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BBepgeHne

Hecnenuduueckuii aoproaprepunt (aprepuut Takascy) — XpOHUIECKOE,
PELUANBUPYIOIIEE BOCIAIUTENBHOE 3a00I€BaHNE A0PThI U €€ OCHOBHBIX BETBEM
HEU3BECTHOIO MPOUCXOKIEHUS, OTHOCSALIEECS K FPYIIE CUCTEMHBIX BACKYJIUTOB.
Aprepunt Takasicy yaie BCEro nopaxaet MOJOAbIX KEHIIUH B Bo3pacte 15-30
JIET, BCTPEYAETCSl BO BCEM MUPE, BO BCEX ATHUUECKUX rpymnmnax. CooTHOLIEHUE
MEXAY KEHCKUM U MYKCKUM I0JIOM CPEAM MALMEHTOB ¢ apTepuntoM Takascy
KOJIeOJIeTCsl, IO pa3HbIM JaHHBIM, oT 1,2:1-B U3pauine 1o 6,9:1-8 Mekcuke u 8:1—
B SIlnonuu. 3aboneBaeMocTh aprepuutoM Takasicy cocrasiser 0,8—2,6:1 000 000 B
3aBUCUMOCTH OT PETMOHA MPOXKXUBAHUS U STHUYECKOH rpynnsl. Cunrtaercs, 4To B
a3MaTCKOM STHUYECKOM TpyTIe 3a00JIeBaeMOCTh apTepunToM Takascy Oosee
pacnpocTpaHeHa. Y JIeTed U MOJPOCTKOB apTepUUT Takasicy 3aHUMAET TPEThE
MECTO IO YaCTOTE MOCJe TAKUX BACKYJIUTOB, Kak 0one3np lllenneitna-I'enoxa u
0one3np KaBacaku, U ABIISIETCS. OJHOM U3 PACHPOCTPAHEHHBIX IPUUUH
PEHOBACKYJISIPHOM TUIIEpTeH3UU. OYEBUAHON HA CETOIHSIIHUN I€Hb ABISETCS
CBsA3b apTepuuta Takascy ¢ uHpuuupoBaHueM TyOepKyie3oM. CuuTaercs, 4To
MUKOOaKTepus TyOepKyje3a MOXKET CTaTh TPUITEPHBIM (PAKTOPOM IJIs BO3-
HUKHOBEHUs aprepunrta Takascy .

3a nocieaHee IeCATUIETUE TIPOrHO3 IS NALMEHTOB ¢ apTepuuToM Takascy
YIIYUIIHJICS, YTO CBS3aHO C COBEPIIEHCTBOBAHUEM METOJIOB JUATHOCTUKH U
JICYEeHMsI TaHHOU naToyioruu. [ISTHiIeTHAS BBKUBAEMOCTh IIpHU apTepuunte Takascy
B HACTOSIIIEE BPEMsI COCTABIISIET, O pa3HbIM JaHHBIM 70-93% .



MaToreHes 1 Mopdonornyeckas KapTnHa

bonesnp Takascy unu Hecneruuyeckuit aoproaprepunt (HAA) — 310
XPOHUYECKOE BOCHAIUTEIBHOE MOPAXKEHUE KPYITHBIX ApTEPUH, IPEUMYIIECTBEHHO
AOpThI U MPOKCUMAJIBHBIX OT/IEJIOB €€ BETBEH, 3HAUUTEIBHO PEXE — BETBEU
neroyHoi aprepun. [Ipu renepanuzannu 3a0071€BaHNs BOCIAIUTENBHOE
MOpa’KEHHUE MOKHO OOHAPYKUTh U B Oosee Menkux aprepusix. HAA — peakoe
3aboneBanue (26 cioyuyaeB Ha 100 Thic. Hacenenus B roa) [1]. boneror HAA
MPEUMYILECTBEHHO KEHIIMHBI (COOTHOIIEHHE 3a00IEBIINX KEHITUH U MY>KUUH
coctanysiet 8:1), manudecrtarus 3adboneBanust ormevyaercs B 15-30 jeT, XoTs oHO
MO>KET BOSHUKHYTh U B 00Jiee TO3JHEM BO3pacTe.

Aprepunt Takascy xapakTepu3yeTcsl TpaHyJIEMAaTO3HbIM BOCIIAJIEHUEM aOpThI U €€
OCHOBHBIX BETBEH, UTO MPUBOJIUT K CTEHO3Y, TPOMOO3y U aHEBpU3MaM, MOPaKEHUE
HOCHUT CErMEHTapHbIi xapakrep. Ha paHHux cranusax 3a00eBaHUsI UMEET MECTO
MOHOHYKJI€apHasi UH(OUIbTpAIUs HAPYKHOTO (aIBEHTULIMAIIBHOIO) CJI0S apTEPHH.
Pa3Butue ¢pubpo3a v yToNIEHNE HUHTUMBI CIIOCOOCTBYET CYKEHHUIO IMTPOCBETA
cocyna. K yromnmienuto cTeHkH cocyjia IPpUBOIUT BEICBOOOXKICHUE TPOM-
OouuTapHOro akropa pocTa ¢ nocieayrien npoaudepanuen
MuoguopobiacToB. CTEHO3BI COCYAOB SBISAIOTCA HanOOJEE PaCIPOCTPAHEHHBIM
NOpaKEHUEM y MaLUEHTOB ¢ 0oJe3Hbpt0 Takascy u oOHapy:xuBaroTcs B 90%
ciydaeB, y 45% mnainueHToB 0OHAPYKMBAIOT aHEBPU3MbI. TpomM0O03y criocoOcTByeT
aKTHBALMS 3HIOTENNS U TUIIEPKOAryIsiuus. ApTepruaabHble CETMEHTapHbIE
CTEHO3bI IPUBOIAT K CUMIITOMAM UIIEMUHU. XPOHUYECKAs CEpACUHAs
HEJ0CTaTOYHOCTh IpH apTepuute Takascy UMEET MECTO B pe3yiIbTaTe
apTepUAIbHON THIIEPTEH3NH, CTEHO3a a0pThl, MUOKapauTa. [IprnunHon pa3BuTus
IPaHyJIeMaTO3HOr0 BaCKYJIMTA CYUTAIOT aKTUBALMIO T-XeepoB aHTUT €HAMH,
OCKJIEHHBIMHU B CTEHKaX COCYOB C IOCJEAYIOIIKUM BbICBOOOKIEHUEM
UTOKWHOB, XeMOTAKCUCOM MOHOIIUTOB, OMTOCPEYIOLIUX MOBPEXKACHUE HIOTEIHS
1 o0pa3oBaHUE IPAHYJIEMBI B CTEHKE cocya. Jloka3aTebcTBOM ayTOUMMYHHOM
PUPOIbI 3a00J1€BaHUS SBIISAETCS BBIABICHHUE B CHIBOPOTKE KPOBH MALIMEHTOB C
aprepunToM Takascy HUPKYJIUPYIOMMX aHTUAOPTAIBHBIX U aHTUIHAOTEINANb-
HBIX aHTUTEN. Y MAUHUEHTOB C apTepuuToM Takascy MMEeT MECTO IOBBILICHHBI I
ypoBeHb (haKToOpa HEKPO3a OIyX0Jiu, HHTepelkuHa-6. [Ipu rucrosornyeckom
UCCIIEJOBAaHUU B CTEHKE cOocyA0B Ipu apTepuunte Takascy oOHapyxuBaiot IgG,
IgM, oTnoxenus npornepanHa. B HeakTHBHYIO CTaInIO 3a00JI€BaHUS KOJIMYECTBO
B-numdouuTtos npu aprepunte Takascy HE H3MEHEHO, B TO BpeMsI Kak BO BpeMs
penuIrMBa KOIMuecTBO B-muM(poIMTOB yBEIUYNBAETCS, YTO MO3BOJIET CUUTAThH B-
TUM(OUUTHI MUILIEHBIO JIJIs1 TEPANEBTUYECKUX CTPATErHH.

MouekynsspHO-TeHEeTUYECKUIA aHaTU3 MOKa3all, YTO BOCIIPUUMUYUBOCTH K
aptepunTy Takascy cBs3aHa ¢ HocutelbcTBOM TeHoB HLA-B*52:01, HLA-
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B*67:01, HLA- B/MICA, HLA-DQB1/DRBI1, IL12B. Bocnpuum4auBocTh K
aprepunty Takascy yBEIMYMBAETCS Y HHAUBUAYYMOB, UMEIOIINX B
AMHHOKHCJIOTHOM 1ociieqoBareiib- HocTu Oenka HLA-B B 171 nmonoxxenun

TUCTUJUH U B 67 T0JIOXKEeHUU (PeHUIIaIaHuH, U TIPU BBISIBIICHUH JIOKYyCa
FCGR2A/FCGR3A Ha xpomocome 1.

Haubonee yacto mopakeHHe JTOKAIU3YETCs B 00JIACTH IyTH aOPTHI U
OpaxuorniedanbHbix aprepuit (74%), pexxe — B OprortHOM (42%) u rpyaHoMm (18%)
oTzenax aopThl, B o0mactu oudypkamuu (18%) u B Bocxopsmiei yactu ayru (9%).
B mporiecc MoryT BoBlieKaThCs JIFOObIE BETBH A0PTHI, B TOM YKCJIEC BEHEUHBIC
aptepuu cepana. [Ipu renepanu3anuu mpoiecca BOCIaTuTeIbHbIC N3MEHEHUS
0oOHapYyKUBAIOTCS U B CTEHKAX apTepuii Oosiee Meakoro kanmuopa. Cocyibl UMEIOT
XapaKTePHBIN BUJ: UX CTCHKHU YTOJIICHBI, PUTHIHBI, IPEICTABICHBI O€IeCOBATOM
TKaHbl0. ITHTUMa MOXKET UMETh YTOJIIIECHUS, CY>)KUBAIOIIUE TIPOCBET, B KOTOPOM
0OHapYKUBAIOTCS MTPUCTECHOYHBIE MK O0TypHUpyromue TpoMObIl. B agBeHTHIINN 1
MIEPUBACKYJIIPHON TKAHH BBIPAXKEHBI SIBIICHUSI CKJIEP03a, BCTPEUAFOTCS
aHEBPU3MATHUYCCKHEC BBIIIUYNBAHUS CTCHKHU. [lopaykeHne MOKeT ObITh
CerMEHTapHbBIM WK AU Py3HBIM. B 3aBHCUMOCTH OT MaTOJIOr0aHATOMUYECKON
KapTUHBI BBIICIISAIOT aHEBPU3MATHUECKUN, 1€POPMHUPYIOIIHI U CTEHO3UPYOIIHIA
Hecrnenupuuecknii aopToapTepUuT.

Mukpockonudyecku 0OHapy>KMBAIOT MTOPAKEHNE BCEX CIIOEB COCYIUCTON CTEHKU
— nanapmepuum ¢ 2ueaumokiemournou peaxyueu. IIpociexusaercs cMeHa (a3
BOCHAJIUTEIBHON peakiuy, 3aBEPILIAIOLIENUCS CKIEPO3UPOBAHUEM COCYAUCTON

CTEHKH, YTO MO3BOJISIET TOBOPUTH O CTAAUSIX HECTIELIM(PUUECKOTr0 a0PTOAOPTHUTA.

Boinensror 3 craauu 6one3au Takascy:

1. OcTpast wnm paHHsA CTaaus — XapaKTEPU3YETCs NeCTPYKIMEN BHYTPEHHEN
ANACTUYECKOW MeMOpaHbl U MH(PUIbTpauel apTepruaibHOl CTEHKU TUMPOIIUTaMU
U TUIa3MOIUTaMu. [ MraHTCKUE KIIETKH BCTPEUYatoTCs peako. bosbliie Bcero
M3MEHEHUI HaXOAAT B CpellHEeN U HAapY>KHOUM o0osioukax. BHyTpeHHss 06o0uka
yToeHa (nponudepaius dHI0Teus), 00pa3yrTcs MPUCTEHOUYHbBIE TPOMOBI.

2. IlonocTtpast Uy MO3HSIS CTaAUsl — XapaKTEPU3YyeTCsd CMEHON OMUCAHHBIX
M3MEHEHHUU MPOyKTUBHBIM BOCIIAJICHUEM C 00pa30BaHUEM IpaHyJIeM U3
MakpodaroB, SMUTEIUOUIHBIX, TNIA3MATUUYECKUX U TUTAHTCKUX KIIETOK.

3. CxnepoTtuyeckas uiau GuHaIbHas CTAAUS — XapaKTepU3yeTcs CKIEPO30M
CTeHKHU apTepun. Haxonat opranuzaiuio TpoOMOOTHYECKUX MACC, CTEHO3UPOBAHUE
MPOCBETA apTEPHUH, MHOT/IA MOJTHYIO O0JIMTEpaIMIO MPOCBETA COCY/Ia.



Knaccnoukauma Hecneunpumnyeckoro aoptoapTepumnTa

B Hacrosimiee Bpems peiyIosKeHbI psjl Kiaccuukaiumii, 0THAKO HA OJHA U3
KJaccu(uKauii He HalUIa eMHOTO MPU3HAHUS.

Knaccunduxanusa Ueno (1967)

Tun I |[lopaxeHnue nyru aOpThl U €€ BETBEN

Tun I TlopaxkeHne HUCXOAAIICH IPYTHON aOPThI, OPIOITHOM a0PTHI U €€ BETBEH.

Tun 1l [KomOunamws mepBoro u BTOPOro TUIa

Tun IV*|OnuH 13 nepBbIX TPEX TUIOB C BOBJICYEHUEM JIETOUHOU apTepUH

Knaccuduxanus Nasu (1975)

Tun I (BoBieueHue TOJBKO BETBEU AYyTH aOPThI

Tum II {[IopakeHre KOpHs a0PThI, IyT'U U €€ BETBEU
Twum 111

[Topaxenue noanuadparmMaibHOM a0PTHI

Tun IV|[IopaxxeHne Bcelr aOPTHI U €€ BETBEU

Kaaccudpukanus E. Lupi-Herreraetal (1977)

Tn
o

Onucauune

[  |u30sMpOBaHHOE MOpPAKEHUE BETBEN QYU AOPThI

MOPa’KEHUE TOJIBKO TOPAKOaOIOMUHAIBHOTO CETMEHTA A0PTHI C
Il |BucLiepanbHBIMU BETBSIMHU U [MOYEUHBIMU apTepUsIMHU, O€3 BOBIICUEHUS BETBEH
IyTH a0PTHI

Il [mpexacraBisieT co60¥ KOMOMHAIIMIO TIEPBBIX JABYX

MopaXkaroTcsl JIFOObIE OT/EIbI A0PTHI C 00s3aTEILHBIM BOBJIEUEHUEM BETBEH

v .
JIErOYHOM apTe- puu

Kiaunuveckue cunapomsl 0ose3un Takasicy mo A.B. [lokpoBckomy

CuHApOMBI

- CHHJIPOM OONIEBOCTIAIUTEIILHBIX PEAKITU;

- CUHAPOM MOPaXEHUS BETBEH TyTU aOpThI;

- CUHAPOM CT€HO3UPOBAHUS TOPAKOAOJOMUHAIILHOU a0PThI, WJIK KOAPKTAIIMOHHBIN
CUHJIPOM; - CHHAPOM Ba30pEHAIbHON TUIIEPTEH3NH;

- CUHAPOM a0JIOMUHAJILHON UILIEMUH;
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- CHHIPOM TOpakeHus1 On(pypKaluu aOpThI;
- KOPOHAPHBINA CHHJIPOM;

- CUHAPOM a0pPTaJIbHON HEJOCTATOUYHOCTH;

- CUHAPOM IIOPaXEHUs JIETOYHOU apTepuH;
- AHEBPU3MATUYECKUI CUHIPOM.

Mexaynapoanas kiaccupukanus (Toxuo, 1994)

Type I |[lopaxeHnue BETBEU TyTrH aOPThI

Type

a [TopaxxeHune BOCXOIIIEN aOpThl, IyTH U €€ BETBEU

Type |[lopaxeHue BOCXOIAIIEH a0PThI, IYTH U €€ BETBEH, a TaK K€ HUCXOISIIEH
IIb TPYJIHON aOpPTHI.

Type . . . .
Hilp [TopaxeHnue nucxoasuieit rpyJHON, OPIOLIHON aOPTHI U €€ BETBEH
Type . .
I\}flp [lopaskeHne OprOITHOM a0PTHI U €€ BETBEU.

Type V |Bcest aopra u ee BeTBH

«C+» |- C nopaxkeHreM KOpOHApHbBIX apTepuit

«P+» |- C mopaxxeHue JeroyHon apTepun

OCob6EHHOCTU KITMHUYECKOro TeYeHNs apTepumnTta Takasacy

Kimandeckne nprusHaku aprepunra Takascy CBs3aHbl, ¢ OZHON CTOPOHBI, C
Hecneun(pUIecKUMU CUMITOMAMHU CUCTEMHOM BOCTIAJIMTENBHOM aKTUBHOCTH, C
JIPYTOM CTOPOHBI, IBJIAIOTCS MPOSBICHUEM IIPOTPECCUPOBAHUS UILIEMUYECKUX
WU3MEHEHUH BCIIEACTBUE MOPAKEHUS PA3JIMYHBIX OTAEIOB COCYIUCTOrO pycia.

Hecnemuduueckne cuMnToMbl HanboJIee YaCTO BCTPEUAIOTCS HA paHHEH CTaIuu
3200J1€BaHMS WIH BO BpeMs 00ocTpeHus. K HUM OTHOCSTCS JUIHTEIbHAs
JUXO0paJiKa, CHUKEHHUE MacChl Tella, 001mast crabocTh, TOJIOBHBIC 0O0JIH, apTPaITHH,
00JIM B MBIIIIAX TPEUMYIIECTBEHHO TUICUYEBOTO MOsICa.

CuMNTOMBI, CBSI3aHHBIE C TPOTPECCUPOBAHUEM HIIIEMUYECKUX U3MEHEHUN 3aBUCST
OT JIOKAJIM3allM1 MOPAKEHUS U HapacTaroT npu gusnyeckoi Harpyske. B 10- 30%
Clly4aeB oTMedaeTcs 00Jib B MPOEKIUU MOpakEHHOTO cocyna. [Tpu
3aMHTEPECOBAHHOCTH OpaxuolealbHbIX apTepuil HAOII01aeTCI CUHIPOM
nepeMeKaroIeiicss XpOMOThl BEPXHUX KOHEUHOCTEH, onlyieHue ciaboctu, 60u B
MPOKCUMAJIBHBIX OT/EIaX KOHEUHOCTe. BoBeueHrne BocXoAsiero oTaena aopThl
4acTO COUYETAETCS C A0PTaJIbHOW HEIOCTATOYHOCTHIO BCIIEACTBUE JUTATALUN
aopThl. KilnHM4YecKre MposiBIICHUS TATOJIOTUU KOPOHAPHBIX COCYI0B

7



XapaKTepHU3yr0TCs O0JIIMU B TPYAHOMN KJIETKE, OABIIIKON U ceplieOneHreM, pexe
npuctynamu creHokapauu. Y 40- 70% ciryyaeB IMarHOCTUPYIOT MOPAXKEHUE
KOHEYHOTO OTJIeJIa HUCXOASIIEH aOpThl M HA4aJIbHOTO OTpe3ka OPIOIIHOTO OT/eNa
aOpThI C YAaCThIM BOBJICYEHUEM B MPOLIECC HEMAPHBIX apTepuil. Bmecte ¢ Tem,
CUMIITOMBI HIIEMUU BUCLIEPATIBHBIX OPraHOB HAOJIOIAt0TCS PEAKO. Y TOPHBIN
xapakrtep 0oJieil ¢ uppagualyei B MOsICHUILY TPeOYeT UCKITIOUCHHUS
paccianBarolencs aHeBpU3Mbl OPIOIITHOTO OTAeNa aopThl (9%). ApTepuanbHas
runeprensus (33- 76%) B nepByro ouepeib MOXKET ObITh CBA3aHA CO CTEHO30M
MOYEYHOHN apTepUH U OTHOCUTCS K YUCITY HEOJArONPUATHBIX IPOrHOCTUYECKUX
(hakTOpOB.

[Topaxenue nHepBHOU cuctemsbl (60%) B mepByI0 odepeib 00YCIOBICHO
TUucUMpKynsTopHol sHeanonarueit. [Ipu BeipaxkenHom (50% u Oosee) cykeHUN
MPOCBETA COCY/Ia WU TIPH JIBYCTOPOHHEM MOPAKEHUN OOIINX COHHBIX apTepHit
BO3HHMKAIOT OOMOPOYHBIE COCTOSHUS, STTU30IbI OCTPHIX HAPYIICHHH MO3TOBOTO
KpoBooOpartieHus. /[ mopaxeHus nepudepruueckoil HEPBHON CUCTEMBI
CBOMCTBEHHO pa3BUTHE CUMMETPUYHON MOJTMHEHPONIATHH, HAaN0O0JIee BRIPAXKEHHOMN
B pyKax.

Odransmonoruaeckue pacctpoiicTra (> 50%) mpoSBISIFOTCS CYy>)KEHHEM TMOJIeH
3peHMUs], TOCTENIEHHBIM CHHKEHUEM OCTPOTHI 3peHHUsl, nurionueil. Boamoxna
OCTpasi OKKITFO3US HEHTPAIBHOW apTEPHUM CETYATKU C BHE3AITHOW MOTEPEN 3pEHUS
Ha OJMH TJIa3.

[Topaskenne Kok HanboJIee YaCTO MPOSBIIETCS Y3JI0BATOM SPUTEMOM, pexke
OTMEYaeTcsi CHHAPOM PeiiHo, ceTyaToe JTUBEIO.

MpUHUMNBLI OMarHOCTUKN apTepumnTa Takascy.

JHuarnoctuka aprepunta Takascy 6azupyeTcst Ha TUIATEIbHOM U3YUYEHHUH Kanob u
aHaMmHe3a 3a00J1eBaHMsI, BHUMATEIbHOM OCMOTPE MAMeHTa ¢ 00s3aTeIbHBIM
MCCJIEIOBAHHUEM ITyJIbCa HAa O0EUX JIyYEBBIX apTEPUAX U HA IPYTUX COCYAAX, UX
ayckyibTauuu, uamMepennu A/l Ha o6eunx pykax u Horax. bomnbiioe 3naueHue
UMeeT KOHTPACTHOE aHTHOrpaduyecKoe Uccael0BaHUE U IyTIIEKCHOE
YJIBTPa3ByKOBOE CKAHUPOBAHUE COCYOB.

KnaccudukaumoHHble kputepun aptepunta Takasacy (W.P. Arend u coasr.,
1990).

Kpurepnii XapakTepuCcTHUKa

Bospact monoxe 40 ser




Hauano 3a6osieBanus B Bo3pacte Mojoxe 40
JIeT.

“Ilepemexaroniasicsa”
XPOMOTa KOHEYHOCTEN Cnabocth 1 JuckoMpOpT B MBIIIIIAX
KOHEUHOCTEH MPHU JBUKCHUU.

Ocnabnenue nmynbca Ha  |(CHHIKEHHE ITYJIbCAIIMHM HA OJTHOM MIIH 00CUX

MJICYEBOM apTepUn MJICYEBBIX APTEPUSX.

Paznuna AJl Ha npaBoit u [Paznuiia cucronuueckoro AJl 6osee 10 MM prT.
JIEBOM pyKax CT. IIPHU €T0

6omnee 10 mm pr. CT. M3MEPEHUN Ha 00EHX TIJICUEBBIX apTEPUSIX.

[Ilym Ha noaximrounyHbiX (Hanuuue nryma, BBISBIISIEMOIO IIPU
apTepusixX WK OPIOUTHOM |ayCKyJIbTAIlMU HAaJl 00EUMH MOJKIIOUNYHBIMU
aopre apTepHUsIMU UM OPIOITHOM OTJIEJIE€ AOPTHI.

Cy>keHre npocBeTa WK OKKJIIO3Us a0pThI, €
KPYMHBIX BETBEH B MPOKCHUMAJIbHBIX OTIENaX
BEPXHUX M HWKHUX KOHEYHOCTEH (HE CBS3aHHOE
C aTepOCKIIEPO30M, (prHOPOMYCKYIAPHOI
JUCIIIa3uel u ap.).

N3menenus nipu
anruorpaduu

Hannuwre mo0bix 3 u 0osiee U3 3THX KPUTEPUEB TTO3BOJISACT IIOCTABUTh
JIMarHo3 ¢ YyBCTBUTENIBHOCTHIO 90,5% 1 cnenuduarocThio 97,8%.

JTabopaTopHas AnarHocTuka aprepumTta Takascy

XapaxkrtepHo yBenunuenne COD, konuentpauun CPb, HopmoxpomHas
HOPMOILIMTApHAsl aHEMUSI, YMEPEHHBIA TPOMOOIUTO3.

MHCprMeHTaﬂbele METOoObl UCCNEeOoBaHUA NPUN apTeEPUNTE TaKaﬂcy

AHFI/IOFpa(l)I/IH, IMO3BOJAIOIIAA OICHUTD CTCIICHD CYKCHUS WJIN JUJIaTalluu COCYy/1a,
HMCCT BA’)KHOC 3HAUYCHHNEC KaK JJISA ITOATBCPIKACHUS JHUarHo3a, TaK U AJIs OICHKHU
JAWUHAMHKU ITaTOJOTHYCCKOTO ITponccca.

bonbioe 3HaueHre UMEIOT HEMHBA3UBHBIE METOIBI (YJIBTPA3BYKOBOE TYIIEKCHOE
CKaHUPOBAHUE, KOMIIBIOTEpHAs TOMOTpadrs MarHUTHO-PE30HAHCHASI TOMOTpadus
(MPT), mo3uTpoHHO- IMUCCUOHHAS TOMOTPpa(¥si), MO3BOJSIONINE YCTAHOBUTH
JTMArHO3 Ha paHHEeW CTajuu 3a00JIeBaHMsl, B IEPUO/, KOTJa HaOII01aeTCs JTUIITH
YTOJIILIEHUE COCYAUCTON CTEHKHU.



O6LLI,I/Ie npnHUUNbl Ne4eHnd CUCTEMHDbIX BACKYJTINTOB

OcHoBHas Lenb GpapMakoTepanuu CUCTEMHbIX BACKY/IMTOB HalpaBiieHa Ha
MoJaBJIE€HNE UMMYHONATOJIOTMYECKUX PEAKIIUH, JISKAINX B OCHOBE 3a00JICBaHUS.
[laToreneTnueckyro Tepamnuio NoApa3AesioT Ha TPU dTana:

WHIYKIHS PEMUCCUHA KOPOTKUM KYpCOM arpeCCUBHOM Tepallvu;
noj/iep>KaHle PEMUCCUU TIpU moMouIu aiurenbHoi (0,5- 2 roga) Tepanuu
MMMYHOCYIIPECCAHTAMU B J103aX, JOCTATOYHBIX JJIs1 JOCTUAKEHHUS CTOUKOMN
KIIMHUKO- JTa0OPaTOPHOUM PEMUCCHUN;

3. Je4YeHue peuuanuBOB.

N —

[IatoreneTuueckom TCparn COMMYTCTBYIOT MCPOIIPUATHUS, HAIIPABJICHHLIC HaA
CHMKXCHHUC PHUCKaA KOMOp6I/II[HI)IX 3a00J1eBaHMI 1 JICUCHUE OCJIOKHCHUH.

Jleyenue nanreHToB ¢ CUCTEMHbIMU BACKYINTAMMW TOJKHO IPOBOAUTHCS
BpayaMHU-peBMAaToJ0oraMu (B BUJI€ UCKIIIOUEHHUS Bpay OOUIed MPaKTUKU, HO MpHU
KOHCYJIbTATUBHOM MOJIEPKKE Bpaya-peBMaTOJIOra) C MPUBJICYEHUE CIICIIUATUCTOB
JPYTUX MEIULMHCKUX ClenHaabHOCTeN (He(ppoiory, 1epMaToIori, FreMaToJIorH,
KapAHOJIOTH, HEBPOIIATOJIOTH, TICUXUATPHI U JIP.) U OCHOBBIBATHCSA HA TECHOM
B3aMMO/JICHCTBUY Bpaya U NALUCHTA.

JleyeHune aptepunTta Takasacy

MOHOTepaHI/IH TNIIOKOKOPTHKOWIAMM ITO3BOJIACT JOCTUI'AaTh PCMHUCCHUHN U
MMoAACPKUBATH €C. Haznauarot Ha pPaHHUX CTaAUAX 3a00JICBaHHUS:

[Ipenuuzonion BHyTph 1 mr/kr/cyTku (He 6onee 80 mr) B 2- 3 npuema B TeueHue 1
Mecsla. 3aTeM NepexoaT Ha OHOKPATHBIN IPUEM YTpPOoM (IIOCIIE €bl) U
MOCTEMEHHO CHIDKAIOT 703y IpeaHu3010Ha (o 1,25 Mr) Ha 5 Mr B 2 Hellenu 110
nocTtuxeHus 10361 20 Mr/cyTku, ganee Ha 10% kaxawie 2 Henenu 10 10 Mr/cyTKH.
JMUTEeNbHOCT TEPANUH TITIOKOKOPTUKOUIAMHU 3aBUCUT OT JTUHAMUKH
KJIMHUYECKUX TposiBiieHu 1 BenuuuHbl COD. Kak mpaBuiio, 1eueHue
MPOJOJIKAIOT HE MeHee 2- 5 neT. [loanepxuBaroias 103a He 10J>KHA IPEBbIIATh
10 mr/cyT.

[Tocne oTMeHBI IITIOKOKOPTUKOUIOB Y 50% OOIBHBIX MOXKET HaCTylaTh
o0oCTpeHue, ISl JIEYEHUsI KOTOPOTO MPUCOETUHSAIOT [IUTOCTATUKH.
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JleueHne apTepumnta Takascy pedpakTepHOro Te4eHuns

BxiroyaeT nprucoeAMHEHNE METOTPEKCATA, a B CIydasx ero HenHEeKTUBHOCTH WIIH
HEMEePEeHOCUMOCTHU- a3aTUONPUH. MoxkeT ObITh 2 (HEKTUBEHO MPUMEHEHHE
€KEMECSYHBIX B/B MYJIHCOBBIX BBEJICHUI METUIIIPETHU30JIOHA B COUETAHUH C
1ukI10hochaHoM, TeHHO- HHKEHEPHBIX OMOJIOTMYECKHX MTPEnapaToB, B YaCTHOCTH,
uaruoutropoB ®HO-o. OOmenpuHsITHINA TPOTOKOJ JICUEHUs apTepunta Takascy
OMONIOrMYeCKUMU IpenapaTaMy He pa3padoTaH A0 HACTOALIETO BPEMEHHU.

Mertotpekcar 20- 25 Mr/ Henemto.

WIIN:

A3zaTtHoIpuH 2 MI/KI/CYyTKH ¢ BO3MOKHBIM CHHKCHHEM JI03bI 710 1,5 MI/Kr/cyT
qyepes roj.

WJIu:
Metunmnpennuzosion B/B 10 mr/kr (ae 6oxee 1 r) 1 pa3 B mecsty, 9- 12 mecsies.
+

[uknodocdan B/B 10- 15 mr/ kr (He 6oxee 1 r) 1 pa3 B mecsi, 9- 12 mecsiiies.
Xupypruyeckoe neyeHume aprtepumnta Takaacy

PGKOHCTPYKTI/IBHBIC XUPYPIrudeCKUC BMCIIATCIILCTBA CICAYET MPOBOJNUTE B
HCAKTHBHYIO (1)8,3}’ 0O0JIC3HU U B OCHTpAX, UMCIOIINX I[OCT&TO‘IHBIﬁ OIIBIT UX
IMIPpOBCIACHUA.

70% OOJIBHBIX apTepUUTOM TaKasicy UMEIOT TTOKa3aHUS JIJISl XUPYPTUIECKOTO
nedyeHus (pacciauBaronas aHeBpU3Ma a0pPThl, TEMOJIMHAMUYECKHA 3HAUYUMBbIE
CTEHO3bl/ OKKJIIO3UU COHHBIX apTepuid, A" cOCyAMCTOro reHe3a, CTeHO3 MOYeUHOU
aptepun). PEKOHCTPYKTUBHBIE ONEPAIIUU COMPSIHKEHBI C MEHBIITUM PHUCKOM
pecTeHO03a, YeM aHTUOIJIACTUKA UJIM CTEHTHpOBaHUE. BOJIbHBIM CO CTEHO3aMuU
KOPOHAPHBIX apTepuil MOKET MOTPEOOBATHCS ONepaIys KOPOHAPHOTO
HIYHTUPOBAHUS WU MPOBEJICHNE YPECKOKHON TPAHCIIOMUHAIBHON OalIOHHOM
aHTHOIUIACTUKU.

MOHI/ITOpI/IHF dKTMBHOCTUN CNCTEMHbIX BACKYJINTOB

O1eHKa aKTUBHOCTU CUCTEMHBIX BACKYJIUTOB UMEET OTPOMHOE 3HAYCHUE TSI
BbIOOpA Tepanuu. MOHUTOPUHT aKTUBHOCTU CUCTEMHBIX BACKYJIUTOB Ha
COBPEMEHHOM ATare pa3BUTHsI PeBMATOJIOTUU BKJIFOUAET B CEOs CrIEUAIBHO
CO3/IaHHbIE MHCTPYMEHTHI — HHACKCHl aKTUBHOCTH, ISl pacuyeTa KOTOPOro B
Oaytax mpeayioxkeH bupMuHreMckuii MHIEKC KIIMHUYECKON aKTUBHOCTHU
(Birmingham Vasculitis Activity Score). B 3aBucuMoctu OT JToKaIu3auu
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MOpayKEHUs IPU3HAKYU 3a00JIEBAHMS pa3/iesieHbl Ha 9 TPy, IPU pacyeTe NHAEKCa
aKTUBHOCTH CyMMHPYIOTCSI MAaKCUMAJIbHbBIE 3HAUE€HUS OAJIJIOB, MOJyUYE€HHBIC B
KaXJ0i rpymnme (MakCMMaJIbHO BO3MOKHBIN CyMMapHbII HHAEKC COCTaBIsIET 63
0amna). [Ipu olleHKe KIMHUYECKON aKTUBHOCTH MTPUHUMAIOT BO BHUMAHHE
0OyCIJIOBJIEHHBIE BACKYJIUTOM CUMIITOMBI, IMEIOIIUECS HA MOMEHT OCMOTpA, a
TaKKe NMOSIBUBIINECS WU ITPOTPECCUPOBABIINE B TEYEHUE MTOCIEIHETO MECSIIA.

BUupMUHTEMCKUI MHAEKC KIMHUYECKOW akTuBHOCTH CB.

1. Cucremnsle npossneHus: bamn

CJ1. Muanruw/ aprpanruu/ aprpur 1
[12. Jluxopanxa (<38.5°C)" 1

[13. Jluxopanxa (>38.5°C)" 2

[J4. Toreps maccs! Tena (<2 kr) 2

[J5. Horeps maccer Tena (>2 kr) 3
MaKCHMAaJIbHO: 3

2. Koxnsle nokpoBsl: bamn

C11. ypmypa/ apyroit Backymut Koxu 2
2. 3w 4

[J3. 'anrpena 6

[J4. MuoxecTBEeHHbIE TaHTPEHBI MATBIEB 6

MaKCHUMaJbHO: 6

4. Causuctele 000s10uky/ rna3a: bami

CJ1. S13e1 momoctw pra 1

[J2. S13Be1 nonossix opranos 1

3. KousronkTusur 1

CJ4. Druckneput/ cknepur 2

O5. Veeut 6

[J6. Orex/ remopparuu ceruatku 6
[17. Perpo- opburanshas rpanynema 6

MaKCHMAaJIbHO: 6

5. Jlerkue: bann

|:_| 1. Ogprmka/ actma 2

[12. Vsenku i pubpos 2

[13. ugunsTpar 4

[J4. Kposoxapkauue 4

C15. Tnespanbubiit BeNOT/ miespur 4

[J6. Jlerounoe kpoBoteuenue 6

MaKCHMAaJIbHO: 6

O1.
2.
3.
4.
Ols.
Cle.
7.
OIs.
Clo.

3. JIOP- opransi: bann

Beienenus/3aTpy . HOC. JbIXaHus 2
Cunycur 2

HocoBoe kpoBoreuenue 4
Kpossiabie kopouku B Hocy 4
Brigenenus u3 ymei 4

Cpennuii otut 4

I'myxota 6

OXpHUILIOCTh/ TAPUHTUT 2

CrteHos roptanu 6

MaKCHMAaJIbHO: 6

7. KemynouHo- kumeyHsli TpakT bamn

0.
Oo2.

6. Cepneuno- cocyaucras cucrema: bamn

[Tympr 2
OtcyTcTBHE Myibca 4

[J3. Aopranshas HeocraTounocTs 4

4. Hepuxapmut 4

Os.

OUM 6
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Cl1. bons B xuBote 3

[J2. Kposagas auapes 6

[13. Undapkr knmeannka 9

[J4. Maukpeatut/nepdoparms x.11. 9

MaKCHMAaJIbHO: 9

[J6. HK/ kapanomuonatus 6

9. HepBHas cuctema bamn

O1. Opranwy.HapyIICHUSI, TSMEHITHS 3
02. Tlepudepuueckas Heliponatus 6
[13. MHOXeCTB. IBUraT. MOHOHEBPHUT 9

4. Cymoporu 9
5. Uucyner 9
6. Tlopaxenue criMHHOTO Mo3ra 9

MaKCHMAaJIbHO: 9

SLaKierixabaR 6

O1. Ounacroauyeckoe AJI> 90 mm.pr.cT. 4
02. Mporeunypwust (>1r unu > 0.2 r/c) 4
03. T'emarypus (>13p.umi>0.25p./mi1) 8
04. Kpeatnuun 125-249 Mxmons/i 8

[15. Kpearunun 250-499 mxmouns/i 10
[16. Kpeatunun > 500 Mrmoub/n 12

7. Beictponporpeccupyroruit TH* 12

MaKCHMaJbHO: 12

O01as MakCHMaJIbHO BO3MOXHAs CyMMa 0aiios: 63

* BBICTpOIIPOrpECCUPYIONMINNA TIIOMEPYTOHEDPHUT- XapaKTEPUIYETCS] CHIKCHHUEM
CKOPOCTH KITy0O4YKOBOH (umbTpamuu Oosee ueM Ha 50% B TeUueHHUE HECKOIbKHUX

HCACIb NJIN MCCALICB.

[Iporuo3 3a0oneBaHus onpeaensieTcss He TOJIbKO aKTUBHOCTBIO COCYAUCTOTO
BOCHAJICHUSI, HO U CTETICHBIO MOBPEXKICHUS OPTAHOB UJTM TKaHEH (MHIEKChI
MOBPEXKICHHUS ), KOTOPOE HE MOAaeTCsl 0OpaTHOMY Pa3BUTHIO, HECMOTPS Ha
MIPOBOJANMOE JIEUCHHE, B OTIIMYME OT BOCIAIUTEIbHON aKTUBHOCTH.

Nunexc nospexaenus (Damage Index) ycranaBnuBaeT HaIMYME NOTEHIIMAIBHO
HEOOpaTUMBIX MOPAKEHUI PA3TIMYHBIX OPraHOB M BKJIIOYAET ONMHMCAHUE COCTOSIHUS
12 cucrem opraHoB, MAKCUMAJIBHBINM CUET 10 OTACIIBHBIM CUCTEMaM OpPraHOB
cocTaBiiseT OT 1 10 7 6aIoB, B 3aBUCUMOCTH OT KOJIMYECTBA OLIECHUBAEMBIX
napaMmeTpoB. OO MaKCHUMaJIBHO BO3MOXHBIN c4eT cocTaniseT 47 6amioB. B
OAJUTbHYIO OLICHKY BKJIFOUAIOTCS BCE THUITHI TOBPEXKICHUS C MOMEHTA Havasa
3a0osieBanus (00ycioBIeHHBIE HenocpeacTBeHHO CB uin pa3BuBieecs
BCJIEJCTBUE IPOBOJUMOM TEpAIIN), IIPU 3TOM YUUTBHIBAIOTCS TOJIBKO MPU3HAKH,
COXpaHAIOIIKECs B TeUeHUE 6 MecsLeB U boee.

Hnoekc nospesncoenusn

ITpuzHak (MPOAOHKUTEIHLHOCTHIO HE MEHee 6 MECSIIICB) Banist
Opra# 3peHns (Kbl T1a3) TPy KIHHAYECKOH OIICHKE

JIrobast kaTapakTa 1

M3MeHeHus ceTyaTKy WiIn anO(l)I/Iﬂ 3PUTCIIBHOI'O HEPBA ’l
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HepsHas cucrema

KoruutnBHbIe HAapyIIeHns (CHHKEHUE MAaMATH, TPYJAHOCTH CO CYETOM, IJIOXas KOHUEHTpamus, 1 | 1
TPYAHOCTH B pa3TOBOPHON PEUH WM NICEME, HAPYIICHHBIH YPOBEHb HCIIOTHEHNUS ) WITH

OOJBIINE ICHXO03bI

CynoposxHbIe TIPUTAIKU, TPeOYIOIHe JeueHus Ooee 6 Mec 1
NHcynbTbl Korga-nnbo (cyet 2 6anna, ecnm >1) 1-2
YepenHo-Mo3roBas wiH nepudepuyeckas HeBponaTus (MCKII0Yas 3pUTEIIbHYIO) 1
Ilonepeunslii Muenur 1
ITouku

Kiy6oukoBast ¢punbrpanust < 50 mi/MuH 1
[poreunypus >3,5 r/24 yaca 1
nim

Koneunas craans nmogeyHoro 3abosieBaHus (HE3aBUCUMO OT JHAJIN3a WM TPAHCIUIAHTALINH ) 3
Jezkue

Jlerounast runepTeH3us (BEIOyXaHHE IIPaBoOTO XKeTyA0uKa WK 3BoHKUH I ToH) 1
Jlerounsiii pubpo3 (PpHU3MKATBLHO U PSHTTCHOJIOTHIECKH ) 1
CMopieHHOe JieTKoe (PEHTICHOJIOTHYECKH ) 1
[IneBpanbHbI GUOPO3 (PEHTTEHOTOTHICCKH) 1
WHdapkT nerkoro (peHTreHOJIOTHIECKH) 1
CepaeyHo-cocyqucTas CUCTEMA

CreHoKapaus WK a0pTO-KOPOHAPHOE IIYHTHPOBAHUE 1
HNudapkr muokapa koraa-nmioo (cuet 2 6amia, eciom >1) 1-2
Kapmrnomuonarus (IucyHKITHS KEITy T0YKOB) 1
[MopakeHue KIaaHOB (IHACTOIMYCCKUI WM CUCTONIMICCKUAN IITyM >3/6) 1
[epukapauT B TeueHue 6 Mec (WM IEPUKAPIIKTOMUS) 1
Iepudepuueckue cocy bl

[Tepemeskaromiasicss XpoMOTa B T€UCHHE 6 MeC

Hebomnpmast moTepst TKaHM (IIOIyIICYKay MMaibla) 1
3Ha4uTeNbHAs IOTEPS TKAHU KOrIa-u00 (II0TEPs Nasblia UM KOHEYHOCTH) (CUeT 2 eciu > ueM | 1.2
B OJIHOM MECTE)

BeHnos3nbii TpOM603 C OTCKOM, U3BA3BJICHUCM UJIH BCHO3HBIM CTa30M 1
Keny1ouHO-KUILIEYHBIN TPAKT

WubapkT, pezekuns KUMIEYHNKa (HIKe |2-TIepCTHOM KUIIKH), CETIE3CHKH, ICUeHH WITH 1-2
JKEITIHOTO ITy3BIPsI, KOTa-1r00 1Mo JTFOBIM MpUYHHAM (cUeT 2 eciii 0oJiee YeM B OJTHOM MECTe)
Me3seHTepHaibHas HEIOCTaTOYHOCTh 1
XPpOHUUYECKUN IEPUTOHUT 1
CTpuKTYpBI WM XUpYyprudeckue oneparmu Ha BepxHeit yactu JXKKT 1
KocrtHo-MbIIEUHAsS crcTeMa

MpleuHast aTpoust WM ¢1abocTh 1
Jedopmupyromuii wim 3po3uBHBINA apTpHUT (BKIIIOYas BIIpaBUMBbIe AedopMaliiy, HcKirodas | 11
ABaCKYJISIpHbIE HEKPO3Bbl)

Ocreonopo3 ¢ neperoMaMy HiIH KOJUIATICOM TTO3BOHKOB (MCKIIIOUas aBaCKYJISIPHBIH HEKPO3) 1
ABackyIspHBI HEKpo3 (cuet 2 Oamra, eciu >1) 1-2
Ocreomuenur 1
Koxa
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PyO1ioBast XxpoHUYecKast alomenus

ObumpHoe pyOrieBaHHe WM TAHHUKYTUT (KPOME BOJIOCHCTOH YacTH M MOAyIIeUeK HaIbIICB)

W3bsa3BneHns KoXXd (UCKITFOUast TpoM003) B TEUCHHE 6 Mec

ITopakeHue NoI0BON CUCTEMBI

— ] — | — -

CaxapHnblii Tua0eT (BHE 3aBUCUMOCTH OT JICUCHUS) 1

Manurnauzanus (MCKiIro4ast ucruia3un) (cuet 2 6aa, eciu 0ojiee 4eM B OJTHOM MeCTe) 1-2

OO0t 6amn Max 47
NCTOYHUKMN:
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1. PekoMeHOauUnn No AnarHOCTUKe U NeYeHU0 CUCTEMHbIX

BacKynnToB - Obuwepoccuinckas ObuiectseHHasa OpraHnsaums
«Accoumaumnsa Pesmatonoros Poccnun» Association Of
Rheumatologists Of Russia KnuHuyeckne 2013 rog,

. Hecneuuduryecknin aoptoaptepnut (apTepmunT Takadacy) y Aeten v

NOAPOCTKOB: 0630p NUTEpPaTypbl N ONUCaHMe cny4as -
O.K.BonocHukos, I'A.l'na3bipuHa, E.H.CepebpsikoBal,
H.A.KonagnHa, E.M.BacunbeBa, E.N.JleTaruH // FOXHO-YpanbCcKnn
roCyAapCTBEHHbIV MeaAnUVHCKUIA yHnBepcnuteT MmnHsgpasa PO
YensabuHckan obnacTHas AeTckas KnMHudeckas 6onbHunua //
XypHan «TpyaHbin naumeHT» No 1-2, TOM 13, 2015

. HECMELUM®UNYECKNI AOPTO-APTEPUUT (BOJTE3Hb TAKAACY) -

E.J1. Kanmbikos, O.K. CagpuveB // HaumoHanbHbIA Hay4YHbIA LEHTP
TPpaHCNNaHTauUnmM opraHoB N TKaHe YenoBeka MMHNCTepCTBa
3[PpaBOOXPaHEHNA 1N COLManbHOM 3aLLNTbl HAaCeeHs
Pecnybnunkn TagKnUKNUCTaH, PecnybnmkaHCKMN Hay4YHbIN
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LeHTpCcepAeYHO-coCcyanucTon Xxmpyprum MmHmucTepcTsa
3[paBOOXPaHEHMNS N COLMANbHOM 3aLUNTbl HaceneHus
Pecnybnuku TamxunkuctaH // XypHan «HAYKA MOJ104bIX»
(Eruditio Juvenium)

. BONE3Hb TAKAACY - U. ®. LWansbira, T. B. Kosnosckagq, J1. A.

MapTeMbsiHOBa // TOMeNbCKU rocyAapCTBEHHbI MeOVULHCKUINA
yHuBepcuTeT // XXypHan «[pobnemMbl 340pOBbS U SKONOrnN»
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