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Bsenenne
CucremHble BacKYJHMTbl - TETEpPOreHHas Tpynmna 3a00JieBaHUN, OCHOBHBIM
MOP(OJOTUYECKUM TPU3HAKOM KOTOPBIX SIBJISIETCS BOCIHAJIEHUE COCYIUCTON
CTCHKH, a KJIMHUYECKHUE MPOSBICHHS 3aBUCAT OT THUIA, KaIMOpa, JIOKaIU3aIHH
MOPa)KEHHBIX COCYJIOB U aKTUBHOCTU CHCTEMHOI'O BOCIIAJICHHUSI.
CucteMHble BACKYJMTHl  SBJSIIOTCS  OTHOCUTENBHO PEOKUMH  OOJIE3HIMU:
3a001eBaeMOCTh cocTaBiseT okojio 4,2 Ha 100 000 HaceneHHs B roj, OJHAKO B
nocieqHee BpeMss B MHUpPE OTMEUEHAa TEeHJACHIMS K YBEIMYCHHIO HX
pacrpoctpaneHHocTu. B Poccuiickoin denepanuu pacnpocrpanéHHocts CB He
YCTaHOBJICHA.
CoBpeMeHHas KiacCHU(pHUKaIUs CHCTEMHBIX BacKyJIMTOB OCHOBaHa Ha KaiaubOpe
MOPA’KAEMBIX COCYJIOB:
BackyJuT ¢ nopakeHueM cOCy10B KPYIIHOI0 Kajaudpa

e aprepunt Takascy (HecneuupuuecKuii aOpTOAPTEPHUUT)

® TUraHTOKJIETOUHBIM aptepuuT (Oose3Hb XOpPTOHA) M peBMaTHUECKas

MOJIMMHUAIITHS

BackyJuT ¢ mopaskeHueM COCyI0B CPeAHEro Kajauopa

® y3EJIKOBBIM MOJUAPTEPUUT

e 0Oone3nb KaBacaku
BackyJIMTHI ¢ MOpaskeHueM COCYA0B MEJKOIo KajJauopa
Backynumul accoyuuposannvie ¢ aHmunetmpo@duIbHbIMU YUMONIa3Mamuieckumu
anmumenamu (AHL[A):

® MUKPOCKOIUYECKHUH MOTUAHTUUT

e TpaHynemaro3 ¢ noauanruutoM (Berenepa)

e 103MHOGUILHBIN rpaHysieMaTos3 ¢ mosmanruutom (Yepmxa- Ctpoc)
HUmmyHokomniekcHble 6aCKyIUMbL:

e 3a0oseBaHus, accolMUpoBaHHbIE ¢ aHTuTenamu K BMK (cungpom

['ynnacuepa)

® KPHUOTIOOYJIMHEMHUYECKUNA BaCKYIUT



e IgA- accouuupoBaHHBIN BaCKyJIUT (T€MOpPPArvyecKuil BaCKYJIHT, IMyprypa
[lenneiina- I'enoxa)

® TUINOKOMIUIEMEHTEMUYECKUI YPTUKApHI BacKyauT (aHTH- Clq BacKyuT)
BapuabenbHbIi BACKYJIHUT

e Ooie3nb bexuera

e cunapoM Korana
BackyauT ¢ mopaxeHueM COCy/10B €IMHCTBEHHOI0 OpPraHa

® KOXXHBIW JICHKOIUTOKIACTHYECKUN aHTUUT

® KOXXHBI apTEPUUT

® T[ICPBUYHBIN BACKYJUT LHEHTPAIbHOW HEPBHON CUCTEMBI

® H30JIMPOBAHHBIN AOPTUT

¢ Jpyruc
BackyauT accoumMpoOBaHHBINA C CHCTEMHBIMH 3200J1€BAHNSIMH

e BackyuT nnpu CKB

® PEBMATOUAHBIN BACKYJIUT

® CAPKOWJHBIA BACKYJIUT

¢ Jpyruc
BackyJur, accoUMMpPOBAHHBI ¢  ONpeAeJeHHbIMH  3THOJOTMYECUMH
(paxkropamu

® KpUOIJIOOYJIMHEMUYECKUA BACKYJIUT, aCCOIMUPOBAHHBIA C BUPYCOM

rernaruta C

® BAaCKYJIUT, aCCOLIMMPOBAHHBIN C BUPYyCOM renarura B

® QA0pPTHUT, ACCOIIMUPOBAHHBIN C CUPUITUCOM

® JIEKapPCTBEHHBI UMMYHOKOMIIJIEKCHBIM BaCKYJIUT

e nekapcTBeHHbIH AHIIA- accounnpoBaHHbIN BaCKYJIUT

L HapaHeOHHaCTI/I‘-IeCKI/Iﬁ BACKYJIUT

e npyrue

Kimandecku BBIACISIOT 4 a3kl TCUCHHSI CHCTEMHBIX BACKYJIMTOB (Tabmia 1).



Tabnuna 1. ®a3pl KTUHUYECKOTO TEUSHUS CUCTEMHBIX BaCKYJIUTOB

Knuanueckan | BHpMHHreMcKHHA XapakTepHCTHKaA

¢dasa HH/IeKC aKTHBHOCTH

IMonHas 0- 1 Bann OTCyTCTBHE TIPH3HAKOB KIMHHUECKOH aKTHBHOCTH M HeoGXOZMMOCTH B

PeMHCCHA TEepAanHH IPH HOPMAalIbHOM VPOBHEe C- peakTHBHOrO Genka.

UacTHuHasa 50% ot ucxogHoro YMeHbllleHHe B pe3y/bTaTe MPOBOJMMOLO JIeUeHHA HHAEKCA KJIHHHUEeCKOH

peMHCCHS aKTHBHOCTH Ha 50% oT McXogHOoTO.

Jlerkoe <5 Bannos [MogBneHHe KIHHMYECKHX MPH3HAKoE 3abo0meBaHusA C VBeMMUeHHeM ofuef

obocTpeHue CyMMEI 6a10B 4o 5.

Tsarenoe > 6 bannos BoeneueHue B BOCNAIHTE/IbLHBIA [IPOLIECC KH3HEHHO BayKHBIX OPraHOB HIIH

obocTpenue cucteM (nerkux, mouek, ITHC, cepaeuHo- cOCygHCTOH CHCTEMBI), UTO
TpefyeT NpoBeIeHHA AKTHEHOIO NMAaTOreHEeTHUECKOIO JIEUEHHS.

Oco0eHHOCTH KJIAMHUYeCKOro Tedenus pa3andyHbix ANCA-BacKyJIUTOB
I'panynemaro3 ¢ noamanruutTom (Berenepa)
['panynemaro3 ¢ mnomuanruutoM (Berenepa) — 3T0  HEKpoTHU3UpYHOLIEE
IPaHyJIEMAaTO3HOE BOCIIAJIEHUE C BOBJICUCHUEM [IbIXATENIbHBIX MyTEd U
HEKPOTU3UPYIOIINI BaCKYJIUT COCYZOB MEJIKOTO U CPEAHET0 KanuoOpa (Kanuuisipsl,
BEeHYJIBI, apTepuojbl, aprepun). Yacto pa3BUBAETCS HEKPOTUIUPYIOUTUI
rJIIOMepyJIoHE(DPUT.
PacnipoctpaneHHocTh rpanyieMaro3a c¢ noiauanruutoM (I'TIA) cocraBiser 8,5
cnrygaeB Ha 1 000 000 macenenus. Yamie 6omneroT My)4yuHbl. CpeaHHil BO3pacT
nedtora 3aboneBanuss — 45 ner. Haumbosee pacnpocTpaHeH cpeau >KUTelen
CeBepHoil EBpomnbl.
['TIA cBolicTBeHHa TpHaaa IMOPAXKEHUS OPraHoB C BOBJIECYEHUEM BEPXHUX
nbixatenbHbIX myten (BJIIT), merkux u nmoyex.
Y nopamistomiero  OosbiuHCTBA  O0nbHBIX  (Oomee  90%), pasBuBaercs
HEKPOTU3UPYIOILEe rpanyiieMaTo3Hoe Bocnanenue B/II1: s3BeHHO- HEKpOTHUUECKHI
PUHUT, CUHYCHUT, MOPaXEHHE OpraHa CiiyXxa, BOBJIICUYEHHWE Tpaxeu M TOPTAHHU C
dbopmupoBaHUeM TOJCKIaMOo4YHON rpanyiembl. [latomorus BJIII  moxer
OCIIOXKHSATBCS ~ Nepopanneid HOCOBOM  meperopoAkd ¢  (HOPMUPOBAHUEM
CeJIOBUIHON AedopManui HOCA, PA3BUTHEM  TKEIOTO  JECTPYKTHUBHOTO
MAHCUHYCUTA C PacHpOCTpaHEHUEM IpaHyJIEeMaTO3HOW TKaHU B OpOUTY, moTepen
cllyXa, CTEHO30M TOpTaHHU.
[Topaxxenue  nerkux  (50-70%)  xapakTepu3yeTcsi  HEKPOTHU3UPYIOIIUM
IpaHyJIeMaTO3HbIM  BOCHAJEHHEM, KOTOpO€ TMpU  peHTreHorpaduyecKom

HCCIICIOBAHUN OIPCAC/ICTCA B BHUAC Y3JI0OB WA I/IH(l)I/IJ'IpraTOB, CKJIOHHBIX K



pacnianay u (OpMUPOBAHUIO TIOJIOCTEH. B Kak10M MSITOM CiTydae mopakeHHe JETKUX
MpoTeKaeT OECCUMIITOMHO, C OTCYTCTBHEM JKaJo0 Ha Kalledb HW CKYJIHOU
ayCKyJIbTaTUBHOW KapTUHOM JaXKe MPH TSHKEIIOM MOPAKEHUU.
[Topaxxenue nmouek ormeyaercs y 80% manueHToB.
Jlnst nopakenus oprana 3penus (50%) cBoiicTBeHHO (OpMHUPOBAHKE MICEBAOTYMOPA
OpOUTHI BCIIEICTBUE 0O0pa30BaHUsI NEPUOPOUTAIBHON T'PaHYJIEMbl, YTO Y KaXJ0Tro
MATOTO OOJTHLHOTO MPHUBOIUT K CIIETIOTE.
[Mopaxxenne koxum  (25-35%) B mepByro  ouepelb  XapaKTepuU3yeTcs
FeMOpPPAruuyeCKUMU  WJIM  SI3BEHHO-  T'€MOPPAarduyeCKUMHU  BBICHITAHUSIMU
MPEUMYIIECTBEHHO HAa KOXKE KOHEYHOCTEH.
Jns mopakeHuss nepudepuueckoii HEPBHOW CHCTEMbl CBOMCTBEHHO pAa3BUTHE
ACUMMETPUYHOTO CEHCOPHO- MOTOPHOIO MHOKECTBEHHOro MOHOHeBputa (20-
30%), 3HAYUTEIBLHO  peXe  HaOmJaeTCs  AWCTalbHAs  CHMMETPHYHAs
noyivHeWponaTus. Y Kaxaoro yerseproro 6ossHoro I'TIA ¢ mopaxenueM opraHa
CllyXa pa3BUBAETCsl BTOPUUYHBINA (0JOHTOreHHBIN) HEBpUT V, VII mapel uepenHo-
MO3TOBBIX HEPBOB.
[Topaxenue cepaua npu I'TIA ne npesbimaet 20%. Kak u y Bcex 0oapabx AHIA-
CB, mpu I'TIA Bo3pacTaeT puck cepaeuHo-cocyaucthix 3adoneBanuii (UBC,
WHCYJIbTa, TepudEeprUuecKorl apTepHalbHONW OKKIIO3UHU), MPH 3TOM OTMEYCHO
noBbilieHue pucka OMM, HO He cTeHOKapauu.
[Topaxenue xenynouno- kumeunoro tpakra (JKKT) Bcrpeuaercs penko (5%).
Kpurepusimu nuarnosa ['TIA aBnsrores:
e Bocnanenue HOoca M TONOCTH pTa (SI3BbI B MOJIOCTU pPTa, THOWHBIE WIU
KPOBSIHUCTBIE BBIJICIICHUS U3 HOCA);
e lI3MeHEHUs JIETKUX NPU PEHTIEHOJOTMYECKOM UCCIEAOBAaHUM (Y3€JIKH,
WHDUIBTPATHI WU TIOJIOCTH B JIETKHUX);
o lI3MeHenus Mouu (remMarypusi >5 DSPUTPOIMTOB B IOJ€ 3PEHUS WU
SPUTPOLIUTAPHBIC LIWJIMH]IPHI B OCAJKE MOYH);
e Jlannple Ouoncuu (TrpaHyJIeMaTO3HOE BOCIAJIEHUE B CTEHKE apTepUU WU B

NEPUBACKYIISIPHOM U SKCTPABACKYJISIPHOM MPOCTPAHCTBE).



JInarso3s no3BoJI€T MOCTABUTh HAJTU4KE 2 U 00J1e€ KPUTEPUEB.

Cpenu 60mbHBIX [ 'TIA puck pa3Butus oboctpenus Boiie (65%), yem mpu MITA nnm
OI'TIA (35%), npu 3TOM peUUIUBBI COXPAHSIOTCS U Ha BBICOKMX KYMYJISITUBHBIX
no3ax L.

J03MHOPWIbHBIN rpanyJaeMaTro3 ¢ noauanruuroM (Yepaxa-Crpoc)
Do3uHoDUIbHBIN TpaHyiaemaTo3d ¢ mnoiauanruuToM (Yepmxa-Ctpoc) — 310
’03UHO(DUIBHOE, TPAHYJIEMaTO3HOE BOCIMAJICHHE C BOBJICUYECHHUEM PECIHUPATOPHOTO
TpakTa U HEKPOTU3UPYIOMIMI BAaCKYJIUT COCYJIOB MEJIKOTO W CPEIHEro Kaauopa.
CoueTtaeTcsi ¢ OpOHXUAIBHON aCTMOW U 03UHOPUITHEN.

PacnipocTpaHeHHOCTh  303MHO(DUIBHOTO  TpaHyJeMaTo3a C  I[OJIMAHTHUTOM
cocraBisier 2,4 ciaydas Ha 1000000 nacenenusi. CpenHuii BO3pacT Hauaja
3a0oneBanus — 50 ser. Yame 601€0T Myk4uuHsbI (B 52-65% cinydaes).
Kimmanueckoe pa3sutue DI'TIA noapaznensator Ha 3 cTtaauu, KOTOPBIE, KaK MPaBUIIO,
IIOCJIEIOBATEIbHO Pa3BOPAUYMBAIOTCS HA NPOTSIKEHUHM HECKOIBKHX JieT. Jlis
IIEPBOr0 3Tarna CBOMCTBEHHO MOCTENEHHOE Pa3BUTHUE CUMIITOMOB OpOHXHAIbHOU
aCTMbI, aJUIEPTUYECKOTr0 PHUHUTA, CHHYCHUTA, MPOSBICHUN JIEKapCTBEHHOU
HEMEePEHOCUMOCTH, NP 3TOM nepudepruyeckas 303MHOPUINS HE BCET/1a BEIPAKEHA.
Ha BTOpO#l cTammm NpUCOSTUHSIOTCS SMU30/bl Y03UHO(DMIBHON HHQPUIBTpAIUN
TKaHe B BHJE€ 203MHOQWIBHOM THEBMOHUM WM TacTPO’HTEPUTA, YTO YaCTO
couetaetcs ¢ nepudepuueckoit ro3uHopunueit 6onee 10%. Tperws cragus SI'TIA
XapaKTEPU3YETCs pa3BUTUEM CUCTEMHOI'O HEKPOTHU3HUPYIOIIETO BACKYJIUTA.
[Topaxxenue nerkux (70%) xapakTepu3yeTcsi MUTPUPYIOIIUMU UH(UIBTpaTaMU
(p03uHOGUIIbHAS TTHEBMOHHUSA) WM y3j1amMu 0e3 mojocTted pacmaga. Bo3MoxHO
BOBJICUEGHUE TUIEBPHl (03MHOQUIIBHBIA IUIEBPUT), YMEPEHHOE YBEIMUYEHUE
BHYTPUTPYIHBIX JIUM(PATUUECKUX Y3JI0B.

[Topaxxenne nmouek ormeuaercs y 20- 45% nauueHTos.

[Topaxxenne cepama (30- 50%) npu OITIA mnposiBisiercs pasHOOOpasHOU
NaToJIOTHeH (mepuKapur, SHAOMHOKAPIUT, KOPOHAPHUT, ceplieuHas
HEJIOCTATOYHOCTh, HAPYIIEHUSI pUTMa U IPOBOJIMMOCTH) U CTAHOBUTCSA NMPUUYMHON

neTanbHOTO Ucxona y 50% nanueHTos.



[Topaxxenne koxu (64%) XapakTepU3yeTCs TIe€MOpPParMuye€CKMMHU WM SI3BEHHO-
FEMOPPArMuye€CKUMH BBICHIMIAHUSAMHU TPEUMYIIECTBEHHO Ha KOXX€ KOHEYHOCTEH,
pexe YPTUKAPHBIMU BBICHITTAHUSAMH.

[Topaxkenue nepudepudyeckoil HepBHOU cucTeMbl (64%) ipu DI'TIA pa3BuBaetcs
yaie, yem npu apyrux popmax AHIIA-CB u xapakrepusyeTrcsi aCHMMETPUYHBIM
CEHCOPHO-MOTOPHBIM MHO>KECTBEHHBIM MOHOHEBpUTOM. [lopaxkeHue 1eHTpaibHON
HepBHOUM cucteMbl (10%) MOKET NpOSBIATBCS HEBPUTOM YEPEMHO-MO3TOBBIX
HEpPBOB, OCTPHIMU HAPYUICHUSIMU MO3TOBOTO KPOBOOOpAIEHUS, OYaroBbIMU
W3MEHEHUSIMU MO3Ta, SITU-CUHIPOMOM.

Jns mopaxkenust oprana 3peHust (30%) CBONCTBEHHBI CKIEPUT U AMUCKIICPUT.
[Topaxxenue XKKT (10%) cBa3aHO Kak ¢ 203UHOMUIBLHBIM TaCTPOIHTEPUTOM, TaK U
C BAaCKyJHMTOM CTEHKH KHIIEYHHKA, CIOCOOHBIM BBbI3BATh O0OOpa30OBaHUE
UIIEMUYECKUX $I3B, Mephopaluio.

Kpurepusimu nquarnoza DI TIA sBnsroTcs:

e bponxuanbHas actMma (3aTpyAHEHHUE AbIXaHUS Wik TudPy3HbIE XPUTIBI TIPU
BBIJIOXE);

e Doszu"Houus>10% oT ol1ero Koau4ecTna JEHKOLUTOB;

e MOHO-WIN NTOJUHEUPOTIATHUS;

e PeHrrenosnornueckue MpU3HAKK JIETOUYHBIX HHOUIBTPATOB (MUrpHpytomme
WIM  TPEXOJslIue  JITOYHble  WH(UIBTpPAThl,  BBISBISIEMBbIE  TPU
PEHTTEHOJIOTUYECKOM UCCIIEAOBAHUN);

e [laTtonorus raiMopoBbIX Na3yx (boJb WM peHTTE€HOIOTHYECKHE U3MEHEHU );

e DKCTpaBacKyjsipHas »o3uHOpwIMsS 1Mo AaHHbIM Ouoncuu (CkorsieHue
303UHO(UIIOB BO BHECOCYTUCTOM MPOCTPAHCTBE).

Jlnarso3s no3BoJIsIeT MOCTaBUTh Halu4Ke 4 u 6oJiee KPUTEPUEB.
MuxkpockonuyecKkuii MOJTHAHTUUT

Mukpockonmyeckuii nonuanruut (MITA) — 3TO HEKpOTU3UPYIOMIMIT BaCKYJIUT
NPEUMYIIECTBEHHO MEJKHUX COCYJOB (KamWwUIspbl, BEHYJbl, apTepUOibl) C

OTCYTCTBMCM UMMYHHBIX JICIIO3HUTOB. MOFYT TaK KC IIOPAKATLCA apTCPUN MCIIKOTO



U cpeqHero Kanmmopa. TUmu4HO pa3BUTHE HEKPOTUUPYIONIETO rIIoMepyioHedpuTa,
YacTO MPUCOEAUHSIETCS TeMOPPArunueCKuii albBEOJIHT.

Y 50% OonpHBIXx MIIA mnposiBaseTcs B BHAE TSHKEIOrO JETOYHO-TIOYEHHOTO
cuaapoma. Kak mpasBuno, nmpu MIIA HaGmomaloT ocTpoe Hadamo U Oojee
arpeccuBHoe TeueHue, ueM npu ['TIA i SI'TIA. MITA umeer MHOTO 00IIUX YepT
c I'TIA, oTinyasce OTCYTCTBUEM IPaHyJIEMAaTO3HOTO BOCHAJIEHUS, BCIEICTBUE YETO
MITA He CBOWCTBEHHBI MOJCKIAOYHBIN JIAPUHTHUT, CEMIOBUAHAS nedopmarus
HOCa, IepUOpOUTATIbHBIE TPAHYIIEMBI.

[Tatonoruss nerkux (35- 70%) npu MIIA npencraBieHa HEKPOTU3HPYIOLIUM
anbBeosUTOM. [Ipu peHTreHonornueckomM o0cae0BaHNM BBISBISIOT HH(PUIBTPATHI
0e3 pacnana, yacto ¢ peakiueit miespsl. [lopaxenue nerkux npu MITA mporekaet
TsDKEJI0 (0COOCHHO MPU HAJTMYUU aHTUTEN K MPOTEHHa3e-3), Y MOJOBUHBI O0IBHBIX
OCJIOXKHSAETCSI JIETOYHBIM KPOBOTEUEHHEM, YTO B KaXXIOM BTOPOM Cly4ae
ctaHoBUTCS  (QatanbHbiM. [lpu MIIA ¢ runepnpoaykiuueil aHTUTEN K
MHUEJIONIEPOKCH1a3€ OMUCAHBI CiTyyanu (PUOpO3UPYIONIETO aJIbBEOJIUTA.

[Topaxkenue mouek ormevaercss y 90% manMeHTOB M HEPEIKO XapaKTEepU3yEeTCs
osicTporniporpeccupyromum TedenueM (40- 55%), 0cOOCHHO TsDKENO MpoTeKas Mpu
Hanumuuu anturten k [1P-3.

[Topaxxenue koxu (70%) xapakTepu3yeTcsi TeMOpPpParMueCKUMU WM SI3BEHHO-
reMOpPpParnyeCKUMHU BBICHITAHUSIMUA TMPEUMYIIIECTBEHHO HAa KOXE KOHEUHOCTEH,
pexe livedo reticularis, HeKpo3amMu KOXXH U MOJICKAITUX MITKUX TKaHEH.

Jns nmopaxenust oprana 3peHust (30%) CBOMCTBEHHO pa3BUTHE CKJIEpHUTA U
AIUCKJICPUTA.

[Topaxxenne mnepudepuueckort  HepBHOU  cucteMbl  (30%)  mposiBisieTcs
ACUMMETPHUYHBIM CEHCOPHO- MOTOPHBIM MHO>KECTBEHHBIM MOHOHEBPUTOM.
[Topaxxenne KKT (10%) xapaktepusyercs OOJsiMH B KMBOTE, AMApeei, WHOTIA

KPOBOTCUHCHUECM BCJICICTBUC PA3BUTUA UINICMHUYCCKUX A3B KCIIYJKA U KUIIICYHHKA.



JMuarnoctuxka ANCA-BacKky/JnTOB

Jlnarao3 CHCTEMHOTO BaCKYJIMTA JOJIKEH ObITh 000CHOBAH HATMINEM KITMHHYECKUX
MPOSIBIICHUM U JaHHBIMU J1a00paTOPHBIX UccieqoBaHuil. [1onoxuTenbHbIEC TaHHBIE
OHOIICHY UTPAFOT OOJIBIIYIO POJIb B MOATBEPKICHUH BACKYJIUTA.
Pemaromee 3HaueHue B auarHoctuke AHIIA-CB npuHajiexuT IeTalIbHOMY
oOCJIEZIOBAaHUIO TMAIMEHTa C BBISBICHUEM MATOTHOMOHHYHBIX CHUMIITOMOB.
TpeOyeTcss LeneHanpaBiICHHbIA MOUCK MOPAXKEHUS PECHHUPATOPHOIO TPAKTA C
00s3aTENIbHBIM TPOBEJICHUEM PHUHOCKOINUHU, JiapuHrockonuu, KT mnpumaTodnbix
na3yX M JIErKHUX, MOCKOJBbKY Ja)X€ BBIPAXKCHHbIC W3MEHEHHS B MPUIATOYHBIX
nazyxax npu KT u Tskenoe mopaxkeHue Jerkux ¢ o0pa3oBaHUEM MHOKECTBEHHBIX
UHQUIBTPATOB € JIECTPYKIMEH MOTYyT TMPOTEeKaTh OECCUMITOMHO  WIU
COMPOBOXKAATHCS CKYJHOM KJIMHMYECKOW CHUMITOMATUKOW. PeHTrenorpadus
TPyAHON KJIETKH 00anaeT MeHbliel naopmaTuBHOCThIO, yeM KT.
3aboneBanus, otHocsamecs Kk AHIIA-CB, umeror eauabie MOpQOIOTHUECKIE
M3MEHEHUS B MOYKAX, CXOJHBIN MaTOreHe3, KIMHUYECKOoe TeueHue u nporsos. K
OTJINYUTEIIbHBIM O0COOEHHOCTSIM KJIIMHUYECKOTO TE€YEHUS AHIIA-
accounupoBanHoro ['H oTHOCHT:

® COYETAaHHUE C JPYTMMHU CUCTEMHBIMH MPOSBICHUSIMU HEKPOTUZUPYIOIIETO

BACKYJINTA;
® CKIIOHHOCTH K ObIcTpomnporpeccupytomiemy Teuenuto (BIII'H) co camxennem
CK® 60aee uem Ha 50% B TeueHHE HECKOIBKUX HEJCITH MU MCCSIICB,;

® yMEpeHHas apTepuaibHasi TUTIEPTEH3US;

® T[POTEUHYpPUSs, HE MPEBbHIIAOINIAs 3 T B CYTKH.
AHIIA-TH wmoxer  mOposBIATbCS ~ OECCUMIITOMHOM — MPOTEMHYpUEH U
MUKporematypuen (peako wmakporematypueit), BIII'H, octponedputuueckum
cuHApoM. He CBOWCTBEHHO pa3BUTHE HEPPOTHYECKOTO CHHIpPOMA  WITU
3JIOKQYECTBEHHOW apTepualibHOM runepTeHsun. Haunbonee uacto BIITH
paszBuBaetrcs npu MIIA (40- 55%), ocoOeHHO TsDKENIO MpoTeKas Mpy HAIWMYWN
auturen k [IP-3. I'H moxer Obith neGroTHbiM mposiBieHnem AHIIA-CB wumu

MNPHUCOCAUHATLECA B XOAC IMOCICAYIOIHNX O6OCTp€HHﬁ, B CBJ3HM C 4YCM, Tpe6yeTc>1



BHUMATEJIbHOE MOHUTOPUPOBAHUE IOKa3aTeNied MOpaKeHUs I[OYEeK Ha BCEM
IPOTSKECHUH OOJIC3HU.
OcHOBHOE 3Hau€HHE MMEET ompeneneHue B chiBOpoTke KpoBu AHIIA meromom
HEMPSAMON UMMYHO(ITYOPECICHINH (C UCIIOB30BaHUEM HEUTPO(DHUIIOB 3I0POBBIX
JIOHOPOB, (PUKCHPOBAHHBIX 3TAHOJOM) WA C TMOMOIIBI0 UMMYHO(DEPMEHTHOIO
aHanu3a cC omnpeneneHueM cnenuduyHocTH K npoTewHase-3  (I[IP-3) wunm
muenonepokcuaaze (MIIO). XapakrepHo yBennuenue COD, konnentpanuu CPb,
HOPMOXPOMHAsi HOPMOILIUTAPHASL aHEMUS, YMEPEHHBIA TPOMOOIIUTO3.
AHIIA c¢ uuromnazMaTUYeCKUM THUIIOM HMMYHO(IyOPECHEHTHOIO CBEUYEHUS
(AHIIA) unu anturtena k [1P-3 BeiIcOKOUYBCTBUTEINBHBI U crienupuyHbl 11t [TIA
(6onee 90%). AHIIA c¢ mnepunykieapHsiM THUIOM cBeueHus (mAHIIA)
oOHapyxuBatoT y 70 % Oonpubix DI'TIA, HO He Bcerna co crnenu(puIHOCTHIO K
MIIO. IIpu MIIA u nanonatuueckoM BIII'H mpuMepHO ¢ 0QMHAKOBOI 4acTOTOM
oOHapy>kuBatoT antutena k [1P-3/mAHIA u antutena k MITIO/mAHIIA.
Xopomo u3BecTHO, uTo AHIIA, SABIISISCH BaXKHBIM JUArHOCTUYECKUM MapKEpOM
AHIIA-T'H, uMeOT HEBBICOKYIO LEHHOCTh [JIi MOHHTOPUPOBAHUS AKTUBHOCTHU
3a00JIeBaHUs, TTOCKOJIbKY MOTYT IPHUCYTCTBOBATh B CHIBOPOTKE KPOBHU AK€ BO
BpeMs MOJTHOW KIIMHUYECKOW PEMHUCCUU 3a00JIeBaHUSI.
UccnenoBanne AHIIA wmetomom HU®D w/mmu UHDA cnegyer npoBOAWTH B
COOTBETCTBHUM C KIIMHUYECKON CUTYaILIUEH.
Kimmanueckue nokazanus 11 onpenenenuss AHIIA Bxirouaror:

e rioMepyaoHedPHUT, 0COOCHHO OBICTPO MPOTPECCUPYIOIIHI

® KpPOBOXAapKaHbE/JIETOYHOEC KPOBOTCUCHHE, OCOOCHHO B COYECTAaHHH C

TJIOMEpYJIOHEPPUTOM
® KOXXHBIM BACKYJIUT, COITPOBOXKIAFOITUNCS CUCTEMHBIMU MPOSBICHUSIMU
® MHOJKECTBEHHBIC OYard MOPAXKEHUs JIETKUX MPU PEHTTEHOJOTHYECKOM
UCCJIEI0BAHUU
® XPOHUYECKOE JECTPYKTUBHOE MOPAKCHUE BEPXHUX JIBIXaTEIbHBIX IMyTEH
® 3aTSHKHOE TEUEHHUE CHHYCHUTA WIM OTUTA

® TIOJCKJIQJIOYHBIN CTEHO3 TOPTaHU/Tpaxen



® MHOXECTBEHHBII1 MOHOHEBPUT WIH Jipyras nepudepudeckas HelponaTus

® TICEBIIOTYMOpP OPOUTHI.
[TonmoxxutenbHBIE JaHHBIE OMONCHU UTPAIOT OONBIIYIO POJb B MOATBEPKIACHUU
BACKYJIUTA.
[Ipu Ouorncum ciuzuctoit Hoca y 00nbHBIX ['TIA 0OHapyXUBaIOT IECTPYKTHUBHO-
MPOAYKTUBHBIA BAaCKYJUT M THTAaHTOKJIETOYHBIE HEKPOTUZUPYIOIIUE TPAHYJIEMBI.
buornicus Tkanu opouTtsl B citydae ['TIA ¢ nceBqoTyMopoM opOUTHI HEOOX0IUMA J1JIst
muddepeHIMaTbHON  TUATHOCTHKU C  Pa3IUYHBIMH  JTOOPOKAUYeCTBEHHBIMH U
3JI0Ka4€CTBEHHBIMH HOBOOOpA30BaHUsMH, B YacTHOCTH ¢ IgG- accolmnpoBaHHBIM
3a0oneBanueM. JluarHoctuyeckas ILEHHOCTh KpailHE pPEAKO BBINOJHAEMON
OTKPBITOI OHMOICUU JETKOr0 3HAYUTENBHO BBILIE, YEM TPAHCOPOHXHUAIBHOW WIIN
OMONICUM CIU3UCTON 000I0YKM HOCA U NPUAATOUYHbIX Ma3yX. [Ipu Ononcun KoxHO-
MBIIIIEYHOTO JIOCKyTa y 00ibHbIX DI'TIA 00HapyKMBaIOT KapTUHY AECTPYKTHUBHO-
IPOAYKTUBHOI'O BaCKYJIMTA C 303MHO(UIBLHON HHPUIBTPALUEH.
buoncus mnouku (c 00s3aTENbHBIM TNPUMEHEHHMEM HMMYHOJIOMUHUCIEHTHON
MUKpPOCKOIUHK) T03BoJsieT noarBepauTh auarHo3 AHIA-T'H npu wHanuuuu
(bUOPUHOMTHOTO HEKPO3a KaMUIUISIPOB KITyOOUKa U apTePHOJI, SKCTPAKAMILISIPHOTO
nposudepatuBHoro I'H ¢ snurenuanbHbiMu W/uid GUOpPO- ANUTETHUATBHBIMU
“IOMyAyHUsMU” B KIIyOOYKaxX B COYETaHUU C OTCYTCTBUEM MMMYHHBIX JETO3UTOB
B TKaHU NOoYKH. [lokazaHusAMU K AMArHOCTUYECKON OMOTICHY MTOYKH SIBIISIFOTCSL:

e HedpomaTus HESICHOTO T'eHe3a C MPOTeHHypHel Oosee 1 T/1, MOCTOSHHOM U

pPeUUIUBUPYIONIEH KITyOOUKOBOW remMaTypuen;
® OCTpasi WM ITOJOCTPAs ITOYEUHAsA HEAOCTATOYHOCTh ¢ cumrnromamu ['H viu ¢
CUCTEMHBIMU MPOSBICHUSIMH.
Jleuenne ANCA-BackyJInTOB

[Ipu BbIOOpPE TaKTUKM Jie4yeHUS OOJNBHBIX CHUCTEMHBIMH  BacKyJIUTaMHU
PEKOMEHJIyeTCsl pa3/ieiATh M0 CTENEeHH TSHKECTH 3a00JI€BaHus, a TAKKE BbIIEIAThH
pedpaKkTepHblii BapuUaHT TEUYEHHUS CHCTEMHOTO BAaCKYJIHTa, TpPH KOTOPOM

OTCYTCTBYET OOpaTHOE pa3BUTHE KIMHUYECKHUX TMPOSBICHUN 3a00JIEBaHUS WM



OTMEYAETCs YBEIMYECHHE KIIMHMYECKOW aKTUBHOCTH, HECMOTPSI Ha MPOBOAMMYIO B
TeueHue 6 HeJelnb CTAaHIAPTHYIO NaTOT€HETUYECKYIO TEPAITHIO.

OcHoBHas 1enb ¢apmakorepanuu CB HampaBieHa Ha TOJaBIIEHUE HMMYHO-
MATOJIOTHYECKUX PEaKIui, JIexalux B oCHOBe 3a0oseBanus. [laTorenernueckyio
Tepanuio MoApa3aeisaioT Ha TPH dTarna:

® UHIYKUUS PEMUCCUU KOPOTKUM KypCOM arpecCHUBHON Teparuu;

e MojJepKaHKe peMUccuu mpu nomomny amutensHor (0,5- 2 roga) tepanuu
MMMYHOCYIIPECCAHTAMHU B J103aX, JOCTAaTOYHBIX ISl JOCTHXKEHUS CTOMKOMU
KJIMHUKO- Ta0OpaTOpHOI peMuccuy,

e JICUCHME PELUIUBOB.

[laToreHeTnyecKol Tepanuu COIMYTCTBYIOT MEPOINPUATHS, HaIlpaBICHHbIE Ha
CHIKEHUE pUCKa KOMOPOUIHBIX 3a00JI€BaHUM U JI€UEHUE OCTIOKHEHU.

Cnegyer pekoMeHAOBaTh MalMEeHTaM wu30eratb (HakTopoB, KOTOPHIE MOTYT
IIPOBOLIMPOBATh 00OCTpeHHe Oose3Hn (MHTEpKYpPpEHTHbIE WHQEKIUU, CTpecc,
UHCOJISAINS, HEMOTHBHUPOBAHHBIM NMPHUEM MEIUKAMCHTOB W JIp.), OTKa3aTbCs OT
KypeHUsl, CTPEMUTCS K TIOJIIEPKAaHUI0 HOPMaJIbHOM Macchl Tena. Y 6onbHbix CB
NOBBIUIEH PHUCK Pa3BUTHUA HHTEPKYPPEHTHBIX HH(QEKIMH, aTepocKieposa,
apTepUabHOM TUIEepTEeH3UH, AualdeTa, 3JI0KaYeCTBEHHBIX 3a00JIeBaHMid, 4TO B
3HAYUTEIBHON CTENEHHU YBEIMYMBAET JIETATbHOCTh. [lallUEHTHI C MOBBIIIEHHBIM
PUCKOM TMOJIeKAT HAOIIOJECHUIO M OOCJIEIOBAHUIO COBMECTHO C MPOQPUIHLHBIMU
CHEUATHCTAMH.

C no3unuu ne4eOHOM CTpaTerud HO30J0THYecKue (OpMbl, OOBEIUHEHHBIE B
rpynny AHITA-CB nenecooOpa3Ho paccMaTpuBaTh KaK €IWHOE COCTOSHUE, a
nedenue audpGepeHIrpoBaTh TMPEXKIE BCEro B 3aBUCUMOCTH OT TSKECTH
3a00JIeBaHUs, C Y4€TOM PHCKOB JIETOUHOTO KPOBOTEUEHHMs], MPOTPECCUPYIOIIEH
MOYEYHON HEJOCTATOUYHOCTH, APYTUX OCIOKHEHUH (CepIeYHON HEe0CTaTOUHOCTH,
TSDKEJIOro mopakeHus oprana 3penus, [{HC).

CranagapTHasi cxeMa NATOTeHETHYECKOro Je4YeHHMs: Ha3HadaeTcs B JeOroTe
AHIIA-CB wnmu npu pa3BUTHM peuuauBa Ha (POHE CHWXKEHHS WM OTMEHBI

NOoAJACPKUBAOIICTO JICUCHNA.



Jns wmHaykumn pemuccuu renepanuzoBaHHoro AHIIA- CB  pexomengyercs
ucnois3oBaTh komOuHaruio L@ u I'K. 3ano3ganoe naznauenue I cnocobcTByeT
0oJ1ee TSKEIOMY TEUEHHUIO C BBICOKOM KIIMHUYECKON aKTUBHOCTBIO, MOCIEAYIOIIEMY
PEIUANBUPOBAHIIO 3200 ICBaHUSI.

B npeuoa MHAYKIIMM pEMHUCCHUHU MOKa3aHO NpuUMeHeHHe BhICOKMX 1103 ['K kak
BA)KHOM COCTABJIAIOLIEH TEPAIIUU.

L[®D 6/8 nynvcosvie sedenus 15 me/ke (ne bonee I 2) uepe3 2 nenenmu N 1- 3, manee
KaX/Iple 3 HECIIH.

+

MII 6/8 0,5- 1 e/cymxu 3 THS IOJPSA C TIOCICIYIONTUM Ha3HaueHueM 113 gnympo [
me/xe/cymku (ne b6onee 80 m2) OMHOKPATHO YTPOM 1O JOCTHxeHUs dpdekra, Kak
npaBuiio, He MeHee Mecsna. [locie noctuwxkenus r3pPexTa HAUUHAIOT MTOCTEIIEHHO
camkath 103y I[13 mo 1,25 mr Ha 25% B mecsan g0 goctmxkeHus no3el 113 20
mr/cytku, 3arem Ha 10% kaxnapie 2 Hemenu ao 10 mr/cytku. B pambpHeiimem
BO3MOYHO CHIkeHue 10361 [13 Ha 1,25 mr kaxasie 4 Henenm.

unu:

LD enympwv 2 me/ke/cymru (ne b6onee 200 me/cymku) cO CHUXKEHUEM A03bI 10 1,5
MI/KT/CyTKH NP JOCTHYKEHUU PEMHUCCHH.

+

113 enympo 1 me/xe/cymru (ne bonee 80 me) ogHOKpATHO yTpoM (TIOCE €bl) JI0
noctkenust 3¢¢dekra, Kak MpaBuiio, He MeHee Mecsma. [locnme agocTHkeHUs
s peKxTa HaUMHAIOT MOCTENeHHO cHIKATh 103y [13 (o 1,25 mr) Ha 25% B Mecstr 10
noctrkeHus 10361 20 mMr/cyTku, 3atem Ha 10% kaxapie 2 Hemenu 10 10 Mr/cyTkw,
B JAJILHEHIIIEM BO3MOKHO CHIKeHME 10361 113 Ha 1,25 mr kaxnasie 4 Henenu.
Jleuenue 11® npogomkaroT B TeueHue 3- 12 mecsiies.

[Tokazanus K HasHaueHuio purtykcumaba (PTM) B mepByio ouepeah BKIIOYAIOT
pedpakTepHOE WK PEIUANBUPYIOIIEE TeUCHUE 3a00JICBaHUSI.

PTM 6/6 375 me/m2 1 pa3 6 nedenio 6 meuerue 4 neoew



Jis cHmxeHust pucka MH(QY3MOHHBIX peakuuil BBeneHue PTM ocymiecTBisOT Ha
¢done npemenukaruu B/B MIT 250- 500 Mr u aHTUTHCTAMHHHBIMH TIpeHapaTamu
(xmopormupamuna rugpoxsopu 20 mr B/m).

Jleuenne PTM couertatror ¢ HasHauenneM ['K B craHmaptHOM  103€,
noanepxuBatonieii tepanueii A3A, MM®. Pyrtunnoro coueranus @ u PTM
cielyeT u3berarb, OJJHAKO MPU TSKEIOM TEUCHUH 3a00JIEBaHUS, B TOM YUCIIE MPU
passutuu BIII'H, nns yckopenus neue6HOTO 3(hPexra Bo3mokHo couetanue PTM
u [{® B cranmapTHOU [03€ Ha MPOTSHKEHUU OAHOTO WIIM HECKOJIBKUX MECSIIEB.
[Tocne neuennsa PTM Bo3moxHO passutne peuumaua AHLIA-CB, B cBsi3u ¢ 4yeM
TAIMCHTHI JIOJDKHBI HAXOUTHCS IO HaOoieHneM ¢ repuoauaeckum (1 pas B 2- 4
mecsiia) onpeneieauem coaepxkanus CJ1 20 B- kietok B nupkyssiuuu. HanexHbie
MIPEAUKTOPHI Pa3BUTHS PEIUANBa 3a00JIeBaHUS HE YCTaHOBJIEHBI. [Ipu pa3Butun
peuuauBa nocie peMUcCud, UHAYHUpoBaHHOU PTM, pexoMeHI0BaH MOBTOPHBIN
kypc PTM, npu 3ToM MoryT ObITh 3 dekTrBHBI O0see Hu3kue n0361 PTM (500-
1000 wmr). [yist cCHYDKEHUSI pUCKa PEIMIUBa MOKHO pacCMaTpHUBATh MPEBEHTHBHOE
Ha3Ha4Y€HUE MOBTOPHOro Kypca PTM.

AJIbTepHATHBHBIE TpenapaTrbl Ha3HA4YalOT OOJBHBIM C pe]pakTepHBIM WIH
PEIUANBUPYIOIINM TeUCHUEM 3a00JIEBaHNUA.

MM®D [- 2 2/cymku 6 00uH unu HECKOIbKO Npuemos ¢ MPOJAODKUTEIBHOCTHIO HE
meHee 6 mecsneB. CoueTaroT ¢ Ha3HAUYeHHWEM CTaHIapTHOM 10361 [13.

Hopmanvnuiii ummynoznobynun uenosexa 6/6 0,4- 2 e/ke 1 pas/cymxu, 3- 5 cymok.
Bo3MoxHO mpoBeeHNe TMOBTOPHBIX KypcoB 1 pa3 B Mecsll Ha MPOTSKEHUU 6
MECSIICB. SIBIsSETCS BCIIOMOTATEILHBIM CPEICTBOM.

Inazmagpepes 7- 10 npoyedyp 6 meuenue 14 cymox ¢ yoanenuem 60 mi/xe niazmol
U 3aMelieHneM paBHbIM 00béMOM 4,5- 5% anpOymuna yenoBeka. [Ipucoenunsior
pu HEIPPEKTUBHOCTH UHIYKIIMOHHOMN Teparuu, B CIIydasX aKTUBHOTO TSKEJIOTO
3a00JICBaHUs C TOBBIINIEHHEM YpOBHs KpeatnHuHa Oosiee 500 Mmomw/n wam ¢
TeMOpPParudeCKiM aJIbBEOJTUTOM.

IMoanep:xkuBaloiiee JeyeHue MocJjie NpoBeieHus1 HHAYKIIMOHHOT0 Kypca:

113 snympwb 5- 10 me oqHOKpaTHO yTpoM (IOCIIE e/bl)



+

A3A 2 me/ke/cymku ¢ BO3SMOKHBIM CHIDKEHUEM 10361 110 1,5 mr/kr/ cyTku uepes ro.
JnutenbHOCTh monaepkuBaronieid tepanun A3A B couveranuun ¢ 'K gomkna
COCTaBJISITh HE MEHEE 24 MecCsIIeB.

unu:

Jlegpnynomuo 20- 30 me/ cymxu.

unu:

MM®D [- 2 2/cymku 6 00uH UlU HECKOAbKO Npuemos ¢ MPOAODKUTEIIBHOCThIO HE
MeHee 6 MecsIIeB.

AHTHMHKPOOHBIE cpeacTBa (mpumemonpum/ cyibghamemokcason) NPUMEHSIOT
i JiedeHuss OosbHBIX ['TIA B ciyyasix ¢ JOKa3aHHBIM HOCHUTEJIBCTBOM Staph.
aureus, st mpoUIAKTAKY MHEBMOLUCTHOW MH(EKIHUHU y OOJIbHBIX, IJIUTEIBHOE
BpeMs noyvaromux Jieuenue [D.

IIporpamMMHBIii reMoanaIn3.

HeobxonumocT mpoBeieHrs MPpOrpaMMHOI0 TeMOJAHAIN3a HE MENIAeT aKTUBHOM
MaTOreHeTUYECKOW Tepanuu. boiee Toro, Npu yCneuHoM JICYEHUH, BIIOCIEACTBUN
MOXET UCUYE3HYTh MOTPEOHOCTh B F€éMOIUATTU3E.

Xupypruuyeckoe Jje4eHue.

Tpancnaianmayus nouxku 6onsHbIM AHITA-CB B cTaguu TepMHHATBHON MTOYSTHOM
HEJIOCTATOYHOCTH UMEET OIPAHUYCHUS B CBS3U MOBBIIIEHHBIM PUCKOM WH(MEKIIHMA
Ha (OHE TPUMEHEHUS HMMMYHOJEMPECCAHTOB U HEPEIKO COITYTCTBYIOIIETO
TSDKEJIOTO MOPAKEHUS JbIXaTeNbHBIX MyTed. YacToTra penuanBoB 00JIE3HU IMOCHE
TpaHCIUIaHTAIMKU CHUXKeHa 110 17%.

PeunauBel yaiie BO3ZHMKAIOT MOCJE MEPECAJKU MOYKH OT JIOHOPa- POJACTBEHHUKA.
Hanexxuple NpenIuKkTOpbl pa3BUTHUS pElUMBA B TEPECAKEHHOM OpraHe He
YCTaHOBJICHBI.

Pexoncmpykmuenvie ~ onepayuu  na  JIOP-  opeanax  TpoOBOOST B

CIICOAIM3UPOBAHHBIX HCHTPAX B IICPUOA MOJIHOM pEMUCCHU 3a00JIeBaHUs.
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