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BBepeHue. YptukapHbii Backynut (YB) xapakre-
pU3yeTcsa KIMMHUKO-MATONOrM4eCKon KapTUHON NOBTOPS-
IOLLMXCH 3MM30A0B KpanuBHKLIbI, B OCHOBE KOTOPbIX Ne-
XaT rmcronormyeckne ocobeHHOCTH, COOTBETCTBYHOLLME
nevikoumMToknacTnyeckomy Backynuty [1-3]. JaHHoe 3a-
HboneBaHue sSBMSETCA MAMOMNATUYECKAM ANst MHOTMX Ma-
LUMEHTOB, OQHAKO OHO MOXET COYeTaTbCsl C ayTOUMMYH-
HbIMM 3a0oneBaHUSMU, MHPEKUMAMU, peakumsmmn Ha
nexkapcTBa WUnn NposBnATLCH B BUAE napaHeonnacTmye-
ckoro cuHgpoma. McDuffie n coaet. B 1973 . onucanu
cryya, B KOTOPOM KpanuBHuLa He Bblna eAMHCTBEHHbBIM
npeobnagarwmm  KINMHUYECKUM MNPOSBIIEHMEM Nel-
kouuToknactuyeckoro Backynuta [1]. Mpu atom Bbinu
BbISIBNEHbl apTpanruv, CUHOBUUTbI U CHUKEHWE YPOBHS
komnnemeHTa. OanH NaumveHT Men KNMHUYecKue npo-
SIBMEHMS NaToNorMm Co CTOPOHbI XXeNyA04HO-KMLLEYHOIO
TpakTa, y gpyroro 6b11 o6HapyxeH rmomepynoHedpuT. B
AanbHenwmnx HabniogeHnsxX LWMPOKO ONucaHbl pasnuy-
Hble BapuaHTbl ¥YB, HaunHas oT OTHOCUTENbHO Nerkoro
KMMHNYECKOrO TeYeHUs, MPOSIBMSIOLLErocs TOMNbKO Kpa-
NMMBHULEN, 3aKaH4yMBas arpeccuBHbIMU, OYeHb Gones-
HEHHbIMW 1 NOTEHLUMArNbHO ONAaCHbLIMW ANS XU3HWU MYb-
TUCUCTEMHbBIMU PacCTPONCTBaMM.

TepmuHonoeaus. Ons YB xapakTepHbl pasnuyHble
KOXHble, Ceporiornyeckne U CUCTEMHbIE MPOSBIIEHUS.
OHwu BkMOYaloT B cebs1 HECKOINbKO BapyMaHTOB: MMNOKOM-
NNeMeHTEMUNIO, KOXHble NPOSIBNEHUS B BUAE Backynuta
n aptputa [1]; KpanuBHULY, apTpanrnm, HEKPOTUHECKUI
BackynuT [4]; CKB-nogo6HbI cuHapom [5] u cuHgpom rm-
MOKOMMIIEMEHTEMMUN C YPTUKapHbIM Backynutom (HUVS)
[6]. CTeneHb BblpaXeHHOCTU AaHHbIX CUMITOMOB MOXET
BapbMpoBaTb OT KPanUBHWLIbI C MUHUMArbHbLIMW MPO-
SABMEHVAMW BacKynmMTa 40 CUCTEMHOrO Backynuta ¢ Mu-
HMMarnbHbIMWU KOXHbIMW MPU3HaKaMu KpanuBHWLbI Ha
dPOHE rMNoKOMMNIIEMEHTEMUN.

Bnudemuonozusi. YB saBnAeTcs OTHOCUTENbHO pen-
kum 3abonesaHvem [7]. OH valle BCTPeYaeTCcs Yy XeH-
WMH 1M MMeeT nuKk 3aboneBaemMoCTM Ha 4YeTBEpPTOM
pecatunetumn xmsuu [8—11]. CpegHaa npoaormkuTenb-
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HOCTb 3aboneBaHus 3 roga, MakcMMarbHasi cCocTaBnsana
23 roga [10, 12]. YB penko BCcTpeyaeTcs y AeTeu, 3ape-
rMCTPUPOBAHO BCErO NSITb CryvaeB AaHHoro 3abonesa-
HWS B AeTckom Bo3pacTe [13—16], npu aTom oTMevaeTcs
nopaxxeHwe noyek B Buae rnomepyrnoHedputa [16].

lucmonamonozus. YB siBnseTcs NnenkounuToknacTtu-
Yeckum Backynutom [2, 3, 17]. BocnaneHue npoucxo-
AWT B CTEHKax KanunnspoB M NOCTKaMUINSAPHbBIX BEHYI.
OTek aHOoTenuanbHbIX KMETOK MOXET ObiTb AoCTaTou-
HO Cepbe3HbIM U CMOCOOCTBOBATL OKKIMHO3UWM NMPOCBEeTa
cocynoB Koxu. OTnoxeHus ubpuHa BHYTPU U BOKPYT
CTEHOK, 0bpasyoLme TpoMObI, Takke CyXalT NpocBeT
Kanunnapos. BonblWMHCTBO naumeHToB C YB umetoT
OTNOXEHUSA UMMYHOINOOYNUHOB, KOMMeMeHTa U u-
OpuHa B cTEHKax COCyaoB, BUAMMbIE MPU UMMYHOMHO-
OpecLUeHTHOM aHanuae. [laHHble MIMMYHHbIE KOMMIEKChI
pacrnonaratoTcst Ha 6a3anbHo MmeMmbpaHe 1 NPUBOANAT K
aKkTMBaUMM TY4YHbIX KNETOK, BbICBOOOXAEHUIO hakTopa
Hekpo3a onyxonen (TNF-), ycunusaroT NpUTOK 303MHO-
¢u1noB, HENTPOUNOB, KOTOPbIE, B CBOIO o4yepeab, Bbl-
AenslT npoTeonutuyeckne depMeHTbl, NOBPeXaato-
LuMe CoCyamncTyto cTeHky [18-20].

KoxHbie nposisrieHusi. Bo MHOMMX criyvasix KOXHble
nposiBneHns YB npakTu4yeckn HEOTNINYMMbI OT annepru-
YeCcKoN KpanuBHULUbI. TeM HE MEHEE HEKOTOPbIE KITUHU-
YecKMe NpU3HaKK ABMSOTCS NONE3HbIMU, XOTS U HE CYK-
TarTCA 3Ha4YMMbIMU B andpdepeHumnaumm YB ot apyrmx
dopm kpanveHuLbI [8]. ImetoTcs TPYAHOCTU B KNUHMYE-
CKowv guarHoctuke YB npu BO3HUKHOBEHUM OTeka KBUH-
Ke, KOTOpbI OMUCLIBAETCS HEKOTOPbIMW aBTopaMu Y
42% naunenTos ¢ YB [10].

CucmemHble nposierieHus. BHekoxHas cumntTomaTu-
Ka JOBOMbHO pa3Hoobpa3Ha M YacTo CBsi3aHa C YMEHb-
LLIEHNEM B CbIBOPOTKE KPOBW YPOBHS KoMnnemeHTa [21].
XKenygoyHo-kuweyHble CUMNTOMbI BKMtoYaT 6onm B
XMBOTe, TOLLHOTY, PBOTY, AMapeto 1 HabnogaTcs npu-
mepHo y 17-30% naumeHToB [11]. CO CTOPOHbI KOCTHO-
CyCTaBHOW CWUCTEMbI BbIAENAT apTpanruv, apTpuThl,
BCTpeyatowmecs B 50—75% cnyyaes. [laHHble anobbl,
KaK MpaBuIio, HOCAT BPEMEHHbIN XapaKTep 1 pa3BmBatoT-
Csl MapannenbHO C KOXHbIMKU nposiBneHuamu. Natono-
rMMYecKnii NPoLLEeCC Yallle 3axBaTbiBaeT CyCTaBbl KUCTEMN,
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NOKTEWN, KOMeH, NoAbbKek 1 cton [22—-26]. MNpoTenHypus
unu rematypus sctpevatotces B 20—30 % naumeHToB ¢ rv-
MOKOMMIIeMeHTapHbIM YPTUKaPHbIM BacKyrnMTOM 1 MOTYT
NMPUBECTU K NOYEYHOW HEeJOCTAaTOYHOCTU C pasBUTUEM
ee TepMuWHanbHOW cTaguu, Tpebytowen guanmsa [11,
15, 27]. Y naumeHToB C HOpMarsbHbIM YPOBHEM KOMIMMe-
MeHTa B CbIBOPOTKE KPOBW OObIYHO He pa3BuBaloTCS 3a-
HoneBaHusi NoYek, ogHaKo NponMdepaTUBHLIN roMepy-
NoHeMPUT B pedKnX criyqasix MOXeT umetb mecto [11].
XpoHuyeckasi o6cTpykTuBHas 6onesHb nerkmx (XOBJT)
BcTpevaetcs y 20-30% naumeHToB. [Mpu Ouoncum y
HEKOTOPbIX M3 3TUX MaLMEHTOB BbIABMANCA NENKOLU-
Toknactnyeckuin Backynut [10]. OdTanemonornyeckme
OCNOXHEeHNs BcTpevatoTca meHee Yyem y 10% naumen-
TOB, M3 HUX BbIGEMSIOT AMUCKNEPUT, YBEUT U KOHbBIOH-
ktmBuT [11]. KpoBOoXapkaHbe, 9KCCyoaTVBHbIN MIEBPUT,
nepukapauT 1 TamMnoHaga cepgua BCTpeyarTcst KpanHe
peako [28]. EAMHUYHbIE HaxXodKM BKMOYaloT B cebs oTek
KBuHke, nuBeno, 6onesHb PelHoO, MMO3uTbI, Napanuyu
HepBOB U nonepeYHbi mmenut [9, 11, 21].

MporHocTnyeckn YB MOXHO pasgenuTb Ha ABe rpyn-
Mbl, OCHOBAHHblE Ha YPOBHE KOMMSIEMEHTa CbIBOPOTKU
KpoBW. MauneHTbl ¢ HOPMOKOMMNIIEMEHTAPHBIM ypPTUKap-
HbIM BaCKyNMTOM MMEIOT NyYLUNIA NPOrHO3, U, KaK npasu-
10, He MMEIOT acCOLMUPOBAHHbIX C KOXHbIMU BbICbINaHu-
SAMW CUCTEMHbIX MPOSABIEHNI NN UMEIOT MUHUMATbHYHO
CMMMTOMATUKY, COCTOSALLYIO M3 apTpanrum, nvMxopagku,
nypnypbl unun 6onen B xwuBote [11, 21]. C gpyroi cTtopo-
Hbl, MPaKTU4eCckn y BCeX BOMNbHbIX C rMNoKoMnemMeHTap-
HbIM YPTUKAPHBbIM BacKyfIMTOM CUCTEMHbIE MPOSIBIEHUS
npucyTcTBytOT. [aHHble nabopaTopHbIX MCCrefoBaHUn
BbISIBMSAOT MOBbILLIEHWE CKOPOCTWM OCEeLaHUsi SpUTpoLm-
T0B (COJ) 1 rMNoKoMnIeMeHTEMUIO 1 ABMSKOTCA Hanbo-
nee pacnpocTpaHeHHbIMU HapyLleHNAMU. [OBbILLEHHBIN
yposeHb COQ3 BcTpeyaeTcs NpuMepHO Y 75 % naumeHToB,
0OHAaKO 3TO He ABNSETCH CneumdUyHbIM U HUKaK He Xa-
pakTepusyet TsbkecTb 3aboneanus [18]. Mmnokomnne-
MeHTeMUs ABnsieTcs 6onee YyBCTBUTENbHBIM MapKePOM,
rOBOPALLMM O Hanu4uMm CUCTEMHbIX nopaxenun [8, 10,
21]. Yawe Bcero ygaeTtcs BbISIBUTb CHWDKEHUE YPOBHEWN
komnnementa C1, C2, C4, C3 n CH50/100 [1, 18, 21].
CTtout OTMETUTb, 4YTO HU3KMe 3HadeHuss C3, C4, Ciq
ABNATCA Hanbonee BaXHbIMM M CNeLUUYHLIMU AMA
AaHHon natonornv. Y 6onblWMHCTBa NauMeHToB NpucyT-
CTBYIOT TaKke LUMPKYNMpyoLWmre UMMYHHblE KOMMIEKChI
[1, 18]. OnucaHbl cnyyan onpepenexnsa aHtuten (IgG)
K konnareHy [29, 30]. 3Tn aHTUTENa MOryT ObITb NPUYK-
HOWM CHWXEHWS B CbIBOPOTKE KPOBW YPOBHSI KOMMIIEMEH-
Ta C1q. lNoxoxune aytoaHTUTENa MHOrA4A BCTpeYarTcs Y
naLunMeHToB C CUCTEMHOW KpacHOW Born4yaHkow [31], cuH-
apomom lygnacyepa [31] 1 npu ngnonatnmyeckoMm Mem-
OpaHonponudepaTBHoM rromMepynoHedpute [32] Ges
ypTukapHoro BackynuTa [33]. OgHako natoreHeTnyeckas
ponb anst aHTn-C1q aytoaHtuten npu CKB mnu yptukap-
HOM BaCKynuTe ABNSETCS HeonpeneneHHoN.

McDuffie u gp. [1] n Agnello n gp. [5, 31] onucanu
nauneHToB C CUHAPOMOM FMMOKOMMNIEMEHTEMUN N pe-
unamsupytowern CKB, y KOTOpbIX MMenachb KpanuBHU-
ua, remopparvyeckne MnopaxeHus KOXW, HU3KUA TUTP
KOMMNeMeHTa U aHrMOHEeBPOTUYECKMI OTeK, Hapsdy C
knaccudeckumn nposieneHnamm CKB. C Ttex nop onu-
caHo Gonee 100 cnyyaeB gaHHoro 3aboneBaHus [4],
W 3TOT CUHAPOM nonyyun HasaHve HUVS (cuHgpom
TMNOKOMMNMEMEHTEMUM C YPTUKAPHbIM BacKkynvMTom) [6,
15—-19]. TockonbKky HekoTopble ocobeHHocTn HUVS
aHanornyHbl CKB, HekoTopble aBTOpbl NpegnonaraoT,
yto HUVS sBnsietcsa HeobblyHbIM Tnom CKB [5]. Oua-
rHocTnyeckune kputepun HUVS Bnepsble Gbinn onncatbl
Lsapuem [13], KOTOPbI YyCTaHOBWI OCHOBHbIE U BTOPO-

AEPMATOBEHEPOAOI'HUA

cTeneHHble kputepun. OCHOBHBIMU KpUTEPUSIMU SIBIIS-
I0TCA KpanuBHMLA, Npoformkatowasn donee 6 mecsues,
1 runokomnnemeHtTemus. Mansimu kputepusimu (oga 3
KOTOpbIX HEOOXOAMMbI AMS MOCTaHOBKM AMarHosa) siB-
NSATCA apTpanrus Unu apTpuT, YBEUT UMK SMUCKIEPUT,
rrnoMepyrnoHedpuT, peumansupytole 6onm B XunBoTe,
n3MeHeHne ypoBHa aHTM-C1q ayToaHTuTen. YpoBHU
komnnemeHTa C3 n C4 moryT BapbupoBaTb 1 CNOCOOHbI
COXpaHATbCA B Npegernax HopMbl Aaxe BO BPEMS aKTUB-
HOro nposieneHns 3aboneeaHusi. OgHako y Bcex nauu-
eHToB ¢ HUVS oTmeuvaeTcs BbipaXeHHOe CHUXeHue B
cbiBOpoTKe KpoBu ypoBHA C1q (IgG aHtuTen) [5]. XoTa
aHTn-C1q aHTUTEna obHapyXXuBakwTCs Npu psge ayTo-
UMMYHHbIX 3a00neBaHUi, OHN SBNATCS OTHOCUTENBHO
cneumdunyecknm mapkepom HUVS n CKB [5].

AHTUreHbl Npu YB MoryT 6bITb Kak ayTonornyeckue,
TaK M 9K30reHHOro NMpPOUCXOXAEHUS, HaNpUMep nekap-
CTBEHHble BellecTBa WM WUHekumn. Mpumepom no-
cnepgHux siensieTcd renatut C 1 NOBEPXHOCTHBIN aHTUreH
renatuta B, koTopble Obiny BblAeNeHbl Kak U3 LMPKynu-
PYHOLLMX MMMYHHbBIX KOMIMEKCOB, TaK U U3 NMOPaXKEHHbIX
COCyOB KOXW HEKOTOPbIX NauMEHTOB C YPTUKapHbIM
Backynutom [16]. OpgHako, ans 6onblIMHCTBA NaLMeH-
TOB a@HTUIEH B MMMYHHbIX KOMMMEKCax HEBO3MOXHO
onpegenute. Hanpumep, YB MOXET BO3HUKHYTb nocrne
pas3nunyHbIX BO3AENCTBUIA OKpYXatoLen cpedbl Unm no-
cne nepoparnbHOro fnpuemMa MMMYHOTEHHbIX BELLECTB.
MpuvemM NULKM unm nNekapcTe MOXeT ObITb CBA3aH ¢ 060-
ctpennem YB [15, 16]. Y ogHoro nauueHTa YB Heus-
BECTHOWN 3TMONornm Bbin M3neyeH 3a cyeT anumMmuHaumum
13 OWeTbl ONpedeneHHbIX MuLEBbIX npogykTtoB [17].
CornacHo gpyrum coobLieHusm, YB cBsizaH ¢ npuemom
NEKapCTBEHHbIX CPEACTB, TakuMX, Kak LUUMETUOUH, Me-
ToTpekcaT un npokavHamug [12]. CemelHas xonogosas
KpanuBHULbI, SBMSSCH PEeOKMM ayTOCOMHO-AOMUHAHT-
HblM 3aborneBaHveM, Takke MOXeT covetatbca ¢ YB.
XOTH Npu 9TOM XONI040BOW TECT ByAeT oTpuuaTenbHbIM,
a obLuee Bo3adencTBMe xonoga byaeT BobidbiBaTh YB, nu-
XOpafKy, ronosHble 6onu, aptpanrui, 6onm B XnBoTe 1
nenkoumntos. OnuncaHbl cryyau, B KOTOPbIX yKa3blBaeTCs
CBSA3b MEXY KpanuBHULEN, BACKYNUTOM 1 afeHOoKapLuu-
HOoMOW TorncTon Kuwku [19]. HakoHew, COnMHEYHbIn unm
yneTpadroneToBbIN CBET MOXET CrocobCcTBOBaThL pas-
sutuio YB [20, 30]. Bce nsnoxeHHoe nogyepkMBaeT, YTo
BbISIBITIEHNE COOTBETCTBYIOLLEIO aHTUreHa MOXET Cho-
cobcTBOBaTL ONpedeneHuto TakKTUKK NeYeHns.

AHTUIMCTaMVHHBIE MpenapaTtbl MPUMEHSIOTCA  ANnd
yCTpaHeHWs CUMMNTOMOB 3yAa, U X MOXeET ObITb JOCTaTOu-
HO Ansi ieYyeHns nerkMx BapuaHToB YB, onpegensowmx-
Cs1 TONbKO KOXHOW cumntomatukon [13, 14, 17]. OgHako
aHTUMMCTaMUHHbIE NpenapaThbl OKa3bIBaT MUHUMAasbHOE
BMUsIH/E Ha UMMYHHbIE KOMMMEKChI, Bbl3blBaloLLe BOC-
naneHvne, NO3TOMY HEKOTOPbLIM NaLueHTaM MOXET NoTpe-
6oBaTbCs KOPOTKUI KypC KOpTMKOCTeponaos. Kpome Toro,
npu neyeHnn YB 6e3 cucTeMHbIX NPOSABEHNI BO3MOXHO
Mcrnonb3oBaHne ApyrMx npenapartoB, He obnaparoLumx
BbIPa>X€HHbIMM MOBGOYHBbIMKU 3hdEKTAMM MO CPABHEHMHO
C CMCTEMHbIMW FINOKOKOpPTMKOCTepomgamm. K HUM OTHO-
CATCA MHOOMETALMH, MMAPOKCUXIOPOXMH U AarncoH, XOTH
1 9TV Npenaparbl UMetoT NoBoYHbIE AencTBUSA. HecMoTpst
Ha TO YTO MEXaHW3M OEeVCTBUSA AarncoHa eLle nroxo m3-
YYeH, CYUMTAETCa YTO ero NpOTMBOBOCMANUTENbHBIA 3d-
EKT 3aKMYAETCA B CHUXEHUM YPOBHS NUMEOLMUTOB,
nogaBneHMn XecMoTakcuca HeMTPOUIOB U akTuBaumm
komMmnnemeHTa [26]. K no6o4HbIM SBNEHUSM NpUMEHEHNS
AarncoHa OTHOCHATCS rofoBHble Gonu, aHemus u, camoe
rnaeHoe, arpaHynountos. ¥ nauueHto ¢ HUVS otmeva-
eTcs 6ornee BbIpaXXeHHbIN OTBET Ha NPUMEHEHWe Janco-
Ha. [MOPOKCUXITOPOXMH, KOTOPbIN MOXET MHIMOupoBaTb
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BbICBODOXAEHNE NMM30COMaribHbIX (PEPMEHTOB U UHTEP-
nemnkuHa-1, okasbiBaeT adpdektTusHoe aevictere y 50%
naumeHToB ¢ YB, orpaHMYeHHbIM TONbKO KOXHBLIMWU MpPO-
aneHvamu [24, 27]. MNpuMeHeHne rMapoKCUXITOPOXMHA,
Kak npaBuno, 6e3onacHo, HO NPy 3TOM HEOBXOAUMO exe-
rogHoe odpTanbMorornyeckoe obcrefoBaHue Ans Uc-
KMOYEHUsT MHAYLIMPOBAHHOW peTuHonatuu. MNauveHtam c
YB B coyeTaHun ¢ CUCTEMHBIMU NPOSIBNEHNAMM OObIYHO
NPUMEHSIFOTCA CUCTEMHbIE TTTHOKOKOPTUKOCTEPOUAbI, Y BO
MHOMMX cryyasix TpebyeTcs gnutenbHas Tepanus Kop-
TMKOCTEpOUAAMU AN YBENUYEHUST BPEMEHUN PEMUCCUMN.
MmetoTcst paboThl, B KOTOPbIX FOBOPUTCSt O NMPUMEHEHUN
OpYrmx MMMYHOCYNPECCOPOB, TakuXx, Kak asaTtuonpuH [12,
14, 20], umknodoccamng [12—15], umknocnopuH [20, 30].
MauneHTtam c renatutom C 1 YB 06bl4HO HasHavaeTcs
anbga-nHTepdEepPOH 1 pudaBupuH, kKoTopble 3hdEKTUB-
HO MoA@BnAT pennvkaumio Bupyca renatmta C u, kak
CNEeACTBUE, CHXKAKT KNMHUYeckue nposierieHns YB [24].

KnuHuyeckul criydali »3 Hawen npaktuki. bornb-
Has J1., 39 nert, nocTynuna Ha cTtauuMoHapHoe neyeHve
B KKB CI'MY c xanobamu Ha BbICbINaHNs Ha KOXe Tymno-
BULLA, KOHEYHOCTEN, MHTEHCUBHBIN 3ya, XOKeHne B o4a-
rax. 13 aHamHe3a n3BecTHo, 4To GonbHoM cebs cumTaeT
OKOmMo ABYyX MecsiueB (C Havana uioHs 2013 r.), korga
NOSIBUNMCh NEPBbIE BbICbINAHWS Ha ThiNe KACTEN, NocTe-
NEeHHO pacnpocTpaHuBLUMECS Ha ApYrne y4acTKM KOXHO-
ro NOKpoBa, NPUCOEANHUIICS BbIpaXXeHHbIN 3ya. Hayano
3aboneBaHns HK C YeM He cBsdblBaeT. [Monyyana neye-
HWe y ZiepmMaTtorora no MecTy XUTenbCTBa C AUArHO30M:
«OcTpasi kpanuBHML@» MPONTIOHIMPOBAHHBLIMU  [ITHOKO-
KOPTUKOCTEPOMAAMU, AHTUIMCTAMUHHLIMU MpenapaTa-
MU, 3HTepocopbeHTaMn — C paspeLleHneM npouecca.
PeunaovB ¢ KOHL@ WIOHSI, CAMOCTOSITENBLHO MpUHMMAara
aHTUrMCTaMUHHbIE NpenapaTtbl — 0e3 addekTa. Pes-
koe obocTpeHue okono 10 AgHeln: oTMeTuUNa nosiBNeHve
3yAsILLMX BbICbINAHUA MO BCEMY KOXHOMY MOKPOBY, OTEK
ryG, no mMoBOA4y Yero nony4vuna nevyeHne rmnoceHcnbum-
nuaMpyroWMMKM  npenapatamu  (Tuocynbdart HaTpus),
AHTUIMCTAaMUHHBIMU CPELCTBaMU, MPOSNTOHIMPOBaHHBIMM
rMIOKOKOPTUKOCTEPOMaAamMu (keHanor) — 6e3 achdekTa.
Ha atom doHe oTmevanoch NoBbILEHME TeMMepaTypbl
Tena go pebpunbHbIX LMdp, OTEYHOCTb FONEHOCTOMHBLIX
CyCTaBOB, MOSIBIIEHNE CBEXMX BbICbINAHWI Ha KOXe ne-
BOW pyKK, OONu, XoKkeHWe B o4are; BbiCbIMaHWsi, CO CroOB
bonbHON, CyLlecTBOBanNu Aosblle 00bIYHOrO, Ha MecTe
pa3peLUMBLUMXCS 3MIEMEHTOB MaLMeHTKa oTmevana no-
SIBNEHne «KpoBomanuaHuny. Obpatmnacbh Ha KOHCynbTa-
uuto B KKB CI'MY. lNocnutanuaunpoBaHa gns obcnenosa-
HUSI N NEYEHNS C MArHO30M: «YPTUKAPHbIA BaCKyNnT».

Mpu ocmoTpe 6onbHOM — doToTUn Koxm 2. [NaTtono-
rMYeCcKnin NPOLECC HOCUT OUCCEMMHUPOBAHHLIN Xapak-
Tep. JlokanuaytoTcsi BbiCbiNaHWUs NPEMMYLLIECTBEHHO Ha
KOXXE BEPXHUX U HWKHUX KOHEYHOCTEW, pacrnosnioxeHve
YacTu 3f1EMEHTOB COOTBETCTBYET MPOEKLMSAM COCyau-
CTO-HEPBHbIX Ny4koB (puc. 1). dddnopecueHuun npea-
CTaBMEHbl ypPTMKaApUSIMM SSPKO-PO30BOTO LiBETA, OKPYTIoN
HenpaBunbHoON opmsbl, pasmepamn go 10,0 cm B ana-
mMeTpe, 6OMbLIMHCTBO U3 KOTOPbIX C remMopparn4yeckum
KOMMOHEHTOM (puc. 2). Ha koxe nesoro nneva, npea-
nneybsi, 6egpa Ha MeCcTe paspeLUMBLLMXCS YPTUKaPHbIX
3NeMEHTOB remopparnyeckmne natHa (puc. 3).

B craumnoHape 6bIr10 Ha3Ha4YeHO NeYEHNE — CUCTEMHbIE
rMIOKOKOpTUKOCTEponabl B fo3e 90 Mr no npenHW3onoHy C
NOCTENEHHBLIM CHVDXKEHUEM [0 MOSIHOM OTMEHbI, Npenaparhbl
Kanusi, a3HTepoCcopbeHTbI, aHTUTMCTAMUHHbBIE CPEACTBa 2-T0
nokorneHus. Ha ¢oHe npoBeneHHON Tepanvu natonormye-
CKMI NPOLIECC Ha KOXeE paspeLUmiCs MONMHOCTLIO.

Mpun obcnenoBaHm GbINKW BbISBMNEHBI CrieayoLme ns-
MEHEHMS: B KMMHMYECKOM aHanvae KpoBu Npu nocTymnre-

Pwuc. 1. MauneHTka J1. 39 net ¢ ypTMKapHbIM BaCKyNIMTOM.

Puc. 2. YpTrkapHble 1 remopparnyeckue BbiCbiNaHNsA y naum-
eHTku J1. 39neT ¢ ypTrapHbIM BacKynmTOM.

Puc. 3. lemopparunyeckue BbiCbINaHns Ha MecTe paspeLumBLLNX-
€Sl YPTUKapPHbIX BbICbINaHWUI y nauneHTku J1. 39 ner.
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HUM oTMevarncs neviko- n TpombounTos (19,9 n 430 cooT-
BETCTBEHHO). Ha dhoHe npoBoavMoON Tepanum nokasarenu
yBenuuunuce (nevikoumtsl 34,1, TpomGouuTel 526), Mo
noBody Yero Obira KOHCYNbTUPOBaHa remaroriorom. 3a-
KIMOYEHME: BTOPUYHBIA NENKOLMTO3 M TPOMOOLIMTO3 Ha
doHe nprema rmHKOKOPTUKOCTEPONOO0B. broxmmuyecknin
aHanu3 cbiBopoTkM kposn, OAM 6e3 natonoruum. MNpu no-
ctynneHnn CPB 3+, Ha coHe neveHus — CPB otpuua-
TenbHbIn. LE-kneTku, AT k HatneHon AHK oTpuuatenbHble.
MTU, BCK — B npeagenax Hopmbl. Ha peHTreHorpamme
OpraHoB rPyOHOW KMETKM MaTonorMn He BbISIBMEHO. OXO-
kapavorpaduss — B npegenax HopMbl. YpoBeHb 00LLEero
IgE11,9 (Hopma OO 120 ME/mn). MNpu obcnegosaHum Ha
renbMUHTBI Bbinn 06HapykeHbl IgG K 9XMHOKOKKY, B CBSI-
31 ¢ 4yeM Gbinu npoeedeHbl KT nerknx u MPT opraHos
OptoHon nonoctu. MNpu NpoBegeHU KOMMbIOTEPHON TO-
Morpadum naTonornm nerkmx He BoisierieHo. MPT opraHoB
OptoLuHo nonoct — MP-kapTHa XPOHUYECKOro XoneLm-
cTonaHkpeatuTa. aumeHTke pPeKOMEHOOBaHO AaribHEn-
Lwee obcnefoBaHve y MHPEKLMOHNCTA.

WMcecneposaH yposeHb C3, C4, C1q (C3-1,07 r/n,
C4-0,26 r/n) KOMNNEMEHTOB B CbIBOPOTKE KPOBW, BCE
nokasarenu obinu B npegenax HopMbl.

3akntoyeHue. YB MoOXeT UMeTb Kak uavonaTtuyeckuii
XapakTep BO3HWKHOBEHUS, TaK U BXOOWUTb B COCTaB CU-
CTEMHbIX 3aboneBaHUii UMM BO3HWMKATbL B accoumaummn ¢
pa3nu4HbIMK aHTUreHamu. Npy gaHHoM 3aboneBaHun na-
OopaTopHble AaHHble BKMHOYAT B ce0s1 NOBbLILLEHNE CKO-
POCTV OCEAaHMS APUTPOLIUTOB U CHIDKEHUE CbIBOPOTOYHO-
ro komnnemMeHTa. lNpegnonaratloTca accoumauuy Mexay
YPTVKapHbLIM BaCKyNMTOM U CUCTEMHOW KpacHOW BOMYaH-
KOW, TaK Kak UMEITCS HEKOTOPbIE CXOXME KIMHUYECKMe
NPOSIBMEHMS Y AaHHbIX 3a00MNeBaHWN, a Takke B CbIBOPOT-
ke KpoBM B 000X crnyyasix BbisiBnsitotcs C1q ayTtoaHTuTe-
na. HopmokoMnnemeHTapHble NauneHTbl OObIMHO UMEKOT
MUHUMarbHbIE MPOSIBIIEHNSI CUCTEMHOCTY MpoLiecca, YTo,
HECOMHEHHO, Iy4lle B MPOrHOCTUYECKOM OTHOLLUEHUM.
Tem He MeHee TMNoKOMMIIEMEHTapHbIE NaUMEHTbl UMELOT
CKITOHHOCTb K 6ornee cepbe3HbIM NONMOPraHHbIM MopaXxe-
Husm. OTBET Ha NedeHve OaHHOW NaTonorum siBnsieTcs
NepeMeHHOM BENMUYMHOW N MOXET peanmnsoBoBaTbCHa 3a
CYeT pa3HoOobpa3HbIX TepaneBTUYECKNX NpenapaTtoB. [Ons
neyeHus YB, orpaHW4eHHOro TOMbKO KOXHbIMW NPOSABMe-
HUSIMW, Yalle BCEro NMpPUMEHSIIOT aHTUIMCTaMUHHBIE Mpe-
napatbl, AanCOH, MOPOKCUXITIOPOXMH, UHOOMETAUMH Wn
KOPOTKUE KypcChbl KOpTUKOoCcTepouaoB. [Npu 6onee Tskenbix
KIMMHMYECKMX BapuaHTax, codeTarmx B cebe n cucrtem-
HYIO NaTosIONK0, Ha3HAYakOTCH CUCTEMHbIE KITFOKOKOPTUKO-
cTepovabl B 6oree BbICOKMX [03ax, a Takke Apyrme uu-
MYHOCYMNPECCUBHbIE Mpenaparbl, Takue, Kak asaTvonpuH,
umnknodpochamma, 1 LMKIOCMopyH.

OnucaHne JaHHOro KIMMHMYECKOTO cryvas sBrsieTcs
aKkTyanbHbIM B CBSI3W C BO3MOXHOCTbIO codeTaHus YB
C pasnUYHbIMU CUCTEMHBLIMK 3aboneBaHUAMU, UHEEK-
LUMOHHBIMK NpoLieccamm, MHOTME U3 KOTOPbIX SABISIOTCS
noTeHumanbHO MOpOGUaHbLIMK, LOBOSbHO CIOXHON Ana-
rHOCTMKOW AaHHoro 3aborneBaHusi HA A0rocnuTanbHOM
aTane, peakon BCTPEYaeMOCTbo AepMarosa, B CBSA3U C
YyeMm crneumanucTam pasnuuHbix npodunen (gepmaro-
rnioram, peemarorioram, MH(EKLNOHMUCTaM, TepaneBTam)
HeobXxoaAMMO HaMOMHUTbL O AaHHOW Hosororuu. Mpoee-
AeHHoe obcnenoBaHve, B YaCTHOCTU YPOBEHb KOMMMe-
MEHTa B CbIBOPOTKE KPOBW, MO3BONSAET NPEANONOXKNUTb Y
60OMNbHON AnarHo3: «YpTUKapHbIN BacKymnuT, HOPMOKOM-
NIEMEHTHbIA TUM».

Takvm 06pasoM, CyMMUpPYS BCE U3TOXKEHHOE, MOXHO
NPEeANONOX1Tb OTHOCUTENBHO GRAaronpUATHBIA MPOrHO3
ONs AaHHOM NauUMEHTKM (Y4MTbIBasi HOpMarbHbIA YPOBEHb
komnnemeHTa). BoamoxHo, passuTuio 3abonesaHus cro-

AEPMATOBEHEPOAOI'HUA

cobcTBOBaNoO Hanuuve MHMEKUMOHHOrO npouecca (3axu-
HOKOKKO3), B CBA3U C YeM JarnbHenwee obcnegosaHve 1
nevyeHune uenecoobpasHo B NPOUIbHBIX OTAENEHNSX.

B nutepatype 6binvM onucaHbl nogobHble crnyyam
coyeTaHuss YB ¢ pasnunyHbIMU MHAEKUNOHHBbIMWU 3a-
6onesaHuamu (renatut B, C). BoisBneHne aHTuTeEn K
9XVMHOKOKKY CBWMAETENbCTBYET O HEOOXOAMMOCTM Yrny-
OneHHOro AnarHoCTUYECKOro UCCNeaoBaHus y naumeH-
ToB C YB; npoBeaeHuns oHkonoucka, obcnenoBaHus y
pasnuyHbIX CNeLManvcToB (PEBMAaTonoroB, OHKOMOrOB,
WMH(EKLMOHNCTOB, reMaTornoros, rMHEKONOroB), No BO3-
MOXHOCTW onpegeneHne ypoBHs komnnemeHta C3, C4,
C1q B CbIBOPOTKE KPOBU B ANHAMMUKE, YTO MOXET NOMOYb
He TOMbKO B paspeLleHun KOXHbIX nposiBneHun, onee
paHHen AnarHoCTUKE U NeYeHMn NaTonorMm BHyTPEHHUX
OpraHoB, HO MHOrAa M NPOBEOEHUI0 NPEBEHTUBHBIX Me-
ponpuATWA, HanpaBrneHHbIX Ha NpefoTBpalleHne pas-
FINYHBIX OCMOXHEHUM U YrydlleHne KavyecTBa >XU3HU
6onbHbIX ¢ YB.
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