1.

Mpu Hann4mmn y 601bHOro 4 unu 6onee U3 11 KpUTEPUEB B NtO-
60M co4yeTaHun gnarHo3 CKB cuuTaloT JOCTOBEPHbLIM.

NMOKA3AHUSA K KOHCYJ/IbTALIUM APYIUX
CMELUA/IUCTOB

¢ [lpy NogO3pPEHUN Ha UBMEHEHUS CO CTOPOHbI SHAOKPMH-
HOW cUCTEMbI (YBENYEHME WNTOBUAHON XKenes3bl, UBMEHEHNE
ropMoHanbHOro nNpodunsa, 3agepxKka pocta U/mamM NOIOBOro
co3peBaHua 1 ap.) HeobxoaMma KOHCyNbTalMsa 3HAOKPUHOMO-
ra 4ns UCKIOYEHUST COYETAHHOW NaTONOMUMN.

¢ KoHcynbrauma HeBponora nokasaHa AeTAM NPy HaNUYuK
HEBPOJIOrMYECKON CUMNTOMATUKM B aHaMHE3€e MW B MOMEHT
o6cnefoBaHna AN YTOYHEHUS XxapaKTepa, CTeneHu U reHesa
nopaxexusa LHC.

¢ KoHcynbrauma odpranbmonora Heobxoanma Npu AIUTENb-
HoMm npuéme MK nnm aMMHOXMHONMHOBLIX MPEnapaToB B CBS-
31 C UX N06OYHbIMM IDDEKTAMM Ha OpraH 3pEHUS, a TaKkKe
npu CKB ¢ ADC, koraa BO3MOXHbl 3N130A4bl HAPYLLEHUS 3pe-
HUS (TPOMOO3 COCYI0B CETHATKM M Op.).

¢ B HeKkoTopbIx cnydasx MOryT notpeboBaTbCsl KOHCYbTaLIMK
$Tm3mnatpa, aepmatonora, JIOP-Bpaya v Apyrux cneuuanmncroB.

OAUNOOOEPEHLUANIbHAA AUATHOCTUKA

KnuHuyeckne n MMMyHonoruyeckue npossneHus CKB ypes-
Bbl4aHO MHOroo6pasHbl U MOTYT UMUTUPOBATb KITMHUYECKYIO
KapTUHY MHOMMX Apyrux 3abonesaHui. Yawe Bcero gudde-
peHuuanbHyto anarHocTuky CKB Heo6xoanumMo nNpoBOAWUTL CO
crnepylowmnmm 3aboneBaHusaMu.

¢ JleKapcTBeHHas BO/lYaHKa NPOSBASETCA NMXOPaAKON, ap-
TPUTOM, CepPO3UTOM. Haunbosnee 4acto NeKapCTBEHHYIO BOS-
YaHKy BbI3blBAlOT rujpanasvH, U30HWa3ua, NpoKaunHamug,
@HTUOUOTUKM (MEHULMNNUHBI), CyNbdaHnnamuibl, MeTungona,
NPOTUBOCYAOPOXHblE npenapaTbl (GEHUTOUH), xnoprnpoma-
3UH U Ap. YKa3aHHble CUMMNTOMbl BO3HUKAIOT Ha GoHe nprnéma
npenapara v KyrnupylTcs TONIbKO NOC/e ero OTMEHbI.



Ta6nuua 1. JuarHoctnyeckme Kputepun CKB

Kputepuun

OnpepeneHune

BbicbinaHWsi B CKyn10BOW 061acTi

dUKeHpoBaHHasa apuTEMa MIOCKAs UK MPUMNOAHUMAIOLLAACSA Ha CKYNOBLIX Ayrax ¢ TeHAeHLMeNn K
pacrnpocTpaHeH o Ha HasonabuanbHbIe CKIaaKK1

[MCKOMAHblE BbICbINaHUs

3puTeMaTo3Hble NPUNOAHUMAIOWMECH BSALLIKM C KePaTOTUYECKUM HapyLLeHUEM U GOIMKYNAPHBIMK
Npo6GKamu; Ha CTapbix 04arax MOryT BCTPeYaTbCs aTpodUUECKHE PYBUUKM

doToceHenbunmnzaums
HabnoaeHns Bpaya

KoHble BbICbINaHWa Kak pe3ynbraT HeoObIYHOM peaKLMn Ha MHCONALLMIO MO JaHHLIM aHaMHe3a UK

$13Bbl NONOCTM pTa

$13Bbl BO PTy U/IM HOCOMIOTOYHOM 061acT, 06bl4HO 6€360/1e3HEHHbIE, HabNogaeMble Bpaiom

Heapo3uBHbIi apTpuT ABYX UK Gonee NepudEPUHEcKUX CYCTaBOB, XapaKTepU3YIOLLMICS

ApTput ..

60/1€3HEHHOCTbIO, OTEKOM M BbINOTOM

MneBpwuT (NneBpanbHasn 60/1b B aHaMHese, WyM TPEHUS NAEBPbI NPY ayCKy/bTauuu, nnespasbHbIi
Ceposut BbINOT), U/UNun:

MeprKapauT (Lym TPEHUS NepUKapaa, BbiCAyLMBAEMbIA BpaioMm, BbINOT B nepukapae, IXoKr-npusHaKku)

[MoparkeHne noyek

Cronkasi npotenHypus 6onee 0,5 r/cyt, unu:
LnnuHapypust (3puTpoLMTapHble, reMOorno6UHOBBIE, 3€PHUCTBIE UK CMEeLLaHHble LIUANHAPbI)

HeBponoruyeckue HapylieHus

Cynoporu unu nNcuxos, He cBa3aHHble ¢ NpMEmMoM J1IC nnm MeTaboMYecKUMU HapyLLEeHUIMU BCNeACTBHUE
ypemMum, KeToaLnaosa, INEKTPOIMTHOro AncbanaHca

[emaTonornyeckue HapyleHus

[eMonuTMHECKas aHEMUS C PETUKYIOLMTO30M

JNenkonenus (MeHee 4x10°/n) npu AByX in 6onee UccnegoBaHUsax
Nnmdonenus (meHee 1,5x10°/n) npu ABYX U 60nee nccnefoBaHUsax
TpomGoumTOoneHus (MeHee 100x10°/n), He cBA3aHHas ¢ npuémom J1C

Hanunyne AT K S, -Ar

MMMyHHble HapylleHu1s

Hanunuune aHtndocdonmnuaHbix AT:

— MOBbIWEHHbIN TUTP AT K Kapanonunury (IgM, 1gG);

— BblIIBfIEHWE BONYAHOYHOI0 aHTUKOarysiHTa CTaHAapTHbIMU MeToAamu;

— JIO}XHOMONOXKMUTENbHAs CepPoorMiyeckasn peakums Ha cudunuc B TeyeHme 6 mec npu
NOATBEPKAEHHOM OTCYTCTBUM CUPMUANCA C MOMOLLBIO PeaKLn UMMOGUAN3aLLMK 6negHomn
TPenoHeMbl 1 TecTa abcopobuun GNoOPECLMPYIOLLMX aHTUTPENOHEMHbIX AT

AT K HaTMBHOM JHK B NOBbILWEHHbIX TUTPAX

AHTUHYKNeapHble AT
CUHIPOM

MoBbILLEHWE TUTPA AaHTUHYKNEAPHbIX AT, BbISBNEHHbIX METOAOM MMMYHOMDIIOOPECLIEHLIMU UK CXOAHBLIM C
HUM, He cBa3aHHOe ¢ NpuémomM J1C, cnocoBHbIX Bbi3BaTb SIEKAPCTBEHHbIN BONYAaHOYHOMOAOOHbIV

¢ [ina cyctaBHO-BUcLepanbHon dopmbl KOPA xapakTtepHo
HanM4yme KOXKHOro cuHapomMa (nonumopdHas annepruyeckas
Cbinb), GeOPUIbHOM NUXOPadKK (HEPEOKO FEKTUYECKOrO TU-
na), nMmdageHonaTt1un, renatocnjeHoMeranmu, CyctaBHOro
CUHOPOMA, HEWTPODUNBHOIO NEWKOUMTO3a, MOBbILWEHHOMN
CO3. Ang ucknoyeHna CKB Heob6xoaguMMo npoBedeHne KoM-
NJIEKCHOro NabopaTopHOro U UMMYHOIOTMYECKOro 06Cneno-
BaHWK (y 601bHbIx CKB BO3MOXHbI NONOXKUTENbHbBIE PE3YSIb-
TaTbl TecTa Ha P®, a y 60nbHbIX ¢ KOPA 1 yBentom — Ha AHO®),
a TaKXe peHTreHorpaduun cyctaBoB, NO3BOJSIOLEN 06HapPY-
XUTb UBMEHEHMUS, XapaKTepHble ansa HOPA.

¢ bonesHb lleHnenHa—-leHoxa, cMelwaHHas dopmMa (KO-
HbIW, CyCTaBHOM U abOMWHasIbHbIM CUHAPOMBI, HedponaTus).
Ana ucknoveHna CKB Heo6xoanmbl nabopaTopHOe U UMMY-
HOJIOFMYECKOE WUCCNeaoBaHWa (reMoMTUYEecKas aHemus,
nenkonexusa, AH®, AT k IHK v ap.). UIHcTpymMeHTanbHoe 06-
cnefoBaHWe NO3BOASET BbIABUTb HEXapaKTepHble ana 60ones-
HU WennenHa—TleHoxa n Tunu4dHble ansa CKB BucuepuTbl (3H-
[LOKapAWT, MHEBMOHMT, NAEBPUT M Ap.).

¢ OBeHUNbHbIM gepmatomno3unt. CKB mMoxeT npoTeKkatb ¢
CUHAPOMOM MWO3uTa. [N yCTaHOBMIEHUS AMarHo3a Heobxo-
AMMa NpaBuibHas TPAKTOBKa KOXHbIX MBMEHEHW — Mnapa-
opbuTanbHas nuMnoBas aputeMa M npuaHak [OTTpoHa npu
[epMaToMMO3nUTE N IpuTEMaTo3Has «6aboyka» npu CKB, npo-
BeAeHNe GUOXMMMYECKOTO (MOBbILEHWE AKTMBHOCTM TpaHC-
aMuHa3z, KOK, anbaonasbl npyu AepMaTtoMno3nTe) 1 UMMYHO-
NIOTMYECKOTr0 UCCNe0BaHUM, MHCTPYMEHTAbHbIX UCCef0Ba-
HWW ANS BbISBAEHWS BUCLEPUTOB.

¢ [epBuyHbit ADC. TpoM6OTUHECKME MPOSIBNEHUS aHao-
FMYHbI NPU NEPBUYHOM U BTOpUYHOM ADC. Heo6xoaMmo Bbi-
AB/IEHME Yy GOMIbHOrO KPUTEPUEB WUCKIIOYEHUS MEPBUYHOIO

A®DC ans cBoeBpeMEHHON AMarHoctukn CKB (apuTema Ha nu-
Le B dopMe «6abo4Kn», AUCKOUAHbIE BbICbINaHUs, GpOTOYYBCT-
BUTENbHOCTb, adTO3HbIA CTOMATUT, apTPUT, MOJUCEPO3MUT,
AH® B BbicOKOM TUTPE, AT K HaTUBHOM JHK nnu S -aHTUrery).
¢ WavonaTtnyeckas TpombouMTONEHMYECKasa nypnypa
(TPOMBOLIMTOMNEHUS, FEMOpPpPArMiecknin cuHapom). Heobxoam-
MO MMMyHonornyeckoe o6enegosaHue (AH®, AT Kk JHK) u
TlWaTeNbHOE MHCTPYMEHTaNbHOE 06ceaoBaHMe 415 BbisSBe-
HWS NaTOIOrMKN BHYTPEHHUX OpraHoB, xapakTtepHon ana CKB.
¢ [OBEHWbHBIM NONMAPTEPUUT XapaKTepuU3yeTcs nopaxe-
HMEM MOYEK, apTepunanbHOM rMNEPTEH3NEN, abAOMUHANbHbIM
CMHAPOMOM, KOPOHAPUTOM, apTpanrnamMu 1 noanHeBponaTu-
en. O6bI4HO BbISABAAIOT HEMPODUNbHBIN TENKOUMTO3, Y 60/b-
LWMHCTBaA NauneHToB — HBsAg, UMMyHONOrMyeckne MapKepbI
CKB otcyTtcTBY!IOT.

¢ [lapasuTapHble 3a601eBaHMUA MOTYT NPOTEKaTb NOA «peB-
MaTU4YECKMMU MacKamm» (apTpanrmMum, apTpUT, KOXKHbIE BbICbI-
naHus, NoaMceposnT). Heobxoanumo cneundryeckoe nMmMmy-
Honoruyeckoe uccnegosatHue (AH®, AT k AHK v ap.).

¢ OxKonoruyeckue 3aboneBanus. [pn 3TOM NaTtonorMmM Mo-
XET cPopMMUpoBaTbCs BONHYAHOYHOMNOAOOHbIV NapaHeon1acTu-
YECKUN CUHAOPOM (MOAMAPTPUT, MOMMCEPO3UT, KOMXKHbIA CUHA-
poMm, TpoM603, AH®D, aHTUdOoCcHonMnuaHbIe AT), KOTOPbLIN HE Ky-
NUPyeTca A0 AOCTUMHEHUS PEMUCCMU OCHOBHOMO 3a60/1€BaHUS.
¢ VIHOEKLUMOHHbIM 3HOOKaPANUT NPOoTEKAeT ¢ GOPMMUPOBAHM-
eM Beretauui Ha KnanaHax 1 BO3MOMXHbIM NOSIBIEHUEM 3KC-
TpaKkapauanbHbIX MPU3HAKOB (CyCTaBHOM CUHAPOM, KOXHble
BbICbIMaHUs U ap.). Heob6xoanMbl 6aKTEPUOSIOTMYECKOE U UM-
MyHonoruyeckoe o6cnefoBanuns (AH®, AT kK IHK v ap.), onpe-
JeneHuve oblen reMoIMTUYEeCKOM aKTUBHOCTU KOMMIEMEHTa
1 ero komnoHeHtoB (C3, C4).
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¢ BWY-undekums/CMNUI conpoBoxKaaeTcs pa3BUTUEM NEN-
KONeHun, NUMOONeHnn, TPOMOOLMTONEHUNU, aHEMUU, BO3-
MOXHa runepnpoaykumnsa aHtudpocdonmnuaHbix AT (06bIYHO
He B,-IMIMKONPOTEUH3aBUCUMBIX), YTO TPeByeT UMMYHONOIU-
4yecKoro o6cnenoBaHuns Ang ucknyernmsa CKB. B To e Bpems
npu CKB MoOryT 6biTb JIOXKHOMONOXUTENBHLIMU pPe3ynbraThl
NPA Ha BMNY, 4TO 06ycnoBnuBaeT HEOO6XOANMOCTb NPOBeEae-
HUS UMMYHOGNOTUHTAa.

¢ VHdeKUMOHHblE 3a60neBaHUs C NOAUCUHAPOMHON Kiu-
HWYeCKOM KapTuHou (renatut B u C, 6onesHb Jlaima, Ty6ep-
KYNés, cuPunnc, UePCUHNO3 1 ap.) MoryT uMmuTnposaTb CKB,
4TO TPEOBYET NPOBELEHNS KOMMNEKCHOIO 06C/e0BaHUS.

JIEMEHMUE

Lienu neuenunn

¢ [logaBneHve aKTMBHOCTM NATOIOMMYECKOro NpoLiecca.

¢ VHAYKUMS U nojaepxaHue KIMHUKO-NabopaTopHOM pe-
MUCCHW.

¢ [lpodunakTuka peunamBoB.

MokasaHua K rocnuTaan3aumm

¢ Hannune y 601bHOr0 KIMHUYECKUX MM abopaTopHbIX
NPU3HAKOB aKTUBHOCTU 3ab0s1ieBaHus.
Mporpeccupytowas noyevyHas HegoCTaTOHYHOCTb.
Hannyne cumntomoB nopaxexusa LUHC.

Hanun4yme TpoMBOTUYECKMX OCIIOKHEHMN.

Bo3HMKHOBEHWE NHDEKLMOHHbIX OCTOXHEHWUN.

HemepauKkameHTO3HOE IeYeHHe

Heo6x04MMO MUCKIIOYEHME MCUXOIMOLMOHANbHbBIX Harpy-
30K, CTpeccoB, GU3NYECKOro HanpsaXKeHUs, nepeoxnarie-
HUS. B BeceHHee 1 neTHee BpeMsa peKoMeHAayloT nsberatb
MHCONSLMKN, UCMONb30BaTb CO/HLE3alWMUTHbIE KpeMbl, HO-
CWUTb TONI0BHbIE YOOPbI C NOMIAMU U OAEXAY, MaKCUMaNbHO
NPUKPbIBaIOLLYIO TeNl0. PEKOMEHIYIOT HE MEHATL KAMMaT Ha
6onee IOXHbIN. BakuMHaLuio NPOBOAAT CTPOro No MHAWBM-
LyanbHoMy rpaduKy TONbKO B nepuoj pemuccuun. locta-
HOBKa peakuun MaHTy gonyctuma. BeeneHnne rammarnoby-
JIMHa NpPOBOJAAT CTPOro nNo nokasaHuam. Heobxoanmo
cob6noaeHne gueTol B paMmkax ctona N2 5. Cneayet ynotpe6-
N§ATb B NULLY NPOAYKTbI, 60raTele BUTAaMUHAMU U MUKPO3ne-
MEeHTaMK (KanueM, KanbLuuem 1 ap.). 3anpelarT KypeHue
noapocTKam.

JlekapcTBeHHan Tepanus

MMIOKOKOPTUKOUAbI

K — npenapatbl nepBoro psiga, obnagatoT UMMyHOCYMNpec-
CVBHbIM, MPOTUBOBOCMNANUTESNTIbHBIM U aHTUAECTPYKTUBHbLIM 3¢-
deKToM. B KIMHMYECKON MPaKTUKEe UCMONb3YIOT NPEeAHN30/I0H
N MeTUnnpeaHr3onoH. Jody npenaparta 1 cnocob ero Beeje-
HUS ONpeaensioT B 3aBUCUMOCTM OT TSXKECTU COCTOSIHMSA 60/b-
HOro, BeAyLLMX KIMHUYECKMX CUHAPOMOB M @aKTUBHOCTK 60/1e3-
HW. Mpn HM3Kom (I) cteneHn aktMBHOCTM K npuMeHstoT nepo-
panbHo B fo3e 0,3-0,5 Mr/Kr B cyT, Nnpu ymepeHHon (Il) ctene-
H1 — 0,7-1,0 mr/Kr B cyT, npu Bbicokow (Ill) cteneHun 1 Bonya-
HOYHOM Kpu3e — 1-1,5 Mr/Kr B CyT. J/le4eHne MaKCcMMasibHbl-
MU [103aMu NpenapaTa NpoAo/KatoT B TedyeHne 4—8 Hej, a B
nocneayowemM, npu AOCTUKEHUU KIMHUYECKOro addeKkta wm
CHUXXEHWW aKTUBHOCTW 3aboneBaHus, o3y npenapaTa nocre-
neHHo ymeHblatoT. CytouHyto fo3y K cHuxatoT Ha 5-10%
Kawable 7—10-14 gHen B 3aBMCUMOCTU OT ObICTPOThI pa3Bu-
TMSA TepaneBTUYEeCKOro addeKTa, peakumnmn 601bHOro Ha npe-
Oblayliee CHUXEHME U BbIParKEHHOCTU MOBOYHbIX 3PDEKTOB.

B TeueHune nepBbix 2—3 neT 601€3HM NOAAEPKMBaAOWANA 03a
npenaparta Ao/KHa coCTaBNaTb He MeHee 12,5-15 mr/cyT.
MNynbc-Tepanuio MK NnpoBOAAT NpY BbICOKOW aKTUBHOCTK 3a-
6oneBaHus. CoOrnacHo KnacCMYeCcKon cxeMe HasHa4vatoT Me-
TUNNPEeAHN30M0H B fo3e 15-30 mr/Kr B cyT (HO He 6onee
1000 mr/cyT) B TedyeHne 3 nocnepoBaTefibHbIX AHEN. [Mpu
OTCYTCTBUM AMHAMMUKKN AN OOCTUKEHWUSA TepaneBTUYECKOro
addPeKTa B OTAE/NbHbIX CAyvYasx AMTENbHOCTb MynbCc-Tepa-
MUY METUNMPELHN30NOHOM MOXHO YBENNYUTL A0 5 AHEW M
6onee [41, 42]. MNpu HeobxoaAMMOCTM NpuberatT K NoBTOp-
HbIM 3—4-AHEBHbLIM Kypcam nynbc-tepanuu [43].

OcHOBHble No60YHble adpdeKTbl Tepanun K npuBeaeHbl B
Tabn. 2.

[ns nevyeHns u npodunakTMKM octeonoposa npu Tepanum NK
HEeo6X0AMMO Ha3Ha4YeHWe npenapatoB KaNbLMa M BUTAMU-
Ha D (KoneKanbuudepon + KanbLUus KapboHaT uan anbda-
KanbUWAON + KanbUusa KapboHaT A/IMTENbHO), KaNbLUMTOHUHA.

LiuToctaTtnyeckue npenaparbl

[NoKadaHusa K Ha3Ha4YeHuIo:

® BbICOKas aKTMBHOCTb BOTHAHOYHOIro HeDPUTa;

° TAKEnoe noparkeHue LUHC;

® BbICOKas aKTMBHOCTb CKB npwu otcytctBuM addeKTa oT
npeawecteylollen Tepanum INK;

Ta6nuua 2. MNo6o4yHble addekTbl Tepanuu K (CtpadyHckui J1.C., Kosnos C.H., 1997)

KoCTHO-MbIWeYHas cuctema o
acenTUYeCKMin HEKPO3

MwuonaTusi, 0cTe0NOpO3, NaTONOrMYECKNE NEPENOMbI, KOMNPECCUOHHbIE NEPENOMbl MO3BOHKOB,

KpoBOW3NUAHMS, YTPK, CTPMUKU, UCTOHYEHUE KOXKM, aTPOdUS KOXKM U NMOAKOMKHOM KIEeTYaTKu Npu

Koxa
BHYTPMMbILLEYHOM BBEAEHUM
PereHepauus HapylieHve 3axkmBneHus paH
LUHC HeycTon4ymMBoe HacTpoeHue, NCUxo3bl, CHHAPOM NCEBAOOMYX0M MO3ra, MMNepocMonsipHas Koma
[masa [nayKoma, 3afHsq KancynapHasa KatapakTta, ak3odTanbm

MeTabonuyeckue peakuuu .
a30TUCTbIN GanaHc

[MNeprakemus, rMnepaunuaemMust, NoBbIlEeHUe anneTuTa, KyLUMHIOMAHbIA CUHAPOM, OTPULATENbHbINA

HKenyaoyHo-KuWweYHbIM TpaKT
naHKpeaTut

CrepounaHble A3Bbl XeNyaKa U KULEYHMKa, KpoBOTEYEHNS, NnepdopaLms, azodarut, aucnencus,

OHAOKPUHHasA cuctema

3apeprKa NonoBoro CoO3peBaHus, yrHeTEHUE rMnoTanamMo-runodun3apHo-HaaNoYe HNKOBOW CUCTEMBI,
3aMej/ieHne pocTa, HapyLeHne MEeHCTPYabHOMO LMKa (BTOpUYHas ameHopes), CTePOUAaHbIN anaber,
MaHudecTaLma NaTeHTHOro caxapHoro gMaberta

CeppaeyHo-cocyaucTasa cuctema ApTepuanbHasi runepTeH3uns

BoaHO-3NeKTPONUTHBIN GanaHc

3ajeprKa HaTpUs 1 BOAbI, TMNOKaIMEMUS U OTEKK

MMMyHUTET

«CMa3blBaHWe» KIIMHUYECKON KapTUHbI MHPEKLMIA, aKTUBaLMS TYGEpKYNE3a U UHbIX MHDEKLMI




® HeOoOXOAMMOCTb YCUIIEHWUS Tepanuu Npu HEBO3MOMXKHOCTU
nosblWweHns Ao3bl K B CBA3M C BbIPAaXXEHHOCTbIO MX MO-
604HbIX 3PDEKTOB;

e [K-3aBMCMMOCTb;

® HECTOMKOCTb PEMUCCUM, YacTble PELUANBEI.

Lnuknodocdamua

Lnknodpocdamma — npenapat Bbibopa ANns fneyeHus Bonya-

Ho4yHOro HedpuTa. MpumeHeHne uMknopocdhammaa B coyeTa-

HUK ¢ NnepopanbHbiM Npnémom 'K cnoco6CeTBYET COXpaHEHMIO

(YHKLMM MOYEK, CHUMKAET PUCK MOBLILEHUSA CbIBOPOTOYHOIO

KpeaTWHWHa, CNOoCOOCTBYET NOAAEPIKAHUIO PEMUCCUU U CHU-

YKaeT pUCK pa3BuTUs peunamBos” [44]. NpenapaT Ha3HavaloT

exeHeBHO nepopanbHo B fo3e 1,0-2,5 mr/Kr B cyT uiv B/B

KanenbHO NepUOAMYECKM B CBEPXBbLICOKMX A03ax (Mynbc-Te-

panus). MNocnegHu meton 6onee pacnpoCTPaHEH, XOTa ero

npenmylecTsa JOCTOBEPHO He MOATBEPKAEHDbI* [44].

¢ Uunknodochdamma o6bl4HO BBOAAT BHYTPMBEHHO B A03€

0,5-1,0 r/m? 1 pa3 B mecsl, (B Te4eHne NepBoro Mecsa ne-

4yeHus Npenapar BBOAAT MHOMAa B iBa NpPUEMa C ABYXHee b-

HbIM MHTEPBASIOM B aHaNIOrM4YHOM CyMMapHOMW [03€e) B Teye-

HWe 6-12 mec (00 AOCTUKEHUS KIMHWKO-NabopaTopHoOW pe-

MUCCUK), @ B NOCNeaylolemM MHTepBasbl MEXY MyNbCOBbIMU

BBEAEHWUSIMU YBENIMYMBALIOT 40 3 MEC U IeYeHne NPoaosIKatoT

ellé B TeyeHune 1,5-2 net [21, 45].

e (Cxembl Ha3dHavyeHUs npenapata Npu pasnyHbix Gopmax
BOMIYAHO4YHOro HedpuTa BapbupytoT. [pn nponndepatmns-
Hom HedpwuTe (IIl, IV Knacc no knaccudukaumnmn BO3) noka-
3aHa 3PEKTUBHOCTb KPaTKOBPEMEHHON (6 Mec) nynbc-
Tepanuun uyuknodocdammaom B gose 0,5-1,0 r/m? B co-
yeTaHUu ¢ nepopanbHbiM Npuémom MK, ¢ fanbHenwmm ne-
peBOAOM NauueHTa Ha 6a3ncHyto Tepanuio MMKkodeHona-
ToM ModeTnnom B go3e 500-3000 mr/cyT uam asatuno-
npuHom 1-3 Mr/Kr B CYT M npoao/ixkeHnem Tepanun MK
[46].

e Linknodochdamua NnpuMeHSOT AN neyYeHns TKENbIX Mo-
nvopranHbix ¢opm CKB. lMpu Taxk€nom nopaxenun LLHC
TaKXXe MCMONb3YyloT Nynbc-Tepanuio LmMknopocdammaom,
npu4éM eé adheKTUBHOCTb Bbille 1 OHa 6osiee 6e3onac-
Ha, 4em nynbc-Tepanus MeTunnpenHnsonoHom® [47].
Mynbc-Tepanusa umnknobochammaom nokasaHa 60/bHbIM
W C APYrMMU SKCTPapeHasbHbIMU MPOSIBAEHUSIMMN BbICOKO-
aKkTMBHoW CKB (Tpom6ouuTOoneHus, nérovyHble remoppa-
MW, MHTEPCTULMANBbHbBIA NErOYHbIN GUOPO3, CUCTEMHbIN
BACKY/IUT), PE3UCTEHTHBIMU K TPaauLMOHHOM Tepanuu K.

¢ [lynbc-Tepanuio umknopocdammaom MOMXKHO MPOBOAUTL

TONbKO MPWU OTCYTCTBMU WMHTEPKYPPEHTHbIX MHPEKLUN U CO-

[JepXaHUM NenKoumnToB B KpoBM He MeHee 4,0X10°/n. Oc-

HOBHble MO60OYHble adPeKTbl LuKnodochamMmmuaa npuBedeHb

B Tabn. 3.

¢ [lynbc-Tepanuio uuknodochaMnaoMm M MeTUNNpPesHU30-

JIOHOM Y4acTo co4eTatoT ¢ nnasmadepe3om. MeToanKa CUH-

XPOHM3aLMK BKIOYaeT 3—5 ceaHcoB nnasmadepesa ¢ UHTep-

Ta6nuua 3. [No604HbIE 3P PeKThI LMKIodocdhammaa

BanaMu B 2—3 [AHS; cpady nocne KaXaoro ceaHca npoBoOAsAT

NynbC-Tepanuio METUANPEAHU30/IOHOM WU METUNPEAHU30-

JIOHOM B COYeTaHMK ¢ umknodochammuaom. o nokasaHmsam B

nocneayrolemM nNpoBOAsT ceaHcbl nnasmadepesa ¢ Nynbc-Te-

panven MeTunnpeaHU30n0HOM U LiMKnodochaMnaom exeme-

CAYHO WK eXEeKBapTa/lbHO Ha MNPOTSXKeHUn 6-12 mec. Opuru-

HanbHasa cxema H.J. Gutschmidt et al. (1986) BkntovaeT 3 ceaH-

ca nna3madepesa, NPoBOAMMBbIX B 1-¢, 2-1, 3-1 OHU NeYeHns,

yepes 6 4 nocne TpeTbero ceaHca HauyMHatoT NybCc-Tepanuio

unknodocdammaom (10—12 mr/Kr), KOTOPYO NOBTOPSIOT B 4-1

W 5- OHM NeYeHUss MHorga OAHOBPEMEHHO C My/bC-Tepanuen

METUNANPEAHN30/IOHOM B fo3e 2—10 Mr/Kr.

e [lpumeHeHne nnas3madepesda NO3BOASET AOCTOBEPHO
CHU3UTb KOHLIEHTPALUMIO CbIBOPOTOYHOIO KpeaTuHuHa'
[44]. «CMHXPOHHYIO Tepanuio» cnefyeT UCnonb3oBath 414
NleyeHnss Hanbonee TAKENbIX 60NbHbBIX C BblParKEHHOM UH-
TOKCHKauuen, 06ycnoBiieHHOW BbICTPO HapacTaloWwnM Ha-
pyweHnem GYHKLUMM MUSHEHHO BaXKHbIX OPraHoB.

e «CMHXPOHHYIO Tepanuio» NPUMEHSIOT NPU BOAYAHOYHOM
No4Ye4YHOM Kpu3e, Npu GbICTPONpPOrpeccupyowemM Bonya-
HOYHOM HedpuTe 1 apyrux Gopmax BbICOKOAKTMBHOIO He-
dpuTa B cnyvyae pe3nCTeHTHOCTU K CTaHAAPTHOM KOMOMU-
HMPOBAHHOW Tepanuu, Npu nopaxeHuun LIHC, Kpnorno6y-
NMHEeMUK, Katactpopuyieckom ADC u ap.

e OC/OXXHEHMS CUHXPOHU3aLMKN Nna3madepesa v Nnynbe-Te-
panuun unknodochdamMmaom HOCAT MPEUMYLLLECTBEHHO WUH-
EKLMOHHBIN XapaKTep, pa3BMBaloTCcs B NepBble 3 Mec OT
Ha4vana fieyeHus, rMaBHbIM 06Pa30M Yy AeTen C BONYaHOY-
HbIM MOYEYHbIM KPU30M [47].

AsaTtuonpuH

A3aTMONPUH NPUMEHSAIOT NS Ne4YeHUs BONTHAHOYHOro Hedpu-

Ta B KadyecTBe 6Ga3nCHOro npenapata. HayuMHaloT ¢ [03bl

25 mr/cyT, 3aTeM e€ NocTeneHHo yBennm4mBaloT o 1—2 Mr/Kr

B CYT C Y4ETOM NePEeHOCUMOCTHU NpenapaTa. Tepanuio a3aTuo-

NPUHOM NPOBOAAT NOA KOHTPONIEM COAEPKaHUS NTENKOLMTOB

B KpoBW. lNoka3aHa adpdeKTMBHOCTL coveTaHus K ¢ azatuo-

NPUHOM B Ka4yecTBe CTapTOBOW Tepanun mMeMOpPaHO3HOro

BOMYaHO4YHOro HedppuTa® [49, 50]. AnuTenbHoe nevyeHune asa-

TUOMPUHOM Ha3HayaloT AN NoAAePKaHMUA UHOYLMPOBAHHOM

umMknodpocdammaom pemMmccumn Bon4aHouHoro HeppuTta. Mpu-

MEHEHMEe a3aTMonprHa B KOMOGUHaLMK C NepopasibHbIM Mpu-

émom 'K cnoco6CTBYET NOBLIWEHWIO O6LEN BbIXXMBAEMOCTH

60nbHbIX CKB* [44].

MukodeHonarta mopetun

[MpenapaT o6nagaeT CXxOAHbIM C a3aTUOMPUHOM AENCTBUEM,

€ro UCnosib3yoT NPKU IKCTpapeHanbHbix NpossaeHuax CKB, a

TaKkxe Hedppute, pedpaKTepHOM K ieHeHuio Lmknopocdamu-

[10M, azatmonpuHoM. MpumenstoT B gose 1,5-2,0 r/cyT B co-

yeTaHUKU €O cTaHAapTHbiMK go3amu K [51]. NMokasaHo, yTo

PUCK pPa3BUTUSA PELMAMBOB HedpUTa Npu NevyeHnn mukode-

HonatoM MOGMETUIOM AOCTOBEPHO BbilIe, YEM MPU JIeYEHUH

umknodpochdammaom* [44]. Kpome Toro, MukodeHonata mode-

MoGouHble 3dPeKTbl YacrtoTta MpodunakTuka U neyeHue
TowHoTa, pBOTa Yacto MeTtoKknonpamua, OHAAHCETPOH
Anoneuus Yacto -
Jlerikonexus Yacto KoHTponb coeprkaHns NeMKOLMTOB B KPOBW, KOPPEKLIMS A03bl
NHbeKumm Yacto BBUI, aHTUBMOTMKM, NPOTUBOBUPYCHbIE Npenaparbl
[eMOpParMUECKNiA LIMCTHT PeaKo CTUMYNALMSA 4acTOro MOYencrycKaHus (06MnbHoe NUTbe 1 BBEAEHWE HUAKOCTH
BHYTPUBEHHO B COYETAHUU C PEXXUMOM NPUHYAUTENBbHBIX MOYEUCTYCKaHWM)
AHemust Pepako KoppeKuus fo3bl Unv OTMEHa Npenapata
HoBoo6pa3oBaHus O4eHb peako OTmeHa npenapata
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TU MPUMEHSAIOT 419 IEYEHUSA TEMONIMTUHECKOW aHEeEMUU MNPH
CKB c A®C [52].

Mertotpekcar

Mpenapat peako npumeHsioT npu CKB, B OCHOBHOM B co4yeTa-
Huu ¢ TK npu dopmax, NposBASIOWMUXCH KOXKHBIM U CyCTaBHO-
MbILLIEYHbIM CUHAPOMaMWC, HETAKENBIMU HENPOTNCUXMHECKUMMU
pacctponcteamu. MpuHKUMaLOT Npenapat nepopasnbHo 1 pa3 B
Hepento B fose 7,5-10 mr/m? B Te4eHue 6 Mec u bornee.
LuknocnopuH

LnknocnopuH B coveTaHun ¢ MK cylwecTBEHHO yMmeHbluaeT
ypOBeHb NPOTEUHYPUn* [44] n MOXKET OblTb anbTepHaTUBHbLIM
npenapatom ang nevyeHus K-pesncTeHTHbIX 60/IbHbIX C HEd-
POTUYECKUM CUHAPOMOM, OOYC/IOBJIEHHLIM MEMOPaHO3HbIM
Hedputom® [53]. JleyeHne HavuHatoT ¢ Ao3bl 3—3,5 Mr/Kr B
CYT B 2 NpUEMa, Yepes HeAento eé NOCTEeNEeHHO yBENNYMBatoT
00 5 Mr/Kr B cyT. [py AOCTUKEHMUM peEMUCCUM [03Y Npenapa-
Ta CHWXKaIoT A0 NoAAepXuBatoLen 2,5 Mr/Kr B CyT.

AMMHOXUHOJIMHOBbLIE NMpenaparbl

XNOPOXUH U TMAPOKCUXIOPOXMH OKa3blBaOT NMPOTMBOBOCMA-
JIUTENbHBIA, UMMYHOMOAY/IMPYIOLWMIA, TUNOAUMUAEMUYECKHUNA,
aHTWarperaHTHbin 3ddeKTbl. JaHHble npenapaTtbl (Mpeumy-
LLEeCTBEHHO TMAPOKCUXSIOPOXMH, KaK MeHee TOKCUYHbIN) Npu-
MeHs10T Npu CKB ¢ HU3KOW aKTMBHOCTbLIO B I0MONHEHNe K K.
XNOpoxuH HasHavatT B gose 0,125-0,25 r/cyt, a ruapo-
KCuxopoxmH — 0,1-0,4 r/cyT B TeYEHNe ANUTENbHOro Bpe-
MEHU, YTO CMOCOOGCTBYET NOAAEPKAHWUIO PEMUCCUN U Npeay-
NpexaeHuIo peuManBoB.

UMMyHOrno6ynuH ana BHyTPMBEHHOIO BBELEHUS

BBUI [MMMYyHOTIO0BY/IMH YeNOBEYECKMM HOpManbHbIn (IgA +
1gG + IgM)] Ha3Ha4aloT NPU BbICOKOM U KPU30BOM aKTUBHOC-
T 3aboneBaHunst B KypcoBow fo3e 0,8-2,0 r/Kr, KOTopyto
BBOAAT B 2—3 nNpuémMa B TeyeHue 2—3 nocnenoBaTesibHbIX
OHen unu yepes aeHb [54]. Ana npodunakTnKm n neveHuns on-
NOPTYHUCTUYECKUX MHDeKunn npu CKB, npoTekaiouwen 6e3
BbICOKOW aKTMBHOCTH, UK B Nepuoa peMmccumn 3aboneBaHuns
noctaToyHo gosbl 0,4-0,5 r/Kr.

MNMoKkagdaHua K npumeHeHnto BBUT:

® BbICOKas U Kpu3oBas akTMBHOCTb CKB;

®  TpoMOOUMUTONEHUS, MAaHUUTONEHUS;

e nopaxeHue LUHC;

° jfleyeHue 1 NpodunaKkTuKka MHPEKLMOHHBIX OCTOXHEHWUN.
A6contoTHOE NPOTMBOMNOKa3aHMe K Ha3HavyeHuto BBUIT — ce-
NIEKTUBHbIN aedunumT IgA.

Apyrue npenaparbl

Mpu Hannuuun y 6onbHoro BTopmnyHoro APC ¢ uenbio npodu-
JTAaKTUKM TpomM603a HEOOXOAMMO AOMOHUTENbHO HAa3HAYNUTb
aHTWarperaHTbl — HU3KKWE [03bl aLETUICANTULMIOBON KUCNO-
Tbl (1—2 Mr/Kr), AMNnupuaamorn, a npu anu3ogax Tpom6o3a —
aHTUKOArynsHTbl NPSIMOro AeNCTBUS [FrenapuH HaTPUM C UHAN-
BMAYyanbHbIM NOAGOPOM A03bl NoA KOoHTponem AlTB, HM3Ko-
MONEKYNSAPHbIN FrenapuH (HaaponapuH Kanbuums)] ¢ ganbHen-
LWMM MepeBOOM Ha HenpsiMble aHTUKoarynsiHTel — Bapda-
PUH (AO3Yy MpenapaTta KOHTponupyloT no yposHio MHO) [54,
55]. Pekomerayembln kopugop MHO — 2-3 [56]. MNpu Bbipa-

YEHHOM cuHApoMe PenHo B nocnegHee BPeMs MCMNOJb3YIOT
npenapatbl npoctarnaHanHa E; — annpoctagun (400 MKr Ha
Kypc) [57].

AANbHEWLUEE BEAEHME

Bce petu, ctpapatowme CKB, nognexat gucnaHcepHoOMy Ha-
6noaeHunto. Heo6xoAMMO CTPOro BhINOMHATL PEKOMEHAALIMM
no Tepanuu n NabopaTopHbIM UCCNEef0BaHKUAM. 3TO NO3BONSET
NOALEPHKUBATL PEMUCCHUIO, CBOEBPEMEHHO pacno3HaBaTb Ha-
4ano o60CTpeHUs 3a60NEBaAHNA U KOPPEKTUPOBATL TEParuio.
Mpun HaxoxaeHnn pebEHKa BHe cTalMoHapa cneayet 1 pa3 B
mMecsL, (NP1 HeOBXOAMMOCTH Halle) NPOBOANUTL OOLLMI aHanu3
KPOBMW M MOYM, MPU HEOBXOAMMOCTU (MOHUTOPMHI NoKa3aTe-
Nen, KOHTPOo/b 3a nepeHocumocTbto JIC 1 np.) — Guoxmmuye-
CKMIM aHanu3 KpoBu. [MnaHoBYIO rocnutann3aLmio B crneuua-
JIM3UPOBaHHbIE CTaLMoHapbl AN AMHAMUYECKOro Habnoae-
HWS NPoBOAAT 1 pa3 B 6 Mec; rocnuranuaanmio ocyLLecTBS-
0T TaKXKe nNpu 060CcTpeHnn 3aboneBaHns. B ycnoBusx ctauu-
OHapa NPOBOAAT KOMMJIEKCHOE 06cNiejoBaHue, BKIOYatoLlee
06WHUN N BUOXMMUYECKMI aHaNM3bl KPOBU, MMMYHOMOMMYeC-
Koe uccnefoBaHue, onpeaeneHne aHTUKapaMonunUMHoBbIX AT
M BOMYAHOYHOrO aHTUKOarynsHra, Koarynorpammy, aHanus
MO4YM OBLUMI, HA CYTOYHYIO NPOTEUHYPUIO, N0 HEYNMOPEHKO U
no 3uMHULKOMY, Npoby Pebepra, 3K, Y3U opraHos 6ptoLu-
HOM nonocTu, noyek, AxoKIl v gpyrne nccnegoBaHus No Noka-
3aHuAM.

MnaHoBoe CHUXeHWe 1o3bl K NPoBOAAT NO MHAWBWAYabHON
cxeme. bbICTpoe cHUXeHue unu peskas otMeHa MK moxet
NPUBECTU K PasBUTUIO «CUHAPOMA OTMEHbI» (HaAMNO4YE4YHUKO-
Basi HELOCTaTO4YHOCTb) U 06OCTPEHUIO 3aboneBaHus.

NMPOrHO3

Bnarogapsa coBeplueHCTBOBaHUIO Tepanuu nNporHo3 npu CKB
y OeTer CyWeCTBEHHO YNyylWaCcs, NO3TOMYy YCTaHOB/IEHWE
3TOro AMarHo3sa He cnefyet paccMaTpuBaTh B Ka4ecTBe npej-
BeCTHUWKa daTanbHoro ucxoaa [3]. B nocnegHue gecatuneTms
o6Las NATUNETHAS BblIXXKMBaAeMoCTb 60/bHbIX CKB, 3a6ones-
lUMX B AE€TCKOM Bo3pacTe, gocturna 95-100% [41, 50, 58],
BbIXXMBAEMOCTb AeTeln C BON4YaHOYHbIM HeDPUTOM COCTaBNA-
eT 88,6%, a y nauneHTtoB ¢ Hedputom Il n IV knaccoB —
82,4% [50].

MporHos npu CKB B nepByto o4epeab 3aBUCUT OT aKTMBHOC-
TW NaToNOrMYEeCKOro NpoLiecca v TIECTU NOPaXKEHUS BHYT-
PEHHUX OpraHoB (Npexae Bcero no4vek). Hanbonee Hebna-
rONPUATHBIMW MPOrHOCTUYECKMMU daKTopaMun SBASIOTCA
paHHee pa3BuTME HEeDPOTUYECKOro CUHApPOMa, 0COBGEHHO
npu HanM4YUK apTepuanbHON TMNEPTEH3UN U NOYEYHON He-
[I0CTaTO4YHOCTH, pa3Butne APC, Taxénoe nopaxeHue LLHC,
npuUcoeanHeHne OnMnoOpPTYHUCTUYECKUX MHPEKLUMA Ha doHe
npMémMa MMMYHOCYMPECCAHTOB, a TaKXe HW3Kasa npuBep-
YEHHOCTb JIEYEHUIO CO CTOPOHbI 60/IbHOIO U Y1EHOB CEMbMU.
PaHHee onpeaeneHne BO3MOXHOI0 NporHo3a 3abonesaHus
Nno3BONSET BbIAENATb rpynny 601bHbIX HAMGONbLIErO PUCKA,
Tpebyowmx 0cob60ro BHUMaH1s Bpaya M NpoBeAEHNS yXKe B
Ha4yaNbHOM Nepuoae WHTEHCMBHOW MMMYHOCYNPECCUBHOWM
Tepanuu.
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