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JIEHEHHUE U ITPOT'HO3
NMMYHOI'JIOBYJIMH A-BACKYJIUTA (IgA-B)

benopycckuii rocy1apcTBEHbIN MEAULIMHCKUI YHUBEPCUTET, MUHCK

CoracHO JaHHBIM HOMEHKJIATYPbl CUCTEMHBIX BACKYJIUTOB, UMMYHO2N00VIUH
A-sackynum (1gAB) ompenensieTcs Kak BacKyJUT C MOPaKCHUEM MEJIKHX COCYJIOB
(KanmuJuISIpOB, BEHYJI WM apTEPHOJ) U OTJIOKEHHUEM B MX CTEHKE WMMYHHBIX KOM-
IUIEKCOB, COJlepKaluX npeumyiiectBeHHo IgA moaxmacca 1 (IgA1l). B mpouecc Bo-
BJICKAIOTCSI KOYKA M KETYIOYHO-KUILIEYHBIA TPAKT, YaCTO OTMEYAETCS HAJIUYHE apT-
puta. MOXeT pa3BUBATHCS TIOMEPYJIOHE(MPUT; KIMHUYECKH U MOP(POIOTHYECKU HE
otnuyatonuiics ot IgA-nedpomnaruu.

Odummanero ¢ 2012 roga tepmunAgAB 3amenun nypnypy lenneitna-I'enoxa.
DTO CBSI3aHO C pe3yJibTaTaMH MCCIEAOBAHUN 3a MOCJIEIHUE TOJbl MAaTOr€HEe3a 3TOr0
3a0oneBanus. [Ipu 3TOoM B KauecTBE OMPEESIONEro naroGu3noIornieckoro ak-
TOpa OCHOBHAsS POJIb OTBOAUTCS OTI0KEHHIO aHOMaIBbHOTO |gA B COCYAMCTON CTEHKE.

VY nopasstoniero 0oJbIMUHCTBA MankeHToB ¢ [gAB oTMmedaercs crioHTaHHOE
BBI3JIOPOBJICHUE, TTO9TOMY OHU MOTYT TOJIy4aTh JIEYCHUE B aMOYJIATOPHBIX YCIOBHSIX.
Takoe neueHue SIBISIeTCs MOAAEPKUBAIOIINUM, TPEOYIOIIUM OIpPEAeSIEHHbIX AUeTHYe-
CKMX OTrpaHWYCHHH, MOJJIEpkKaHUS HOPMAJIbHOIO YPOBHS TUApaTallid OpraHu3Ma,
CHWKEHUS! (PU3MYECKUX HAarpy30K U o0sierdyeHusi cuMnToMoB Oonu. [Ipu nocrensHoM
pERKMME YMEHBIIIAIOTCSI OTEKH HWKHUX KOHEUHOCTEH, SITOAUI] U B 00JIACTH TIOJIOBBIX
OpPraHoB.

Kax npaBuio, nns obGneryeHusi CyCTaBHOTO CHHIPOMA MCIOJIb3YIOTCS alleTa-
MUHO(DEH, HECTEPOUTHBIC MPOTUBOBOCTAIIUTEIBHBIC MperapaThl, MPH BBIPAKEHHBIX
00JISIX - TIIFOKOKOPTUKOCTEPOUAHBIE ITPENapaThl.

[Tokazanussmm JJIA TOCIIUTAJIN3alluU SABJIAIOTCS .
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— HeBO3MOXKXHOCTh MOANEPKUBATH AJCKBAaTHYI0 THAPATALMIO NPU IIPUEME
KUJKOCTH BHYTPB;

— CuiibHble 00U B )KUBOTE;

— JKeny104HO-KHIIEYHOE KPOBOTECUYEHUE;

— 3MeHeHne NCuXU4eCKOro COCTOSHHUS;

— Tsoxenslii CyCTaBHON CHHAPOM C BBIPAKEHHBIM JBUTATEIBHBIM OrpaHU4e-
HUEM H/WJIM HEBO3MOKHOCTBIO CaMOOOCITYKUBAHUS;

— Tloyeynass HEAOCTATOUYHOCTH (MOBBILIEHHBIM YPOBEHb KPpEaTUHUHA KPOBH),
apTepuaibHasi TUIEPTEH3US W/ HEPPOTUUECKUA CUHIPOM.

K coxanenuto, Ha CerolHsAIIHUI JeHb J0Ka3areabHas 0aza BbIOOpa Tepares-
TA4YeCKOM cTtpareruu npu [gAB orcyrcTByeT. Huke npuBOIATCS OCHOBHBIE IIPUHIIN-
IIbI BEJICHUSI MAIMEHTOB C CHCTEMHBIMU BACKYJIMTaMH, B TOM yucie u [gAB.

OcHoBHast 1enb (hapMaKoTepanuy CUCTEMHBIX BACKYJIUTOB HallpaBlIeHa Ha IO-
JABJIEHUE UMMYHONATOJOTUYECKUX PEaKLMid, JeKalluX B OCHOBE 3a0osieBanus. Ila-
TOI€HETUYECKYIO TEPAMUIO IT0PaA3AC/IAI0T Ha TP dTana:

- HHIYKLHSI PEMUCCHUU;
- IOJIIEPKAHNE PEMUCCHM;
- JICUEHUE PELIUINBOB.

[TaTroreHeTnuecKo Tepanuu COMYTCTBYIOT MEPONPHUATHS, HANPABJICHHBIE HA
CHIKEHHE pUCKa KOMOPOUIHBIX 3a00JICBaHUI U JICYCHUE OCIIOKHEHU.

O0mue pexomeHaaANU

1. BeneHue manueHTOB C CUCTEMHBIMU BacCKyJUTaMU TpeOyeT YeTKOro B3au-
MOJCHCTBUSA MEXIY BpadyaMy Pas3iIM4HbIX CIEIUAJIBbHOCTEH KaK Ha JTale AUardHocTu-
KW, TAK U JICUCHUSI.

JleyeHnue TOMKHO MPOBOAUTHCS BpauyaMU-PEBMATOJIOTAaMU, B CIIy4asix C JOMU-
HUPYIOUIUM TsDKEIBIM MOPAKEHUEM TOYEeK - HedpoJoraMu WIH PEBMATOJIOTaMHU B
COTPYAHUYECTBE CO CHEIMAIMCTAMHU OTAEIEHUs remonauanusza. Pa3Butue abpomu-

HAJIBHOTO CHHJIpOMa TpeOyeT y4acTHsl XUPYpProB B CBSI3U C PUCKOM TaKUX OCJIOKHE-
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HUM, KaKk raHrpeHa u nepdopamus KumeyHuka. [Ipu He0OXOAMMOCTH MPUBJICKAIOT
JIPYTHUX CHEUAINCTOB (OTOJAPUHIOJIOTOB, OPTAIBEMOJIOTOB, KapAHOJIOrOB, FaCTPOIH-
TEPOJIOTOB, HEBPOIIATOJIOTOB, IICUXO0JIOTOB U Jp.). JIeueHrne OCHOBBIBAETCS HA TECHOM
B3aMMO/JICHCTBUY Bpaya U NALMCHTA.

2. CnenyeT peKOMEHI0BaTh NalMeHTaM n30erarb (U3HYECKUX U ICHXOIMOLIU-
OHAJIBHBIX MEPETPY30K, NEPEOXTAKACHUSA, CTPEMUTBCS K MOAACPKAHUIO0 HOPMAIIBHOU
Macchl Teja, MpenocTeperarb UX OT CaMOCTOSITEIBHOIO INpUEMa JEKApCTB, B TOM
YUCIIE CPEACTB HETPAOULIIUOHHON MEIUIIUHBI.

3. BeiensaoT pedpakTepHblid BapUaHT TEYEHUSI CUCTEMHBIX BACKYJIWUTOB, MPU
KOTOPOM OTCYTCTBYET OOpaTHOE Pa3BUTHE KIMHUYECKUX TPOSBICHUNA 3a00JI€BaHUS
WM OTMEYAETCS YBEIMYEHUE KIMHUYECKON AKTUBHOCTH, HECMOTPS HA MPOBOAUMYIO
B T€YEHHUE 6 HEJENb CTAHIAPTHYIO NaTOTEHETUIECKYIO TEPAIUIO.

4. Bce maieHTsl ¢ BIEPBBIE BBISBICHHBIMU NPU3HAKAMU CHCTEMHOI'O BacCKy-
JIUTa MOJJIEkKAT TOCIUTAIN3AIMN B CIIEIUATU3UPOBAHHOE OTACIICHUE PEBMATOJIOTU-
4eCKOro NpoQuiisl, MpU TSKEIOM MOPAXKEHUH MOYEK - B HEPPOIOTHUECKOe OTese-
HUE WM MHOTONpO(UIIBHBINA CTAlMOHAp, KENATEJIbHO, PACIOIaraloi BO3MOXKHO-
CTSIMU AJi4 poBeAeHus remoauanu3a (I'/]), B ToM 4uciie B 3KCTPEHHOM NOPSJIKE.

Heobxoaumocth poBenenus nporpammuoro '] He menraer akTUBHOM MaTo-
Ir€HETUYECKOW Tepanuu: bosee TOro, npu ycnenHoM JICUHEHUH BIOCIEICTBUU MOKET
UCYE3HYTh NOTPeOHOCTH B /1.

5. ClienManbHBIMU MOKA3aHUSIMU K TOCIUTAIN3aUNN TAUEHTOB, CTPAdAOIIUX
CUCTEMHBIMH BAaCKYJUTAMHM, CIIETYET CUUTATH:

- OITACHOCTb PAa3BUTHSI JIETOYHOT'O KPOBOTEUYEHUS,

- OBICTPO Mporpeccupyroniee yxyameHue GyHKIUH MOYEK;

- mpoteunypus >3 r/cyT, hopmMupoBaHue HEPPOTUIECKOTO U OCTPOHEPPUTH-
YECKOI0 CUHIPOMOB;

- peLMIMBUPYIOIINE a0 IOMUHAIIT UM,

- IOpaXCHNE OpraHa 3pEeHHUs;
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- npu3Haky nopaxenus [{THC.

6. CraHgapTHasi MHAYKIMOHHAS CXEMa JICUEHUs CUCTEMHOIO BACKYJIMTA MeEJl-
KUX ¥ CPEJHHX COCYZOB BKJIIOYAE€T HAa3HAYEHUE BBICOKHUX /03 LUKIOopochammaa
(I1®P) u rmroxokoptukonaos (I'K). Ilocnenytoiiee nmoaiepKuBaroiiee JEUCHUE OCy-
HiecTBIsIeTCs HU3KUMHU Jo3amu 'K, kak nmpaBuiio, B couetaHuu ¢ azaTHonpuHoM (A3).

Pexomenaanum 1o JieyeHuIo nauueHros ¢ IgAB

1. ITockonbKy Aoka3aTenbHas 0a3a BbIOOpa TepaneBTUUYECKOW CTpaTeruu Mpu
IgAB oTcyTCTBYET 10 HACTOAILIETO BPEMEHM, JICUEHHE CTPOMUTCS HA HMPUHLNINAX WH-
JUBUTyaJIbBHOTO MOJAX0Ja C MPUMEHEHHUEM KOMIUIEKCHBIX METOJOB (IMaTOreHeTH4e-
CKasi, CAMIITOMaTHY€ECKas Teparus 1 JeUeHUE OCI0KHEHUI).

2. JIBurarenbHbI pexuM JOJIKEH ObITh OIpaHWYEH IPH BBIPAKEHHBIX MPOSIB-
JEHUSIX KOXKHOM IypIlypbl, IpU a0JOMHUHAIBHOM M CyCTaBHOM cuUHApomMax. Cienyer
UCKJII0YaTh U3 AUEThl OOJUTaTHbIE alJIEpPTreHbl U IIPOAYKTHI, HA KOTOPbIE B aHAMHE3€
OBUTM OTMEUYEHBI AJUIEPTHUECKHUE PEaKIIHH, H30eTaTh BaKIIMHAINHI, IPOBEIACHHS P00
c OakTepHalibHbIMM aHTUTeHaMu. [1oka3aHa caHalusi XpOHMYECKHUX OYaroB MHQEK-
MU (HOCOTJIOTKA, MOJIOCTh PTa, AKETYHbIE MYTH, )KEITYAOK U KUIICYHHK).

3. ¥V manueHToB ¢ NpPEeUMYUIECTBEHHBIM MOPaXEHUEM KOXH 3(PPEKTUBHO TpU-
MeHeHue cynbdacanazuna (500-1000 mr 2 pasza B cyTkH), kKonxununa (1-2 mr/ cyt-
ku). Kak mpasuio, s@dextuBnbl ['K, oqnako ux AnmuTenbHOE MPUMEHEHHUE MPHU OT-
CYTCTBHM BOBJICUEHUSI BHYTPEHHUX OPraHOB HEXKEJIATEIbHO B CBSI3U C KOHKYPHPYIO-
el TsHKeCThio 000uHBIX ¢ dexToB ['K.

4, TIpu nopaxenuu XKT ¢ UHTEHCUBHBIM OOJIEBBIM CHHIPOMOM, KETYI0YHO-
KUIIEYHBIM KPOBOTEYEHHEM, O0YCIOBIEHHBIM BaCKyJIMTOM, MIOKa3aHO BHYTPUBEHHOE
kanenbHoe BBeneHue npennusonona (I13) 300-500 mr/cytku Ne3 ¢ mocnenyromuym
HazHayeHueM [13 BHyTpb B f03e 0,5 MI/Kr/cyTku B TeueHHue 2-3 HeAelb U ObICTPhIM
CHUKEHHEM J103bI (110 5 MT Kaxble 3 CYyTOK) A0 MOJHON OTMEHBI.

5. Ilpm TsKEIOM NOpPaKEHUU MOYEK OIPaBAaHO MPUMEHEHME BbICOKUX 103 'K,

ruTocTaTukoB (mukiIodochamuy (LID), azatnonpun (A3), nukiocnopuHa, Modermna
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MUKO(eHOaTa) W/ CeaHCcoB Ia3Madepe3a, BHyTPUBEHHOTO HOPMAJIBHOTO YesIo-
BEUECKOI0 UMMYHOTJIOOYJIMHA!

- [13 BHyTpH | MI/KT B CyTKH B TeueHue 4-6 Heleab C MOCIEAYIOIUM CHIKE-
HUEM JI03bI 10 2,5 MI/HEN A0 MOJHOW OTMEHBI WM BHYTPUBEHHBIE MYJIHCOBHIC BBE-
JIEHUsI METUJINPETHNU30J0Ha 15 MI/Kr/cyTku exxeqHeBHO Ne 3 MOBTOPHO Kaxk[bie 3-4
Henenu (Bcero 6-20 KypcoB);

- I® BuyTpuBenHo 15 mr/kr 1 pa3 B 3-4 nenenu, Ne 6-20;

- azmadepes, 10—14 ceaHcos;

-BHYTPUBEHHBI HOPMAaJbHBIN uejoBeueckuid ummyHornoOymun 400-1000
MI/KT B T€U€HUE 1-5 CyTOK ¢ MOBTOPHBIMH Kypcamu 1 pa3 B MECSI] Ha MPOTKEHUU 6
MECHIIEB;

- UMEIOTCS cooOUIeHUsI 00 A(P(HEKTUBHOCTU MPH TKEIOM MOPAKEHUU TOYEK
koMmOuHaruu ['K u A3, 'K u [I® ¢ anTtnarperantaMu (AUMUPUIaAMOI) U/ WA aHTUKO-
aryjistHTamu (TernapuH, Baphapus);

- pu TIIoMepyloHedpuTe ¢ ymepeHnHoi nporennypueit (0,5-1 r/cytku) oboc-
HOBAaHO HA3HAYEHME JICKAPCTBEHHBIX CPEJCTB, BIMSIOUIMX HA HEMMMYHHbBIE MeXa-
HU3MBbI MIPOTPECCUPOBAHUS TOpaKeHUS MmovyeK: MAIID unu aHTaroHUCTOB PELENTO-
poB aHrnoreHsuna Il, craTnHoB.

Jleyenuem BBIOOpa y MalMEHTOB C TepMmuHanbHOM cramuen XIIH sBrsercs
TpaHCIUTaHTaI|s moyku. Mosxker pa3Buthbes |gA-HedponaTus TpaHcIaHTaTa ¢ OT-
JoxkeHueM [gA B Me3aHTHH MepecaKeHHON MOYKH, OCOOCHHO y MallMeHTOB, UMEBILIUX
arpecCMBHOE TeueHue 3a00JieBanusl. TpaHCIUTAHTALINIO TOYKHU HE CJIEYET BBIIOIHATh
panee 12 MecsiieB ¢ MOMEHTa nociennero ooocrpenus IgAB.

IIporuo3 npu IgA-B

VY nereit, ctpanaromux [gAB, Omkaimuii ¥ OTJATCHHBIA MPOTHO3, KaK Mpa-
BUJIO, OylaronpusTHBIN. [Ipyu OTCYTCTBUM 3HAYNUTEIHLHOTO MOPAKECHHS MOYEK TEPBUY-
HBIM 3111301 IgAB 00bIYHO IPOXOJIUT B TeUEHUE Mecdlla. B AByX TpeTsx ciiydaeB mo-

BTOPHBIX 00OCTpEHUI HE OTMEUaeTCs. Y OCTaJbHOW TPETH MAIlMEHTOB BCTPEYAIOTCS
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o0ocTpeHust 3a00JIeBaHus, IO KpaitHEel Mepe, OAUH Pa3 B TCUCHHUE YETHIPEX MECSIICB.
Kaxnoe nocnemyroiiee 000CTpeHHEe UMEET CXOJIHbIE KIMHUYECKUE MPOSIBICHUS, HO,
KaK MpaBHJIO, MEHEE BhIpaXCHHBIC W/UIU OoJiee KOpoTKue. PernuBel yaiie oTMeyda-
IOTCSl y TMAIIUEHTOB ¢ HE(HPUTOM, C TIPU3HAKAMHU OCTPOTO BOCMATICHUS (HAIIpUMeEp, TO-
BoiieHHass COD), a TakKe y JIMI, KOTOPBIE MOTyYau JeUeHHUE IITIOKOKOPTUKOUIAMHU.
T.e. maumeHTsl, ¢ 6oJee TsKENbIM TeueHueM [gAB uMeIoT MoBBIIICHHBIA PUCK PEITH-
JIIBA.

Xponnueckoe TeueHue IgAB wyamie HabOmromaercs y B3pOC/BIX MAlUEHTOB U
CBSI3aHO C MATOJIOTHEN MoueK. TsKeCcTh MOPaKeHUs MOYEK KOPPETUPYET C THKECTHIO
HaYyaJbHBIX IMOYEYHBIX IMPOSBICHUN W THCTOJOTMYECKUX M3MEHEHUH, BBISBICHHBIX
py npoBeaeHnu HedpoOuoncuu. XyKe MPOrHo3 Mpu HAIMYUY TOYEYHOM NaTOJIOT 1Y,
€ClIi UMEETCs NPOTEUHYPHsI He(PPOTUUECKOTO- YPOBHS, MOBBIILICHHBIE KOHIIEHTPAL[UH
KpEaTUHUHA CBIBOPOTKHU, apTEPUAIIbHAS] TUIIEPTEH3HS U ONPEAECICHHBIE THCTOJIOTYE-
CKH€ U3MEHEHHUS B MOYEHYHOU TKaHU (TJIOMEPYJIOHEDPUT C MOIYITYHUSIMH, TyOyJIOMH-
TePCTULHAIBHBIA PUOPO3).

JAnHamun4yeckoe HaOIIOIEHUE

[Topaxxenue nouek yaereit B 90% ciaydaeB pa3BUBAETCs B MEPBBIE JIBA MECAIA
OT Hauasa 3abosieBanusi U B 97% - B niepBbie noiirojia. COOTBETCTBEHHO, BCE MAIUCH-
Thl ¢ IgAB 1m0JKHBI claBaTh OONIMN aHAIU3 MOYU U KOHTPOJUpPOBaTh AJl Kaxmyro
HEJENI0 WM pa3 B JIBE HEAENU B TEUEHHUE MEPBBIX ABYX MecsueB Oone3nu. [lpu
YIIYUIICHHN KIWHUKO-TA00paTOPHBIX TOKa3areseld KOHTPOIMPOBATH aHAIN3bl MOYH
1 ypoBeHb AJl crienyer exeMecsuHo B TeueHue roja. JJisi BeIsIBICHUS MAIIMEHTOB, Y
KOTOPBIX MATOJIOTUA MMOYEK MOXKET Pa3BUTHCA MO3KE, 3T MOKa3aTeIu (aHAIU3bI MO-
g 1 AJl) KOHTPOIUPYIOT aMOyJIaTOPHO Bpay-NieANaTp WU TEPaIeBT.

VY a1060r0 MaIueHTa co CTOMKUMU U3MEHEHUSMH B aHAJIN3aX MOYH U TIOBBIIIIEC-
HueM AJl HeoOXoauMoO HuccienoBaTh YPOBEHb ChHIBOPOTOYHOIO KpEaTMHHMHA U pac-

CUHUTBIBATH IMOKA3aTCJIb CKOPOCTH KHY6OHKOBOﬁ (1)I/IJII>TpaI_II/II/I.
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Habmoienue u BeieHue MLl C TIOCTOSIHHON MPOTEUHYpPHUEH, apTepHalbHON TH-
NEPTEH3UEN WM NMOYEUYHOM HEJOCTaTOUYHOCTHIO MPOBOJAAT COBMECTHO TepareBT (Tie-
JMAaTP), PEBMATOJIOT U He(poJIoT.

XKenmunuel ¢ HanmuueM |IgAB B aHamHe3e BO BpeMsi OEPEMEHHOCTH JIOJKHBI
HaXOAUTHCS O] MPUCTAIBHBIM MEIULMHCKUM HAOIIOACHUEM, JaXKe IPU OTCYTCTBUU
IpPU3HAKOB 3a00JIEBaHUS MOYEK B MOMEHT IMOCTAaHOBKM JIMAarHo3a, MOCKOJBbKY OHHU

HaXOIATCA B I'PYIIIIC IIOBBIIICHHOI'O PUCKA PAa3BUTHUA Al'n IMIPOTCUHYPHH.
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