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Llenb uanaraemoro Ha6nwogeHns. PaccmMoTpeTs atn-
NUYHY0 GOPMY CUCTEMHOINO ayTOMMMYHHOro 3abone-
BaHWS, CBA3aHHYIO C BECbMa arpeCCMBHbIMU MEOVLINH-
CKMMW BMeELLATEeNbCTBAMU B MMMYHHbIA CTaTyc, Mpo-
BOANMBIMU HE TOJIbKO MO XU3HEHHbIM MOKa3aHUSAM, HO
1 C KOCMETOJIOFMYECKMMUN LEENSMN.

OcHoBHble nonoxeHus. [lpeacrtaBneHo onucaHune
nauveHTkm 32 neT ¢ AJINTEeNbHOW (B Te4YeHue 2 neT)
yrnopHo $ebpunbHON NNXOPaAKOA HenpaBUIIbHOIO
Tuna, nopaxeHuem noyek (TyOynouHTepcTULMab-
HbIl HEDPUT C HEKPO3OM COCOYKOB), KOXW MO TUMNy
reMopparmyeckoro Backynurta, nAmMd@oys3noB Cpeno-
cTeHus. MNoBTOpHbIE 06CNemoBaHUS C LENbIo UCKIIIO-
YeHUS1 MHPEKLUMOHHbIX MPUYNH AaBaiv OTPULATENbHbIN
pesynbTaTt, aHTMOMOTUKM OKa3blBaI BPEMEHHbI Moo=
XUTENbHbIN 9 dekT B AebioTe 3aboneBaHns.

3a 5 net 4o NosiBAEHNSA CUMIMTOMOB B CBA3U C OXKMPEHU-
em (macca Tena 130 kr, UMT 43,4 kr/m2) 6biia BbINos-
HEHa onepauus — MPOAOJIbHAA pe3ekunsa Xenyaka
¢ BunmonaHkpeaTUYeCcKnUM LLIYHTUPOBAHNEM, XONELUCT-
3KTOMMEN, anneHO3KTOMUEN, MOCNE 4Yero B TedyeHue
roga nauneHTka noTepsiia B BECE 55 Kr; pa3Buiicd TaXe-

The aim of case presentation. To present a typi-
cal case of systemic autoimmune disease related to
extremely aggressive medical alterations of the immune
status which were carried out not only for life-saving
indications, but for cosmetic reasons as well.
Summary. The patient (32-year-old female) had a his-
tory of persistent irregular febrile fever for two years,
renal disease (tubulointerstitial nephritis with papillary
necrosis), hemorrhagic vasculitis-like skin involvement
and mediastinal lymphadenopathy. Patient underwent
multiple investigations aimed for ruling out infectious
causes of the disease that yielded negative result,
repetitive courses of antibiotics provided transient posi-
tive effect at onset of disease.

Five years before the origin of symptoms patients under-
went sleeve gastrectomy with biliopancreatic shunting
for obesity (body weight — 130 kg, BMI — 43.4 kg/m?2),
cholecystectomy and appendectomy. After that within
a year patient lost 55 kg of body weight and developed
severe symptoms of malabsorption. In 1.5 years after
the fever onset bilateral mammaplasty with silicone
implants was carried following which the fever became
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Nbl cumnTom Mansabcopbumn. Yepes 1,5 roga nocne
NOSIBNIEHMS NNXOPaOKN NPOoBeAeHa ABYCTOPOHHAS MaM-
MOMJiacTuka CUINKOHOBBLIMM MPOTE3amMu, Mocie 4Yero
Nnxopagka crtana HOCUTb MOCTOSIHHBIN Xapaktep. Mpu
TpaHcTopakasibHOW 61UoNCcUN Y3108 CPEAOCTEHMS BbISIB-
neHa kapTnHa ANCA-HeraTMBHOrO HEKPOTU3UPYIOLLLErO
rpaHynemMaTo3HOro BaCKynTa MeNikux apTepuii no Tuny
BereHepa (MLUP Ha mMukobakTepun n peakuuys Lnna—
HunbceHa oTpuuartesnbHble).

HecmoTps Ha Tepanuio KOPTUKOCTEPOUAAMU U LINKIO-
docdhaHomMm, 3abosieBaHME MNPOrpeccmpoBasno (pasBu-
JIOCb 04aroBOe NopaxeHue nerkmx) n 6osbHasa norndna
OT KPOBOM3NUSHUSA B CTBOJ1 FOJIOBHOro mo3dra. [lpu
ayTonCcun BbIsIBNIEHbl CUMMTOMbl BacKynuTa B FOJIOB-
HOM MO3re, KoXxe, MTMM@Ooy3nax CPeaoCTEHNS, NErKUX,
a Takke SBNEHUS XPOHMYECKOro BOCManeHus, aTpo-
dua gonek MOno4HbIX Xenesd, ambonmMsauus No M-
daTmyecknm cocygam BeLEeCcTBa UMMIAHTA, S3BEHHO-
HEKPOTUYECKUN QHTEPUT OTKIIIOHEHHON TOHKOW KMLLIKW,
BblPaXXEHHOE OXMPEHME NeYEHN B paMKax XPOHNYECKOM
BUTAMUHHOW HEAOCTATOYHOCTU.

3akntoveHue. C BbICOKOM BEPOSTHOCTBIO MOXHO NpPea-
nofaratb CBsI3b aTUMUYHO MPOTEKABLUErO0 HEKPOTU3UN-
PYIOLLEr0 BaCKy/MTa C paHee He OMMCAHHOW KIAWUHWU-
4YeCKOM KapTUHOW, C NMepeHeceHHon GapuaTpuyeckomn
onepaumen n AAUTENbLHO CYLLECTBYIOLUM CUHOPOMOM
Manbabcopbunn; AOMONHUTENBbHBIM pa3peLlaloLwmnm
$akTopoM cTana UMNaaHTaLMs CUIMKOHOBBIX MPOTE30B
C a[blOBAHT-aCCOLMNPOBAHHBIMY UMMYHHbBIMWU peakLu-
amu. Hepoctato4Hblh 9pdEKT MMMYHOCYNPECCUBHOM
Tepanuu 3acTaBnsieT Npeanosaaratb poab ayToBocnane-
HUS B pa3sntun 6onesHn. OTO6Op NaumeHToB Ha Bapu-
aTpuyeckne U KOCMETONOorm4yeckme onepauun OoJKeH
ObiTb Gonee TWATENbHBIM U MPOBOAUTBCA C YY4ETOM
00Lero 1 UMMyHHOIO cTatyca opraHvuama.

KniouyeBble cnoBa: rpaHysiemMaTo3HbIN BACKyUT, NPO-
[ONbHas pes3ekuus Xxenyaka, ounmonaHkpeaTndeckoe
LYHTUPOBaHME.

Ana uutupoBaHua: bnarosa O.B., AnHeTanHosa [.X.,
Hepoctyn A.B., Hosukosa H.A., KoraH E.A., JlepHep lO.B.,
Kosnosckas J1.B., PameeB B.B., MyxuH H.A. ®aTanbHbiii
HEKPOTU3NPYIOLLMIA FPaHyIeEMaTO3HbIN BaCKynUT nocne 6apua-
TPUYECKON onepaummn n OBYCTOPOHHEN Mammonnactuku. Poc
>XXYPH FracTpoaHTepon renaton kononpokrton 2017; 27(1):79-92
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€CMOTPSI HAa 3HAYUTEJIbHBINA MPOTPECC B U3Y-

YeHUM STHOJIOTUU M IIaTOoreHe3a CHCTEMHBIX

BACKYJIUTOB M Pa3paboOTKe METOJIOB UX Jieue-
HUsI, COBPEMEHHas KJWHUKA BHYTPEHHUX O6oje3Hel
MpeJCTaBJAsIeT CJaydan, KOTOpPble COBEPIIEHHO He
VKJIQBIBAIOTCS B CYINECTBYIOIMEe KaaccupuKanum
U OTJIMYAIOTCS YCTONYMBOCTHIO K AKTHBHOW TePAINH.
O[HOIT U3 BaJKHBIX TTPUYKH TT0J06HOTO natoMopdo3a,
Hapsay C TeHEeTHYecKON HEeCOCTOSITeNIbHOCTbIO CHUCTe-
Mbl WMMYHHUTETa, CJeJyeT CUUTaTbh BecbMa arpec-
CUBHBIE MEIUIINHCKIE BMeNIaTeJlbCTBA B MMMYHHBIN
CTaTyC, TIPOBOANMBIE He TOJbKO MO >KM3HEHHBIM
[IOKAa3aHUsAM, HO U ¢ KOCMETOJIOTUYECKUMH ILIEJISIMU.

constant. At transthoracic biopsy of mediastinal lymph
nodes demonstrated the pattern of Wegener-type
ANCA-negative necrotizing granulomatous vasculitis of
small arteries (PCR for mycobacteria and acid fast stain
were negative).

Despite provided corticosteroid and cyclophosphan
treatment, the disease progressed (focal affection of
the lungs) and the patient died of brain stem hemor-
rhage. Autopsy revealed the signs of vasculitis with
involvement of the brain, skin, mediastinal lymphnodes,
lungs, as well as the signs of chronic inflammation, atro-
phy of breast gland lobules, embolization of the focal
lymphatics by the implant substance, ulceronecrotic
enteritis of defunctioning bowel, severe liver steatosis
with the chronic vitamin deficiency.

Conclusion. The relation of atypical necrotizing vasculi-
tis with yet undescribed clinical presentation with previ-
ous bariatric surgery and long-standing malabsorption
is highly probable; application of silicone implants with
adjuvant-associated immune response were additional
resolving factors. Incomplete effect of immunosuppres-
sive therapy indicates the dominant role of autoinflam-
mation in the course of disease. Selection of patients for
bariatric and cosmetic surgery should be more careful
and involve estimation of the general and immune status
of the body.

Key words: granulomatous vasculitis, sleeve gastrec-
tomy, biliopancreatic shunting.
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[TpencraBasieM kanHIUYECKOE HAGIOIEHUE MOJIOJOM
MAIUeHTKH, ocTynuBilell B Dakyivmemckyo mepa-
nesmuuecxkyio xkaunuky (DOTK) um. B. H. Buno-
IpaJioBa C IMArHO30M <«JMXOPaJKa HEesICHOTO reHe3ay,
IpPUYMHA KOTOPOHl ocTaBasach HepPacHO3HAHHOH Ha
MPOTSKEHUN JIBYX JieT. Pe3ynbraThl MPHKU3HEHHOI
O6UMONCUY He JaJu OJJHO3HAYHOIO OTBETA HA BOIPOC
0 HO30JIOTHUECKOH TIpHpojie 60JIe3HN, CBSI3b KOTOPOIT
C TIEPEHECEHHBIMU OUAUONAHKPEAMUUECKUM WYHMU-
posanuem (BIIII) 1 MaMMONIACTUKOI TPEICTABIIS-
eTCsI HECOMHEHHON U OTIPe/Ie ISTIOTIEN.

Bosbnag III. 32 ner suepsble nocrynuia 8 OTK
09.11.2015 r. ¢ xanmo6aMu Ha MOJBEMbI TeMIlepa-
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TYpbI Tejla HEelpaBUIbHOTO Tuia (HECKOJIbKO IHel
MOJAPSIL ¢ NepepbiBaMu 10 5 JHel), MaKCUMaibHO
10 40 °C, compoBoskpatomuecst o0Iiell 1 MbIIIEYHON
c1a60CThIO, OJBINIKOI, FOJOBOKPYKEHHEM, 03HOOOM,
MOCTENEHHO KyTUPYIONIHecs HUMECYJIUIOM C TIOSIB-
JieHrneM OOHMJIBHOTO T0Ta, Ha y4YalleHHOe Cep/ile-
6ueHne, OTEeKW HUXHUX KOHEYHOCTEH, HapacTalo-
e K Beyepy, BBICHITAHUS HA KOXKE C dJeMEHTaMU
CYXOCTH U IlejylieHus, mnorepio B Bece 10 10 kr 3a
MocJaeHue TOTO/IA.

H3 anamneza xu3nu: y Matepu 57 et
B 2010 r. Beimoareno BIIII c¢ mesnpio cHMXeHUSI
Maccol Tesa; B 2009 r. aHasornuHas oneparysi npo-
BegeHa Gabymke mo MaTtepu (pasBuiach CToiKast
Jauapesi); oTer 59 JIeT cTpajaeT UIIeMHYecKoil 6oes-
HbIO cep/illa; 6paTbheB, cectep, JeTeil Her. Poaunach
B 1982 r. B Ywure, xuBetr u paboraer B MOCKBe
(menemkep). Bpeaubix npusbiuek Her. Cobuogaer
JIUETy C OTPaHUYEHUEM SKUPOB U YIIeBos0B. B anam-
Hese Tpu aGopra, AucpyHKIMS AnuHUKOB (mocien-
Hss MeHcTpyanusi B aBrycte 2015, ruHEKOJOroM
[aTOJIOTUK He BBIABJIEHO), Muonust (CKIeporIacTuka
B 1993 r., nasepuas xoppekuus B 2003 T.).

Anamues 3aboaesanus: npubGaBKy Macchl Tejaa
mo 122 xkr (UMT 41,2 xkr/M2) cBSI3BIBaeT C OJHO-
KpaTHOIl MHbeKIell 6eTaMeTa3oHa 1o MoBoay adTos-
Horo cromatuta; 04.08.2010 r. mpoBeeHbI MPOIOJIb-
Has peseknus xeayaka ¢ BIIII, xonenucrakromus,
aIMeH/PKTOMUS, TOCJH€e Yero TMoXyleaa Ha 55 Kr;
MPUHUMAJA MPETAapaThl XKeje3a, Kabllus, TOJTMBUTA-
muabl. K nexa6pio 2010 r. oTMedeHO pasBUTHE AHa-
pen 10 10 pas B cyTKku; B TedeHHe 2 MeCSIEB MOIY-
Yyajla TaHKpeaTudeckue (PepMeHTbI, MPOOUOTUKH,
MebeBepuH, dypasoangoH — 6e3 sddexra. B mae
2011 r. rocnMTaNmN3npOBaHa B TaCTPOIHTEPOIOTHYIE-
CKWIi CTAIlMOHAD B CBA3M C ydalleHueM guapeu 1o 15
pa3 B CyTKH, OTeKaM#. Y POBEeHb aibOyMHUHA COCTaB-
asan 24 r/n, kanuda 3,2 MMoOJIb/ ]I, reMorao6u-
Ha — 112 v/

[Ipu penrrenorpadgun c GapueM BBISIBJIEHDI
HOCJIEe/CTBUSI XUPYPIrUYECKOro BMellaTeIbCTBa —
IIPU3HAKH CIIAeYHOTO IIpolriecca. /lmarHocTHpPOBaHBI
CHUHJIPOM KOPOTKOW TOHKOI KHUIIKH, Majbabcopo-
st 3-if CcTeneHu; PEKOMEHJ0BAHO IPOBEJEHUE
PEKOHCTPYKTUBHOW oOmNepainyuy Ha KUNIEYHWKE, OT
KOTOPOI TAaIMEeHTKAa KAaTerOpuYeCcK!d OTKA3aJaach.
[MpoBonaach Tepamus sHTepocrejaeM, TMaHKpeaTH-
yeckuMu (epMeHTaMU, MOPONTKaMu 6eJoll TJIWHBI,
3CCEHIINATBHBIMU (pocodaummgaMu, BUTaMUHOM By,
(osmeBoii KUCJAOTOH, aMUHOCTEPUJIOM C HEKOTOPBLIM
yayuuenueM. CocrosiHue Ha (OoHe JiedeHUs OocTaBa-
JIOCh YIOBJIETBOPUTEIHHBIM B T€UEHUE 3 JIET.

C 07.01.2014 r. orMeTnia BHe3amHOE MOBBIIIE-
Hue Temrepatypbl Tena a0 40 °C, compoBoskaasiire-
ecsl TepIeTUYECKON CBITIbI0 HA Juile. AMOYJIATOPHO
o6crenoBasach y MHQPEKIMOHNCTA, TeMaToJoTa,
pEBMATOJIOTA, HAOKPWHOJOTA. BbImOTHEHA KOM-
nviomepuas momoepagus (KT) serkux: coraacHo
MPOTOKOJIy M3MEHEHUl B JIETKUX U CPEIOCTEHUU He

BbIsiBJieHO. [logbeMbl TeMIepaTypbl COXPaHSJINUCh
Ha TpOTsLDKeHUUu Mecsdia, 3h@exT aHTUOMOTUKOB
(4 xypca) 6bL1 Hectoek. B konne susapsa 2014 r.
6blJIa TOCHUTAIN3UPOBAHA B MH(PEKIIMOHHOE OT/IeIe-
nHue. Wckmouenst BUY, cudmunnuc, renatutst B u C,
caJIbMOHeJJIE3, MAJSIpUs; MPU MOCEBE KPOBU POCTa
He OOHApY:KEHO; MaKporeMaTypus paclleHeHa KakK
MpOosIBJIeHNe WHTepcTuimaspuoro Hedpura. Ilocae
BBIMMUCKU MOABEMBI TeMIEPATyphbl 10 (PeOPUIbHBIX
nudp penuausupoBamu. B mae 2014 r. mpu KT
opraoB OPIONIHON IIOJIOCTH M TIOYEK MATOJOTUHU
He BbIsIBJEHO. B wuiosie Toro ke roga o6cJeoBaHa
B YPOJIOTUYECKOM OT/IEIEHUN: B aHa/In3e MOYM OeJI0K
9,25%o, neiikonnter 10—25 B nose s3penus (11/3p.),
SPUTPOLMTBI — CIUIOIIb B I1/3D.; NPH ypeTeporu-
€JIOCKOIINY OTMEYEHO BbITEKAHWE KPOBU M3 IPABO-
O MOYETOYHMKA C PA3BUTUEM TAMIIOHA/IbI MOYEBOTO
My3bIpsi; TpH OUOTICUN CJIU3HUCTONH OOGOJIOUKH Yalliey-
HO-JIOXaHOYHOI CHUCTEMBI ClipaBa — TIJIaJIKOMBIIIEY-
Hasl TKaHb C TPU3HAKAMU BOCIIAJICHHUS.

[TogbeMOB TeMmepaTypbl TeJa B 3TOT TEPUOJ
npaktTuiuecku He 6buio. B centsiope 2014 r. Haxo-
aunach Ha Jedyennn B kamHuke uM. E. M. Tapeesa:
BBIPAKEHHBIX BOCHATUTETHHBIX M3MEHEHUN B KPOBU
He 6bu1o, B Moue G6enok 0,09%., spurpouutb 5—7
B 1/3p.; nporeunypus 0,11 r/a. C ydetroM cHIKe-
HUS yAEJbHOTO BEca MOYM COCTOSIHHE PACIIEHEHO KakK
TyOyTOMHTEPCTUIINAIBHBIN JTeKapCTBEHHBIH HepUT
C BO3MOJKHBIM HEKPO30M COCOYKOB IOYKH CITPaBa
(B amamHue3e). B panpHeiineM oTMeuYaauch MOIb-
eMbl Temreparypbl Tena 1—2 pasa B mecsi g0 39 °C,
B geka6bpe 2014 r. BHOBb roCIUTAIN3MPOBAHA B CTa-
IMOHApP, KOHCYJbTUPOBaHAa He(POJOTOM — ObLIO
c/IeJIAHO 3aKJIoueHre 00 OTCYTCTBUY JAHHBIX 32 ITIHe-
JIoHePUT; BBITIOJHEHNE GUOTICHM MOYKU TPU3HAHO
HETIeeCO00PA3HBIM.

C roro BpeMmenu 0 uioHs 2015 T. COXPaHSLIOCH
HOPMaJIbHOE CaMOYyBCTBHUE, TEMIIEpaTypa HE TOBBI-
nrasach, reMatypuu He 6b110. 03.05. 3TOTO XKe TOMA
OJIHOMOMEHTHO TIPOBEJIEHBI TJIACTUKA TPBIKHU 6esoit
JIMHUM JKUBOTA M MMILIAHTAIUS CUJIMKOHOBBIX IPO-
Te30B B 00€e MOJIOYHBIE >KeJe3bl; JAOKYMEHTBI He
npenactasiaerbl. C 06.06 BHOBb oTMeTHJA JUXO-
paaky no 39 °C, rocnurajansupoBaHa B TOPOJCKYIO
G6oapuuiyy. B anammsax kpoBu COI 24 MM/ u,
nefikouuter 17x10°/1, tpom6Gorurer 837 %109/ 11,
C-peaxmusnviti 6esox (CPB) 59,15 mr/u1; Mukpo-
remarypust 1o 70 1/3p.; IIpH IIOCEBE MOYU POCT
E. coli 103. B crepHaJbHOM IyHKTaTe JAaHHBIX 3a
remo6acto3 He nosydeno, npu KT 3a6proinmmHHOTO
MIPOCTPAHCTBA MATOJOTUH HE ONPEeJEeIsIoCh.

Uepes 4 iHs 110C/I€ BBINMUCKH € TUXOPAJIKOI MOCTY-
nuiaa B MHQPEKITMOHHYI0 GOJIBHUILY, T/i€ UCKJIIOYEHBI
MaJISIpUs, CAJbMOHEJIe3, TeJbMUHTO3bI, MIUTEJIES,
nepcuHuo3, 6pynesie3, 6Oppeanos, ncesaorydep-
KyJe3, XJaMHUIM03, MUKOMJIAa3MO03, JEeNTOCIUPO3,
JIUCTEPNO3, WHMEKINS ITUTOMETATOBIUPYCOM W BUPY-
com ImmrteitHa—bappa. CoxpaHSaanch BOCHAINTENb-
uble usmenenuss B kposu (CPB 192 mr/n, CO3
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40 mm/4, TpoMmGouuTer 625x109/1). IIpoBoauIach
Tepanusi nunpodaorcanuHoM, 1edOTaAKCUMOM,
a TakXKe TPeaHu30J0HOM 1o 60 MT BHYTPUBEHHO
crpyiitno Ne 7 u guksiopeHakoM ¢ xopoirnM addex-
oM (HOpMa/JM3alMs TEMIIEpPaTyphl Teja, yJIydiie-
HEUe O6IIEro CaMOYyBCTBUS). 3anoJ03PEHO CHCTEM-
HOe UMMYHHOE 3a00JieBaHWEe, OJHOKPATHO BBISBJICH
anmunyxaeapnoiti pakmop (AHD) B tutpe 1:320.
JIBask/Ibl KOHCYJBTUPOBAHA PEBMATOJIOTOM: BBICKA-
3bIBAJIOCH TIPE/IOJOKEHNE O HAJUYUU CUCTEMHO-
ro Backysuta (cunapom [ymmacuepa?), ero cBssu
C UMIUIAHTAIel CTEHTOB B KHIIKY U CUIMKOHOBBIX
npore3oB. Bce mocieqyioiiiee BpeMsi COXPAaHSINCH
nojibeMbl Temiieparypbl Tesa 10 39—40 °C ¢ Bbipa-
JKeHHOU o61ieil cabocTbhio; TOTepsjaa B Bece [10
10 xr, cranma oTMevaTb 3aTPY/HEHUS MPU BCTABAaHUU
U3 TIOJIOKEHUS JIesKa U CUJIS.

B oktsi6pe 2015 r. ocMoTpena ¢bTu3MaTPOM, JaH-
HBIX 32 aKTHBHBIN Ty6epKyJie3 Jerkux Her. B aHa-
muzax kposu: anemust (Hb 86 r/11, usemosou noxa-
samenv, 111, 0,87), antucrpentommsun O 284,68
en./ma, C3-¢pparment xommiementa 0,63 v/ (0,9—
1,18). KoHCyJAbTHPOBaHA IeMaToJOrOM: H3MeHe-
HUSI B KOCTHOM MO3Te paclleHeHbl KaK PeaKTUBHbIE.
C cepenuHbl OKTSIOPST OTMETHUJIA TIOSIBJIEHNE METKOTO-
YeyHOH ChIM Ha KoKe o6enx roseneii. O6paTuiach
B OTK, 09.11 rocnutasmm3dupoBaHa B OTHeJeHUE
KapAnOJIOTHH.

IIpu ocmompe: cocTosiHUe cpemHed TsKe-
ctu. Pocr 173 cMm, Mmacca rtema 63 kr. MMT
21,05 kr/M2. BeipaskenHast 61 JHOCTb KOSKHBIX TIOKPO-
BoB. KymmmHroninbie uamMeHenus auma. Atpodusi cke-
JIETHBIX MBIIIII, CHIDKEHWE CUJIbI B HUX. IlacTo3HOCTH
HIDKHUX KOHeYHOocTell. 'eMopparmdeckasi CbIlib Ha
KOXKe ToJIeHel U cTom, npexamseynii. Jlnmdoysapr He
yBemYeHbl. /[pIxaHne BEe3WKYJISPHOE, MTPOBOIUTCS BO
BCE OT/IEJIbI, XPUTIOB HET, YUCJIO JIbIXaHuii 17 B MUHY-
Ty. TOHBI cep/a MPUTIYIIEHbI, PUTMUYHbIE, YACTOTA
cepeunbix cokpamiennii 120 ynapoB B Munyty, A/l
100,/60 MM pr. cr. JKusor Markuii, 6e360/1€3HEHHBII,
meyeHb +1 cM, Kpail pOBHBIH, 3a0CTpPeHHBIH, 6e360-
JIE3BHEHHOCTb MPH MaJbIAIUN, CeJe3eHKA He YBeJu-
YyeHa.

B anaau3zax Kpoeu COXPAHSJIUCh aHEMUS
(Hb 93 r/m, spurponursr 3,12x10'2/m1, IIII 0,87),
yMepeHHble 061eBocaanTe buble naMenenns (Jieii-
kouutbl 12,5%10%/ 11, Hefitpoduabt 74,1%, mumdo-
uutbl 17,3%, mMououutsl 5,8%, so3unoduisr 0,8%,
6azoduanr 0,3%, tpomGouursl 456x%10%/1, COD
8 MM,/4), BbIpaxkeHHas aucnporenHeMus (aabOyMUH
37,9%, rno6ymuubr — al 9,5%, a2 11,0%, B 9,4%,
y 32,3%); OTMeuYeHbl CHUKEHHE YPOBHEH aibOyMu-
Ha — 28 r/n npu mocTyruieHnn u o0muiero GeKa —
50,9 r/n, munugos — xosecrepur 1,50 Mmoun/ 1,
aunonpomeunvt evicokoti naomuocmu (JITIBII)
0,66 MMosb/ 71, IUNONPOMEUNHBL HUSKOU NAOMHOCTU
(JITTHIT) 0,11 mMMoJab/ 71, AUNONPOMEUHbL OUEHD
nusxor naomuocmu (JIOHII) O,73 mMMoub,/ 1),
n3MeHEeHUe ToKa3aTeell CBePThIBAIOIIEH CUCTEMBI —

npompombunosviti undexc (IIN) 21—42%, akru-
BUPOBAHHOE YACTHYHOE RPOMPOMOUHOB0E BPEMS
(AUIIB) 1,57—1,41 en., rmokossl (3,5 Mr/mn); Ha
HIUDKHEW TpaHuIle HOPMbI OCTaBaJICS YPOBEHD JKese3a
(13,4 MxMosb/ 7). B ocrambHOM (€3 CyNIECTBEHHBIX
OTKJIOHeHWI: KpeatuHud 0,57 Mr/ a1, obumit 6mim-
py6un 18,5 MrMoub/ 11, acnapmamamurnompancge-
pasa (AcAT) 41 E[l/n, aranunamunompancgpepa-
3a (AnAT) 45 E[l/ 1, eamma-eaymamuimpancnen-
mudaza (y-TTII) 69 E/l/n, menounas docdarasa
420 EN/ 1.

He BbissBI€HO M3MeHEHUI YPOBHS TOPMOHOB
IUTOBUAHON »ejesbl, a Takxke Koprusoaa (361
HMosb,/ 1) u anpaoctepora (189 mr/mm). He orme-
YeHO UMMYHHOU aKTUBHOCTH: PeBMATOUJHBIN (ak-
top, AH®, anturena ENA-npodura (SS-A, SS-B,
Sm, RNP/Sm, Scl-70, Jo-1), anrucrpenromsun-O
oTpullaTesJbHble, aHTUTeNa K ABycnupaiabHoir JHK,
KapAWOJUIUHY B Mpeaesax HOPMbI. AHaju3 Ha
aHTHUTEJNa K IUTOIJIa3Me HeHTPOQUIOB BHINOJHEH
nsaskapl: CANCA 3,16 u 0,26 ex./ma (nopma 0—5),
pANCA 1,31 u 0,25 ex./ma (nopma 0-5). Ilpu
3-KpaTHOM TIOCEBE KPOBU, MPOBEIEHHOM Ha BBICOTE
(be6pIIBbHOI JUXOPAZKN B OTCYTCTBUE AHTUOUOTUKO-
Tepanun, pocta He TMOTyYeHO.

B anaause mouu pH 7,5, 1po3payHOCTh HEMOJI-
Hag; yzaeapHbrii Bec 1,010; Genka, caxapa, areroHa
He HaiijieHo; jefikouuTbl 4—6 B 1/3p., 9pPUTPOLUTOB
Her. B anammse o Heunnopenko (cpexuss mopius)
sefikorros 1250,/Mu, spurpounrtos 500/ M. Ilpn
noceBe Mouu 1osyuer poct E. coli 10°.

C caMoro Hadajia, C y4eTOM COYETaHUS JJIUTEJb-
HOIl (peOPUILHON TUXOPAJIKKA HETPABUJIBHOTO THIIA,
o61reil ¥ MbIIIeYyHOo# cab0CTh, TOSBJIEHUEM TEMOP-
parnvyecKoi ChbIIM, OTCYTCTBHEM [JAaHHBIX O HAJMYUN
undekiuu, XxopomuM 3pdHeKToOM 0T KOPOTKOTO Kypca
BHYTPUBEHHBIX BJIMBAHUN MPEJIHU30JI0HA B aHAM-
He3e, HauboJiee BEPOSITHBIM IMPEACTABJISJICS JIHa-
THO3 CUCTEMHOTO BAaCKYJUTa HEYTOYHEHHOTO Xapak-
tepa (He acconuupoBaHHoro ¢ HaanuumeM ANCA).
HecMorpst Ha coueranuwe reMaTypuu B aHaMHe3e
U HeJABHO BO3HUKIIEH reMOpparndecKkoil Chiln, JaH-
HbIX 3a myprypy lllenneifina—I'enoxa 6pL10 HegocTa-
ToyHO. Ha MOMEHT rocnuranusanuu OTCYTCTBOBAJH
MPU3HAKU TIOPaXKEHUST TOYEK, [PYTUX OPTAHOB, UTO
CYIIECTBEHHO CHIXXAJ0 BEPOSTHOCTH «OOJBHITUX >
CUCTEMHBIX BaCKYJUTOB.

OrcyTcTBUE M3MeHEHUH cepala MO JaHHBIM
TpPaHCTOpPaKaJbHOW 1 upecnuweeodnoit IxoKIl
MO3BOJIMJIO UCKJIIOUUTh MH(EKITMOHHBIN SHIOKAP/INT.
Ha 9KT u npu ee cyTOYHOM MOHHMTOPUPOBAHHUH 110
XoJitepy OTMEYeHa JIMIIb CUHYCOBAas TaXUKap/us.
B cBsI3u ¢ BO3MOKHOCTHIO MAJIOCUMIITOMHOTO TeYe-
HUSI BAaCKyJHUTOB KPYNHBIX apTepuii (B yacTHOCTH,
aoproaprepunta) Oblia BBIIOJTHEHA MYAbIMUCHU-
panvnas komnvromepnas momozpagpus (MCKT) —
puc. 1: W3MeHeHUl B cocy/laXx He HaliJleHO, OJIHAKO
B 3a/lHEM W BePXHEM CPEIOCTEHUU BbISIBJIEHBI MACChI
C HEYETKUMHU KOHTYpaMH, PacHpOCTPAHSIONINECS
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BOKPYI' TpaxXeu M rJaBHbIX Oponxos (6osblue crpa-
Ba C Cy/KEHHMeM CpeaHefoJeBoro 6poHxa), caabo
HaKaIJIUBAIONIe KOHTPACTHBIN IMpernapar, ¢ MeJIKU-
MU apTepHaJbHBIMU COCYJaMU B TOJIIIE; B BEpXHEM
CPeIoCTEHNN BU3YATH3UPYIOTCS JUMQPOY3JIbl pa3Me-
pamMu 10 23 MM ¢ HedeTKMMH KoHTypamu (Ipu peHT-
reHorpaduyu 0TMEYasIoch JIUNIb pacliupeHue KOpHeH
Jerknx). VisMeHeHUs paclieHeHbl CHeNUajIucTaMy o
KT xak mposiBienne auM@OMbBI CPeIOCTEHHUS.

Hanuuue mumdoMbl TpeACTaBISAIOCH BIIOJTHE
BEPOSTHBIM, XOTSl 9TOMY IMarHO3y HECKOJIbKO MPOTH-
BOpEUMJIN [JaBHOCTDb JUXOPAJKHU, NEPUOAbl CIIOHTAH-
HOro yJyullleHus1, orcyTcTBue uameHeHnuit npu KT
rpyaHoi kietku ot staBaps 2014 r. [l omenkn pac-
MIPOCTPAHEHHOCTH TIpolecca ObLIN BbIMOIHEHBbI Y 31U
muMdaTHYecKuX y3/10B 1men (KpymHBIX y3JI0B HET),
opraHoB OpiomiHoii mojoctu, mozgaHee — MCKT
opranoB GpromHoii momoctn (OTMEYEHBI UMb MPH-

Puc. 1. KoMmnbiorepHble TOMOIpaMMbl OPTaHOB IPYAHOI KJaeTku 6osbhoi 1II. B quHaMuke.

A — MCKT cepua, aopTbl U ee BeTBell MPH IOCTYILIEHUH B KIMHUKY (OTCYTCTBHE CTEHO30B COCY/IOB; BHY-
tpurpyanas sumdoaneronatus); 5 — MCKT gerkux or 21.12.2015 r. (cTpeakamMn 0603HaYeHbI CUITUKOHOBBIE
IPOTE3bI MOJIOYHBIX sKeje3 (Ge3 MPU3HAKOB Hapymenus neaocthocti); B — MCKT serkux or 27.01.2016 r.

Ilosicuenns B Texcrte

Fig. 1. Dynamic series of chest computer tomograms, patient Sh. A — MSCT of the heart, aorta and its major
branches at presentation (absence of vascular stenosis; intrathoracic lymphadenopathy); B — MSCT of the
lungs, December 12, 2015 (arrows indicate silicone implants of the breast glands showing no signs of integrity
compromise); C — MSCT of the lungs, January 27, 2016 (see the text for explanations).
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3HAKU KUPOBON aucrpodum nedenu; auMpOy3Jbl
1 cejie3eHKa He yBeJuveHbl). IIpu a3odaroractpo-
JIyOJIEHOCKOIIMY BBISBJIEHDBI IOCJEJCTBUS Olepalun
6e3 N3MEeHEHMIl CJIM3UCTBIX, (POPMUPYIONTHIICS TTONUIT
KYJIbTH JKeJyIKa.

3a BpeMsi peObIBaHUS B OT/AEJE€HUU Y OOJbHOI
COXPAHSINCH TEPUOBI €KEeTHEBHBIX TOIBEMOB TEM-
nepatypbl 10 38,5—40 °C, KoTopble COMPOBOXK/IA-
JINCH TUTIOTOHUEH, TaxXWKap/neil u caabocThio, yepe-
JOBAJINCh C MEPUOJAME <«3aTHIIbs» (Ha 5—7 mmeii).
Antu6akTepuasgbHas Tepanus HE Ha3HAYaJgach.
Ha6monanocs pacnpocrpanenue coimu (remopparu-
YeCKOH, € BBIPAKEHHBIM AMCTPO(PUIECKUM KOMIIO-
HEHTOM, 06pPa30BaHMEM KPOBOTOYAIUX TPEIIUH) 110
BCEMY TeJy C MaKCHUMAJbHON BBIPAKEHHOCTDHIO Ha
3ajiHell moBepxHocTu Gesiep u sroguiax. CHukeHue
yposHs anb6ymuna (0 19 1/71) cONpoBOKAAIOCH
HapacTaHueM OTeKOB HOT, JIMIA, MOJKOKHOH KJeT-
YATKU.

KoncynbrupoBaHa HyTPUIMOJIOTOM: K IIOCTOSH-
HOI Tepanuu aeBUTOM, copbudepom, kambiueM-/13-
Hukomes, BiauBanusM 100 Mo 20% pactBopa ajbly-
MHUHa PEKOMEH/IOBAHO 06ABUTH CIEINHATU3NPOBAH-
HBIE TuTaTeabHbIe cMecn (HyTpuen), wHpysun 5%
TJTIOKO3BbI ¢ KOMILJIEKCOM BOJIO- U JKUPOPACTBOPUMBIX
putaMuHoB (1iepHeBnT). CUTYalMOHHO HA3HAYAJICS
HUMECYJIN, MPOBOINJIACH TePANHsl MaHTONPA30JIOM
40 mr/cyTku, UBaGPAIMHOM 7,5 MT.

[To pexoMenzanum TOPakaJIbHOTO XUPYypra mpoBe-
JleHa OGPOHXOCKONUSL: BBISIBIEHO CYyKeHue Ha % Ipo-
CBeTa cpeJiHe/I0eBOoro GpOHXa U yCThbd B S5 crpa-
Ba 3a cueT BbIOyXaHMS BepXHeMeIUaJTbHOW CTEHKH,
00yCJIOBJIEHHOTO JlaBjieHueM usBHe. Ilpu acnmpanu-
OHHOW GMOIICMU U3 MecTa BbIOYXaHUS JUMQOUTHBIX
3JeMeHTOB He oGHapyskeHo. Ha ¢done HekoTOpOii
cTabuansaruy B coctosiHuu 6osbHON 08.12 BbIMOJ-
HeHa mopaxogudeockonuueckas 6uoncus: us3
MePeTHEr0 CPEOCTEHUST yIAJMEHBI IBa YBEJIUYEHHDIX
JuMaTHIecKnX y3Ja mapakaBaJbHOU rpymmbl. [Ipu
CPOYHOM U IJIAHOBOM MOP(]OJIOTHYECKOM HCCJIeI0BA-
HUW BBISIBJIEHA KapTUHA HecrneluduiecKoro HEKpo-
THYecKoro JuMdaJeHnTa, JAaHHBIX 3a JuMdoMy He
MOJIyYeHO.

PesyabraThl KOHCYJIbTAIIMM T'eMaTOJOTOB: B Cpe-
3ax (uOPO3HO-)KUPOBOIl TKAHU HAJTUYUE KPYIHO-
04aroBoro MHQUIbTPATA U3 MEJTKUX JUMMOUIHBIX,
[JIa3MaTHYeCKUX KJETOK, TUCTHOIUTOB, €JUHIUYHBIX
TUTAHTCKUX MHOTOSIIepPHBbIX KJeTok Ilmporosa—
Jlanrxanca. Ilepudoxanpuo Bboipaskennass ¢pubpo-
ructuorTapuas npomudepanusd. B menTpe nHpuib-
Tpara yuyacTOK HeKpo3a € HeHTpPO(UIbHBIM JeTpu-
ToM. /laHHBIX 3a JuMGbOMY He O6HApPYKEHO, KapTUHA
rpaHyJIeMato3Horo Bocnajienusi (Ty6epKymes? aTu-
MYHbIE MUKOGAKTEpUn? ).

[Ipn moBTOpPHON KOHCymbTaluu Ha Kadenape
IATOJOTMYECKO aHaTOMHN oTMedeHbl (puc. 2) pas-
pacTaHuWsg PacHOJIOKEHHON cpean >KUPOBOM KJeT-
YaTKU T'PaHyJeMaTO3HONH TKAaHW MOJMMOPQHO-KJIe-
TOYHOTO CTpoeHust (ONUCAHBI Te Ke BUBI KJIETOK,

YTO W B 3aKJIOYEHUN TEMATOJIOTOB), ¢ (DUGPO3HBIMU
cenTaMu M COCyJlaM{; UMeIOTCsl o4aru <«reorpadu-
YecKOro HeKpo3a» ¢ fAlepHOiH nblibio. B aprepusx
u aprepuoJax (puOpUHOUIHDbIE OUard HEKpPO3a CTe-
HOK, COJepKalllue SIepHYI0 IbLIb, C [EePUBACKY-
JISPHOI JTUM@OTUCTUONUTAPHON U TJIa3MOKJIETOYHOMN
uHUIBTPaIMell ¢ mpuMechio JieiikonuTos. Chemano
3aKJII0YEHUe O HAJUYUU I'PaHyJ/eMaTO3HOIO JeCTPYyK-
TUBHO-TIPOJLYKTUBHOTO BACKYJUTA MO TUIYy T'PaHy-
nematosa Berenepa (nopasxkenue nuMdoysios s
HErO HE XapPaKTEPHO).

1 uckmodeHns MUKOGAKTEPUO30B IIPerapaThl
HampaBJ/eHbl Takke B (TU3MATPUUYECKOE yupex/e-
HUe: JJaHO CXOJHOe onucaHue MopQoJoTUYeCKON
kaptunbl (B TOM uyncie npeoGiaaganue 303uHOPU-
JIOB Cpean JEHKONUTOB), He HAilAeHO IIPU3HAKOB
OpTaHU3aIMK OYaroB HEKposa u rpaHysieM (OKpacka
no Bau Tu3oHy), KHUCIOTOyCTOHUMBBIX GakTepwmii
(o ITuao—Hunbceny, pesyabratam IIITP na JHK
MukoGakrepuii), crpykryp rpuba (IINUK-peaxuns).
Kapruna rpanyJieMaTo3HO-HEKPOTUYECKOIO BOcIaJle-
HUS C SIBJEHUSIMU TIPOJAYKTUBHOTO TPaHyJIeMaTO3HO-
TO BAaCKyJINTA, MOXET COOTBETCTBOBATH CHUCTEMHOMY
Backyuty (rpanynemaros Berenepa?).

TakuMm o6pa3oM, 3akJiOUeHUS TpexX MOpdoso-
TOB COBIAJTM W TpeGOBaH, B MEPBYIO OYepesb, pac-
CMOTpEHHUS JAWarHosa TpaHyJeMmarto3a Berenepa.
HecmoTpss Ha Hananuyue y OGOJIBHON AJIUTENTbHOM
¢de6pUIbHON JUXOPA/KU, CUCTEMHOIO XapakTepa
nopakeHus, TyOYyJOMHTEPCTUIIMAJIBHOTO Hedpura
B aHaMHe3e, 3TOMY AMArHO3y SBHO HPOTHBOPEUYUIH
nBaxk/bl orpuratebubiii Tect Ha ANCA no nHaua-
Jla UMMYHOCYIIDECCUBHOH Tepanuu, OTHOCUTEIbHO
6slaronpusATHOE TeueHue 3a6oJieBaHus 6e3 JeYeHusI,
orcyrersue nopaxkerusi JIOP-opranos (ocmorpena
JIOP-BpauoM), TopaskeHue BHYTPUIPYAHBIX JUMQO-
V3JI0B TIPM WHTAKTHBIX JIETKUX, CMENIAHHBIA Xapak-
Tep coimu (cjaeAcTBUE HE TOJBKO BACKYJIHMTa, HO
U TMIIOBUTaMHUHO3a).

Coveranme HETUNIUYHOW [JII M3BECTHBIX «OOJIb-
NIMX» CUCTEMHBIX BACKYJUTOB KJIMHUYECKON Kap-
THUHBI U SPKUX MOP(OTOTUYECKUX TIPU3HAKOB
HEKPOTU3UPYIONETO TPAHYJeMaTO3HOTO BAaCKYJH-
ta (HecoMHeHHOTO cy6cTparta 60JIe3HHM) 3aCTABUIIO
Hac MCKaThb YHHMKAJbHbIe 0COOEHHOCTH 3a00JieBaHUS
U TIPEJIOJOKNUTD €r0 CBSI3b C JIByMSl IepEeHeCCHHbI-
Mu 6osbHOl onepanusamu — BIIII u naBycroponHeit
MaMMOIIJIACTUKON CUIMKOHOBBbIMU TrpoTe3amu. BIITIT
C OTKJIIOYEHMEM YacTU TOHKOW KUIIKK paccMaTpUBa-
JIOCb HaMU KaK OCHOBa /1 (POPMUPOBAHUS U3Bpa-
NIEHHOTO MMMYHHOTO OTBETA, TOTJIa KaK WMILIaHTa-
U TTPOTE30B IPUBEJIA K SIBHOH acKasaluu 3a6oJe-
BaHUS C Pa3BUTHEM YCTOWYMBOH J0 TOJYTOAA JUXO-
PaJKU.

Ha xoncunmuyme B xiaunuke uM. E. M. Tapeesa
0CHOBHOU Ouaeno3d Obla cPOPMYJTUPOBAH KaK
CHUCTEMHBIN TPaHyJIeMaTO3HbI HEKPOTUYECKNH aIbio-
BaHT-aCCOIIMMPOBAHHBIN BACKyJWUT 1O TUIy Berenepa
¢ TOpaXkeHueM KOKH, JUM(OY3J0B Pa3HbIX TPYIII,
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MBIIII], TOY€K U UMMYHOJOTHYECKIMH U3MEHEHUSIMU
(onnoxparnoe Bbiasrenne AH® B turpe 1:320).

C y4eToM TOBBIINIEHHOTO PUCKA JUMQPOMBI MPH
COXPaHEHUN A[BIOBAHTOB ObljIa BBINIOJHEHA RO3U-
MPOHHO-IMUCCUOHHAA MmOMmOoepadpus: OTMe-
yeHo AU(M@Y3HO MOBBIIIEHHOE HAKOILJIEHHE Ipe-
napara B KJeT4aTKe CpPeIOCTeHUs 6e3 YeTKUX KOH-
TYpPOB, BOCIAJTUTEIbHOTO Xapakrepa, (uamosoru-
yeckoe — B TMOYKAX, MOYEBOM IIy3bIpe, 1O XOIY
JKKT. /laHHBIX 0 HAJIWYWKW aKTWBHOW crenuduye-
ckoil Tkanu He noaydeno. Ilo pesyabraram Y3H
MOJNOUHBIX KeJie3 BOKDYT UMILIAHTOB JIOIUPY-
eTCs TOHKas MoJocka kuakoctu (1o 7—8 MM 1o
JlaTepaJbHbIM KpasgM), B 00eMX MOJOYHBIX JKeJe-
3aX OIPEJESIeTCST HEOHOPOHOCTh TKAHU TIO THUITY
HeGOIBIINX YYACTKOB JHUIIOHEKposa (aumorpany-
jgem). KoncyabTupoBaHa nadcmuueckum xupyp-
20M: OYATH JIUTIOHEKPO3a MOTYT ObITh OGYCJIOBJIEHBI
OCHOBHBIM 3a060JIEBaHKMEM, MOKA3AHUI K IKCTPEHHO-
My yAajeHuio mporte3oB Her. C y4yeToM CBSI3U MPO-
rpeccupoBanusi 60JI€3HU C MaMMOTLIACTHKON ObBLIO
HACTOSITEIBHO TPEJIOKEHO yAaleHNe UMILIAHTOB, OT
KOTOPOTO TAIlMeHTKAa OTKa3aJach.

B cBsasu ¢ TsrecThio cocrosHUS ¢ 26.12.2015 T.
6bl1a HauaTa Tepamusl mpegHu3oa0HOM 90 Mr BHY-
TPUBEHHO CTPYHHO C TOCJEAYIONUM TEPEX00M
(¢ 30.12.2015) na npuem 30 Mr per os; Tpenona-
rajach HeoOXOJMMOCTb JAJIbHENUIIEero TUTPOBAHUS
no3bl. [losiBieHre XUJKOCTU B IJIEBPAJbHBIX T0JIO-
CTIX, TIEpUKap/le, MaJoOM Ta3y paccMaTpuBaJIOCh
KaK BO3MOJKHOE CJI€/ICTBUE TOPAKOCKOIUHU, TUIOAJTb-
OyMUHEMWH, He HCKJII0YaJoCh U MPOrpecCHpOBaHUE
OCHOBHOTO 3a6osieBanusi. B Teuenue 9 aHeit uxo-
paJku He ObLIO, YJAYUNIMJIOCh 00Iee CaMOYyBCTBUE,
omHako 3 u 6 saBaps 2016 r. qoMa OTMEYEeHbI THITIY-
Hble TOJbeMBI TeMmepaTypbl Teaa g0 38—39 °C,
c 08.01 — mosBieHNe CBEXXUX BBICHIIAHUN HA KOXKe
PYK, a TakKe ydallleHue cTyJa 10 2—3 pa3 B CyTKH,
MHTEHCUBHAsSI 00Jib B OOJIACTH TIPABOTO Ta300e/peH-
Horo cycraBa; 12.01 moBTOpHO TroCHUTAJN3UPOBAHA
B OTK.

[Ipu pentrenorpadum jerkux m Ta3o6e[peHHBIX
CyCTaBOB CBEXUX M3MEHEHWIl He BBLISIBJIEHO, YMEHbD-
IINIACh BOCIIANUTENbHAsl aKTUBHOCTh KpoBu (Jeii-
kouutb 10,5%109/1, tpoM6Gouursr 320x10°/ 1,
COD 4 mm/4, y-raoGynun 24,3%, GubpuHOreH
1,66 t/71); ypoBenb anp6ymuna cocrasua 23,7 1/,
remorsiobutna 116 r/n. 3ddexr crepougoB pac-
IleHeH KaK HeJ0CTATOYHBIN, /032 yBeJU4YeHa [0
40 mr/cyrtku, 18—20.01 mpoBeeHa mMyabc-TepAINus
npeauusononom 500 Mr 3 pasa u mnukgodochanoM
500 mr. B cBs3m c yualieHueM Juapew W TOBbI-
meHMeM ypoBHsA KaablipoTektuna (271 MKr/r
npu HopMe g0 50) 3al0L03PEHO Pa3BUTHE JHTE-
pUTA OTKJIIOUEHHOW KWINKHW; TPU peHTreHorpaduu
BBISIBJIEHBI NPU3HAKW Pa3[pasKeHUs, PacCIIupPeHUs
neresb TOHKOW KWIIKW, K JIEYEHWIO JOOaBJIEHBI
mecasmazua 1000 Mr/cyTku, mopomkn ¢ 6eaoi riu-
Hoii. IIpogomxena Tepanmst MaHTONPO30JIOM; Kpe-

OHOM, aMHHOCTEPHJIOM, aeBuUTOM, 20% pacTBOPOM
anbOyMUHA, 1IePHEBUTOM.

C 23.01.2016 r. orMe4YeHO BO30GHOBJIEHUE JIUXO-
paaku 1o 39 °C ¢ MUHUMAJbHBIMH KaTapaJbHbIMU
SIBJICHUSIMU, JIOTIOJIHUTEIHBHO Ha3HAUeH IedTasuamM
2,0 v/cyrku. Ilpu penrreHorpaduu or 26.01 Brep-
Bble OOHapy>KeHbl ovyaru B Jerkux, npu MCKT om
27.01.2016 2. (cM. puc. 1): BbIABIEHBI HeGOJBIIOE
YMEeHbIIIeHnEe pa3MepoB JUMQOY3JI0B; aTeaeKTas 4-ro
CcerMeHTa MPaKTHYeCKU pacipaBuicsa. B BepxHuUx
JOJIsIX 060UX JIETKUX, GOJIbIE CJIEBA, ONPEIeNSIIOTCs
VYACTKH TIOBBIIEHNS MJIOTHOCTH TI0 TUILY «MaTOBOTO
CTeKJa» BBICOKOH TJIOTHOCTH; B HUKHEH J0Jie JeBO-
ro JIETKOTO — 30Ha KOHCOJUJAIMU U HEOJIHOPO/I-
HOU MH(UILTPAIMY JIETOYHOW TKAHU; B IJIEBPAJIb-
HBIX MOJIOCTSIX — JKUJIKOCTb C TOJIIUHOW CJIOST JIO
45 MM. DTH U3MEHEHUs paclleHEeHbl PEHTTEHOJIOTaMu
KaK TIPOSIBJIEHUSI OCHOBHOTO 3a00JIeBaHUsI, HA 3TOM
bone He uckIOUAINCH BOCHATUTETbHBIE U3MEHEHUST
B HIDKHEH /loJ1e cJieBa.

K Bedepy TOro ’xXe AHS NOSBHUJIACH OJBIIIKA,
Habaoganoch cHmkenne SatO, mo 85%, KoTopoe
KOMIIeHCUpOoBaHO okcureHorepanueii. Ilox yTpo
28.01 y GoabHOI OblIa 3aperHCTPUPOBAHA TOTEPS
CO3HAHUS, CONPOBOXKIABIIASCA HENPOU3BOJbHbI-
MU MoueucnyckanueMm u jgedexkarueit. OcMorpena
HEBPOJIOTOM: OTMeueHa Je30PUeHTAlnsl, MEeHWHTe-
QJIbHBIX W OYaroBbIX M3MeHeHuil HeT. He mckiioua-
JIUCh TEHEPAJTU30BAHHBIN CY/IOPOKHbBIN TPUIAJLO0K,
0CMpoe HaApywenue M03206020 KPOGOOOPAULEHUS
(OHMK); mpu KT (28.01) maHHBIX 3a reMOpparu-
YeCKUil MHCYJIbT HE TOJy4YeHO, GOJIbHAS TepeBe/ieHa
B OT/leJIEHNEe PEeaHuMAIlVH.

B cBasu ¢ gecarypanmein (SatO,75%) nHawara
HeWHBasuBHasg BeHTHasANuU Jjerkux (Sat0,97%);
TeMIlepaTypa Teja OCTaBajJach HOPMAJbHOI, MOKa-
3aTeqn TeMOJMHAMUKM CTAaOUJIbHBI; COXPAHSIACH
Jle30pUEeHTAINsl ¢ BPEMEHHBIMU IPOCBETJEHUSIMU.
BbisiB/ieHO MOBbBINIIEHWE YPOBHS TpecercuHa o 2516
nr/ma (B nopme menee 200—300), 4To He MO3BOJISIO
UCKJIIOYUTD CENTHYECKUIT XapaKTep 04aroB B JIETKHX.
[Tpomomkena Gasuchas tepanust (IIPeIHU30/I0H BHY-
TpuBeHHO 180 Mr/cyTKH) B COYETAHUH € MACCHBHOI
anTn6akrepnaabHoil (BaHKoMuIMH, nnnpodIoKca-
IMH, MEpOHEM), TTPOTUBOTPHOKOBOi (drykonaszomn),
NPOTUBOMHEBMOIMCTHON (6MCenTon) M MpPOTHBOBHU-
pycHoii (TaHIMKI0BUp) Tepamnueii, HadHaAueHbl HH Y-
31K aabOyMUHA, HUKOTUHOBOH KHMCJOTBI, KOMILTEKCA
BUTAMUHOB, TTApPEHTEPAJIbHOE TTUTAHUE.

Opnako B AWHaMHKe yOeIUTEJbHDBIX TaHHBIX
3a CEICUC MOJy4yeHO He ObLI0: MPHU MOCeBaX KPOBU
u Mouu pocta MUKPOQJIOPbI HET, IPU UCCJIE/JOBAHUT
cumaroMo3roBoro myHkrata (or 30.01) oTkiaoHe-
HUI OT HOPMbBI HE BbBISIBJIEHO, YPOBEHb IIPecercrHa
He Hapacraa (2157 nr/mma); meromom IILIP PHK
Influenza virus A, B, A/H1N1 B ma3ke u3 3eBa He
o6HapyskeHo. IIpu ocmorpe HeBpoJorom 30.01.2016
BBISIBJIEHA MPABOCTOPOHHSISI 0YaroBast CUMIITOMATHU-
ka (acummerpust pedJIeKCOB, TOJOKATENbHBIA ped-
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Puc. 2. IlpwkusHenHast Guorncust muM(aTHIeCKuX y310B cpefocterns (@) m mocMepTHoe MOP(hOTOTHIECKOe MCCe-

nosatue y Gonproit II1. (6—x)

a — WHTpaoneparoHHast OUoTcHst JUM(ATHIECKUX Y3JI0B CPEAOCTEHNUS € IECTPYKTHBHO-TIPOAYKTHBHBIM BACKYJIH-
TOM ¥ TMTAHTOKJETOUHOW Peakimell B rpaHy/IeMaToO3HOW TKaHu; 6 — JuM@aTHyecKue y3Jbl 3aJHEr0 CPeAOCTeHNs,
yBesmdenHbie 10 2,0 cM B [uaMerpe, MJIOTHONH KOHCHCTEHIINH, KeJTOBATO-0EJIOr0 1BETa; 8 — JECTPYKTHBHO-
MPOYKTUBHBIN BACKYJIHUT COCYJIOB CPEIOCTEHHsI; 2 — YYaCTOK HEKPO3a TKAHW CeJE3eHKH; 0 — KPOBOM3JIUSHUE

B CTBOJI TOJIOBHOTO MO3ra B 06J1aCThb POMOOBHU/IHON SIMKW; € — B TKaHH IOJOBHOTO MO3Tra IPU3HAKHU TIPOIYKTHBHO-
TO BaCKYyJINTA, MEPUIEIIONIPHBIH OTeK; & — (parMeHT KPOBOM3INSHUS B TKaHb TOJOBHOTO MO3Ta

Fig. 2. Biopsy of mediastinal lymph nodes (@) and postmortem histology of the patient Sh. (b—g).

a — surgical biopsy of mediastinal lymph nodes demonstrating destructive and productive-vasculitis with giant-
cell response in granulomatous tissue; b — enlarged retromediastinal lymph nodes up to 2,0 cm in size, high
density, yellow-white color; ¢ — destructive and productive vasculitis of mediastinal blood vessels; d — focus
of spleen necrosis; e — brain stem hemorrhage in the area of rhomboid fossa; f — signs of productive vasculitis
in the brain tissue with pericellular edema; g — brain tissue hemorrhage, fragment.

nexc Ba6unckoro). KT/MPT He NpoBOAUINCH U3-32
TSKECTU COCTOSTHHMS GOJIBHOII, KOTOPOE IIPOTPECCHB-
HO yxymmanoch — ¢ 31.01 3aperucrpupoBana ato-
HU4YecKasl KoMa. B cBsI3W ¢ pa3BUTHEM pecrnmparop-
HOTO ajKano3a GoJbHAs IepeBe/leHa Ha MCKYCCTBEH-
HYI0 BEHTWISAIUIO Jerkux. C aToro ke JHS BO306-
HOBmJIach juxopagka ao 40—41 °C, koropasi HuYeM
He KyNUpoBaJach W HOCHJIA TIEHTPATHHBIN XapakTep.
[Mpu penrrenorpacduu ot 02.02.2016 t. BBHISABIE-
Ha auddysHas WHQUIbTPAIUSA JeTOYHOH TKaHWU 3a
ucKmoueHneM tepudepuueckux oraesnos (pecnupa-
TOPHBIIT JAUCTPECC-CUHIPOM).

Tem me Menee, rumokcus U MeTaboIMIeCKUe Pac-
crpoiictea 6bumi KomneHcuposanbl (SatO,97—98%),
NpUYNHA TTy6OKOI KOMBI OCTaBajsach He [0 KOHIA
acnoit. Ipu asnexrposnuedanorpaduu (03.02.2016)
BBISIBJIEHBI I'PyOble 06IIEMO3TOBbIE U3MEHEHUSI, KOTO-
pble MOTYT HaOJI0[aThCS TPU JIOOOM BHJIE KOMBDI.
[IpusHakoB cMepTH MO3ra, YETKUX OYArOBBIX U3Me-
HeHuil He Obi1o. B ananusax kposu ¢ 02.02 mapac-
taan TpoMboumTonmenus (50—80 Thic.), amemms
(Hb 70—80 r/ 1), 4ro Tpe60BaIO NOBTOPHBIX IIEPEIN-
BaHMI SPUTPOIUTHON MacChl U TPOMOOKOHIIEHTPATA,

a Takske II0BbINIAJICS ypoBeHb Kpeatunuua (1,43 mr/
A1) u nedenoynbrx ¢gpepmentos (AcAT 161 EJ/ i,
AnAT 65 EI/1). TIpoBoaunach nHMY3Us Kapano-
TOHMKOB B Hapacraouux jgoszax. Ytpom 05.02 orme-
YeHO GBICTPOE Pa3BUTHE ACHCTOJIHNHU, IPOBOAMBIIIECS
peaHuMaInoHHble MeponpusaTis 3 deKTa He UMeJH.

B kauecTBe KOHKYypupyrowux 3abosesanuii
HaMH pacCMaTpUBAaJIUCh: 1) CHCTEMHBIA HEKPOTH-
BUPYIOIMH BacKyJUT ¢ rpaHyJeMarosoMm (1o tumy
Berenepa), A/IbIOBAHT-MH/YIIMPOBAHHBIN, C TOpa-
xKeHneM Koxku (remMopparudecku-gauctpodudeckuii
JIePMATUT, AJONEIus), MBI, CyCTaBOB, JuMQO-
Y3JI0B PA3JUYHBIX TPYIII, IIPEUMYIIECTBEHHO BEPX-
HEro, MepejHero M 3a/[HEr0 CPeJOCTEHUs, JEerKuX,
rOJIOBHOTO MO3ra, nouek (Ty6yJOMHTEPCTUIHATb-
HBI HePPUT ¢ NANMJISIPHBIM HEKPO3OM clipaBa),
umMyHosorndeckuMu Hapymenusmu (AH®D B tutpe
1:320 oJHOKpaTHO), JIEYEHHbIH KOPTUKOCTEPOU/IA-
MU M IUTOCTATHKAMH. 2) CHHIPOM KOPOTKOH TOH-
KON KHUIIKHU TTOCJIe TTPOJOJBHON Pe3eKINN JKeayaKa
¢ GUIMOTIAHKPEATHYECKIM OTBEJEHNEM U OTKJIoYe-
HUEM YacTU TOHKOW KWIIKH MO MOBOAY MOPGUIHOTO
oxkupernst ot 04.08.2010 r. OcHOBHBIM (paTaJIbHBIM
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ocnoxnerneM Mol cuntamu OHMK mo uimemnye-
CKOMy THuIy B Gacceline JieBOW cpeJHell MO3TOBOil
aptrepun ot 28.01.2016 r., ogHako mpucoequHEHNE
cercuca 0 KOHIIA He MCKJoYasoch. K XpoHMYecKuM
OCJIOKHEHUSIM OTHECEHBbI TMOJMBUTAMUHHAS HEN0CTa-
TOYHOCTb, MaJibaOCOPOIIHS.

[Ipun aymoncuu B MOJIOUHBIX KeJle3aX CETMKOHO-
Bble MMILJIAHTBI ¢ (UOPO30OM; CKOIJIEHUS KUJKOCTH
BOKPYT HUX, U HAPYIIEHUS UX IEJOCTHOCTH He OOHA-
py’keHo. B mpemaparax MOJIOUHBIX >KeJie3 BU3Yau-
3UPYIOTCS TOJIS CKJIepO3a, NPU3HAKU HEBBIPAKEH-
HOTO XPOHUYECKOTO BocmaneHusi. ATpodusi M0JeK;
B 9IUTEJUU HPOTOKOB TaKKe SIBJEHUS aTpOQUu.
Buanbl yyactku pparMeHTOB KarcyJibl UMILJIAHTA,
oTMeuaeTcss aMOOIM3AIUsl BENIeCTBA TOCJEHETO T10
auMdarnyeckuM cocyjgaM. B rosioBHOM Mo3re 1pu-
3HAKM BBIPAJKEHHOTO OTEKa, B 006J1acTH POMOOBUIHOM
AMKH — kposoussusiHue (cM. puc. 2 0).

B o6enx mieBpajibHbBIX MMOJOCTSX 6 JI TPO3pavHOi
JKEJITOBATON JKUJ/IKOCTH; THOWHBIX OYaroB He Halige-
Ho. KoHcucreHIust JIErKMX HAIlOMHUHAET PE3UHOIIO-
nobuyto. Ha BucnepasbHOil mieBpe ¢ 06enMX CTOPOH
MHOXKECTBEHHBIE CITMBAIONTIECS MEXKIYy OO0 KPOBO-
u3nausiHusi. B o6yactu KOpHell JIeTKUX JKeJTOBaThie
YYACTKU MJIOTHOBATONW KOHCUCTEHIIMHU, [TAAMETPOM JIO
0,5 cM, Hocamue eTMHNYHBIX XapakTep. Ha paspese
TKaHb JIETKUX KPACHOBATOrO I[BETA C MHOXKECTBEH-
HBIMU TeMOppArusiMu, ¢ IMOBEPXHOCTH pa3pe3a cTe-
KaeT OOMJIbHOE KOJMYECTBO KPACHOBATON TEHHCTOM
xkuskoctu. Jlumdarnveckue y3ibl 3aJJHETO CPEOCTE-
HUST graMeTpoM 70 2,0 ¢M, KelToBaTo-6esoro 1BeTa,
mwioTHON KoHcucrenmuu (em. puc. 2 6, ¢). Ilpu
MUKPOCKOTTMYECKOM HCCJAEJOBAHUN OOHAPYIKEHBI
MPU3HAKK CUCTEMHOTO HEKPOTU3MPYIONIETO BACKYJIH-
Ta B JuM@Oy3Jax, cocyaax CPelOoCTeHUs, JETKUX,
TKaHHW TOJOBHOTO Mo3sra (¢ ydacTKaMu KpPOBOM3JIH-
SHUSA, CM. PUC. 2 €, 2K), KOKe, BBISBJICHBI HEKPO3bI
B TKanu cenesenku (cMm. puc. 2 2). Kpome storo,
OTMEYeHbI NPU3HAKU PECIUPATOPHOTO JUCTPECC-CUH-
JIpOMa B3POCJbIX — CKOILIEHHEe OOJIBIIOTO KOJINYe-
CTBa TOMOTE€HHOW 303MHOMWMIBbHON KUAKOCTH B MPO-
CBeTax aJjibBeOJ M HaJU4YKe IHAJMHOBBIX MeMOpaH.

[Ipm BckpbITHH OPIONIHON MOJOCTH OOHAPY>KEHDI
cJenylolye n3MeHeHus1 B cBs3u ¢ oneparueir BITII:
JKeTYJOK YIIHUT 1o GoJIbIIoN KpuBusHe ¢ Qopmu-
pOBaHUEM KYJbTU U NPUMEHEHUEM METANINYECKUX
cko6 pazmepamu 15,0x4,0x3,0 cm. Tonkas kwuika
pasjieieHa Ha aJUMEHTapHYI0, OUINOTAaHKpeaTHye-
ckyio (200 ¢cm) u obugyio (80 c¢m) nersu. Jlucrtku
OPIONIMHBI TOHKHE, TOJYIIPO3PAavYHbIe, BJAKHBIE.
CBOOGOJHON KUAKOCTU B OPIONIHOIN TOJOCTH He
orMeyvaercsi. [IpUCyTCTBYIOT eIMHUYHBIE CIANKH IO
X0y TOHKOU Kumiku. Ciausucrast 060J0YKa KeTyIKa
CEepoBaTOro IBeTa C eAMHUYHBIMU MEJKUMHU KPOBO-
n3MugHUSAME. B mpocBeTe KeryKa He3HAYWTeTbHOE
KOJIMYECTBO COJIEPKUMOTO >KEJITOBATO-CEPOrO I[BETA.
Ha causucroit 060/i04Ke OTKJIOUEHHOW U3 Maccaska
nuiM OGUINOTIAHKPEATHYECKON MeTJU MHOXeCTBEH-
Hble MeJIKue KPOBOU3JIUSHUS U 3PO3UH, THO KOTO-

PBIX OKpallleHO B 4YepHbIil 1BeT. IIpocBer obiieii
HeTJIN 3aloJIHeH Kesublo. Caunsucras 0o60J04Ka TOJ-
CTOil KUIIKK 6e3 MaTOJOTHYECKUX M3MEeHEHMUI.

[TatosoroanaToMuuecKuii Auaruno3 Obl1 chopmy-
JIUPOBaH cjaeayomuM o6pasom. KoHKypupyioiiue
3a6oneBanus: 1. CucrteMHBII HEKPOTH3UPYIOMIHIT
BACKYJIUT C TPAHYJEMATO30M, /[bIOBAHTUH/YIPO-
BaHHBIN, € MOpPa’keHWeM JIeTKUX, KOXKHU, T'OJIOBHO-
ro Mosra (oYarm WHOIEMHUU B MPOAOJTOBATOM MO3Te
U KPOBOM3JIMAHUS B 06JaCTH POMOOBUIHON SIMKH),
CcycTaBoB, JTUM@ATHYECKUX Y3J0B CPeJOCTEeHNS,
JIEYeHHBIIT KOPTHKOCTEPOUIAMU ¥ IUTOCTATHKAMH.
Donosoe 3abosesanue: BYCTOPOHHSAS MaMMOILIA-
CTHKA C WMIJIAHTAIlMel CUJIMKOHOBBIX IPOTE30B
¢ aMb6oau3alyeil o uM@aTniecKuM cocyjiaM Bellle-
CTBa MMILIAaHTAa W Pa3BUTHEM XPOHUYECKOrO IPO-
JIYKTUBHOTO BOCHAJEHMSI B TKAHW MOJIOYHBIX >KeJse3
(03.05.2015 r.).

2. CUHAPOM KOPOTKOW TOHKOW KWIIKU IOCJTe
MPOJIOJbHON PE3EKINH KeJayaKa ¢ OUIMONaHKpea-
TUYECKUM OTBEJIEHHEM U OTKJIOYEHWEM YacCTh TOH-
KONl KHUIIKU [0 MOBOAY MOPOUIHOTO OKUPEHUs,
xosterpucrakromun, annengexromun (04.08.2010 r.).
K ocnoenvim ocaoxuenusm OTHECEHBI CHHIPOM
MaababcopOuuu ¢ GeIKOBOW U TOJUBUTAMUHHON
HEJOCTAaTOYHOCTHIO (KIMHUYECKHN), BBIPaKEHHBIN
CTeaTo3 M CenTaJbHbIl (HUOpPO3 MeYeHn ¢ TeH]eH-
nueil kK GOPMUPOBAHUIO IIUPPO3a, PeECHUPATOPHIN
IHUCTPECC-CUHPOM B3POCJBIX, OCTpask MovYevyHas
HegocTaTouHocTh (HekpoTndeckuil Hedpos), ABC-
CHUH/IIPOM, S3BEHHO-HEKPOTHMYECKUI IHTEPHUT, OTEK
TOJIOBHOTO MO3Ta.

Takum o6pa3oM, KJINHUYECKUI U TIaTOJOrOaHA-
TOMUYECKHH AMarHO3bl COBIAIN, CMepTbIalUeHTKH
HAaCTyNUJIa OT KPOBOU3JIUSHUS B CTBOJ TOJOBHOTO
MO3ra.

Oocy:xaenne

B mpexncraBieHHOM KJIMHUYECKOM HAGJIOJEHUH
B KauecTBe MOP(QOJIOTHYECKOW OCHOBBI JJTUTEIbHO
cymectByonieil (peGpuabHON TUXOPAIKN OBbLI BEpHU-
(duumpoBan He cBA3aHHBINA ¢ nHpeknuaMu (BKIOYas
MHMKOGaKTEPUO3bI) HEKPOTU3MPYIOINH I'paHyJeMa-
TO3HBI BACKYJHUT C MOPaKEHUEM MEJKNX apTepuil.
MartepuajsioM s TPUKU3HEHHOIH OUOICHHU CTAaJIu
yBeJnYeHHble JUM(MATHYeCKnue y3JTbl CPENOCTEHMS,
MMOCMEPTHO BACKYJUT BBISIBJICH Tak)Ke B JETKUX,
roJIOBHOM MoO3re u Koxke. MopdoJsorus B Han6oJib-
nieil CTerneHu COOTBETCTBOBAJIA ITOJTMAHTUUTY C Tpa-
HysnaemarozoMm (Berenepa), OZHAKO KJIMHUYECKUX
OCHOBAaHWI /IS TIOCTAHOBKK 9TOTO Juarnosa (BKJIO-
yag ABaK/bl orpunarebHbiii Tect Ha ANCA), Kak
u KputepueB <«kKjaaccmueckux» ANCA-HeraTuBHBIX
BacKysuToB Meskux aprepuii (mypmypsr Hlenneiina—
lenoxa, 6osesnn Bexyera u np.) He GbLIO.

Knaccuduxarms cucreMHBIX Backyautos 2012 r.
Chapel Hill Bkmouaer u Takme GhopMbl, Kak BacKy-
JIUT €JNHCTBEHHOTO OpraHa, BACKYJHT, aCCOIUUPO-
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BAHHDBIH C OIpe/leJIeHHBIM 3THOJOTMYeCKUM (HaKTO-
poMm (mpumenenuem rujpanasuna, HBV-, HCV-
undekiyeit u np.) [1]. B HameM caydae Heo6X0/u-
MO ObLIO, B MEPBYIO OY€peb, AyMaTh O BO3MOKHOI
MATOTEHETUYECKON CBSI3U BACKYJUTA C TIEPEHECEHHbI-
mu BIIII n mosgHee — MaMMONJIACTHKOM.

Onmnepanus BIIII 6puta npeasnosxkena B 1976 r.
JUISL Jle4eHus] HeKypaOeJbHOTO WHBIMU crocoba-
mu oxupernust ¢ UMT Gonee 50 kr/m2, B 4acTHO-
ctu npu cuagpome Ilpagepa—Buamm (BpoxmeHHas
yTpara IHIIEBOro KoHTpossa) [2]. Moanduranus
Hess—Marceau [3, 4], BbinoJsiHeHHas1 Halreil 60Jib-
HOH, BKJIOYAET IPOJNOJBHYIO PE3EKIHIO >KeJyIKa
(M rpesMH-CEeKpETUPYIONIeH 30HBI) ¢ HAJOKEHUEM
CKpeIl, COXpaHeHUeM IMHJI0POAYOJeHATbHOrO C(uH-
KTepa ¥ MaJjolf KPUBU3HDLI, XOJELUCTIKTOMUIO, IyO-
JIEHOUJIE0AHACTOMO3 C «OTKJIOUEHUEM» YaCTH TOHKOI
KUNIKYW, OTBEJEHHEM >KeJUud U MaHKPeaTUuIeCKOro
COKa B €e KOHEYHYIO YaCTb M CO3JaHUEM aJUMEH-
tapHoil et (40% AIMHBI TOHKOW KUINKW, M3 HHUX
10% — obmas merss).

Omnepanus BBHICOKOIDPEKTUBHA B CHUKEHUH
n yaepxxanum Beca (ero cpemHss moreps vepes
2 roxa nocae "Hee coctasuiaa 80% m30BITOYHOTO Beca,
cycrst 8 jietr apderr coxpansicst Ha yposae 70%
[3]), BMecTe ¢ TeM B KauecTBe HeM3GEKHOTO MOCJET-
crBust («uenbr») BIIII paccMaTpuBaeTcs IIOMKN3-
HEHHOE IPOBeeHUE 3aMECTUTEIbHON Tepanuu MoJu-
BUTAaMHUHAMU C MaKpO- U MHUKDPO3JEeMEHTaMH, aeBU-
ToM, npenapatamu Kaubius (1500—2000 mr/cyTkm)
u xenesa (cyapdar 325 mr/cytku). Ilo Menbmei
Mepe ¥ 4% OIlepupoOBaHHBIX BO3ZHUKAET MOTPEOHOCTD
B PEKOHCTPYKTHUBHOI Ollepainiy B CBSI3U C HEKOH-
TpoJUpyeMoii nuapeeii, aepunuroMm 6eaka U u306bI-
TOYHBIM CHUKEHUEM MACChl TeJa; BCJEJCTBUE ITOTO
aBTopbl BIII BBIMOJAHSAIOT ee JWINb MallieHTaM
¢ Mop6uaHbIM okuperneM (cpennii Bec y 440 Gomrb-
HbIx cocraBua 183 kr, y 41% u3 unux UMT mnpesbr-
man 50 kr/m?) [3].

Poccuiickue xupypru, NUPOKO MPAKTUKYIOMNINE
BIIIII n BbIOJHUBIINME €To Y Hallell 60JbHOI, Tpu-
BOZAT cBefieHNs o nmanueHtax, VIMT y koropbIx Ha
MOMeHT onepaiuu Obl1 MeHee 40 Kkr/M? u gaske He
npesbiman Hopmy (28 kr/m2, [5]). Ilena onepanuu
o gaHHbIM caiita lleHTpa sHAOXUPYpPrum u JUTO-
tputicuu cocrasasger 250000—300000 py6ueii, oxna-
KO 3Ta HamboJiee arpecCUBHAsI METOJMKA MPUBJIEKAECT
HAIMEHTOB PE3YJIbTATOM M BO3MOXKHOCTHIO U36€XKATh
6oabIIMX orpaHuueHuil B ene. Cpean OCIOKHEHUIT
npeobIalaioT IPBIKKU M aHeMus, HO Yy HabJo[aB-
nreiicst 6osibHOM yepe3 S5 Mmecsier nociae BITII pas-
BUJIACH TsKeJas auapes, a yepe3 9 MmecsieB BCTal
BOTIPOC O BBITIOJHEHUU PEKOHCTPYKTUBHOM OTIepaIiiu
Ha KHINEYHUKE KaK €JMHCTBEHHOM METO/Ie JIEYEHUSI.

PasButne cuHApOMa KOPOTKOHW TOHKOW KHINKH
nocse BIIII 3akonomepno (oTkmouaerca Gomee 25%
ee JIMHBI), 5TO OJNH M3 TJIABHBIX MEXaHU3MOB CHHU-
JKEHWST MacChl Teja, 0COOEHHO HeOJIarompusTHBIN
Npu AJAWHE ocTaBleiica wactu KUk menee 100—

60 cm [6, 7]. HecMoTpst Ha Tpoliecchl CTPYKTYPHOI
n (GYHKIMOHATBHON ajanTaluy, KOTOpble HayMHa-
I0TCSL cpasdy Iocje Ollepalluy, U aKTUBHOE JeyeHue
6OJIbHON, JOCTHYDH HOPMAJU3ANUU HYTPUTUBHOTO
cTaryca He yAaBajoCh, €ro HapylieHus 0COOEHHO
yCYTyOUINCh TIOCTEe PAa3BUTUS BACKYJIUTA U CIYKH-
JI KpaifHe OTpUIIATETbHBIM (POHOM JISI CUCTEMHOI
UMMYHOCYIIDECCHUBHOI Tepanuu. B pamMKax rumoBu-
TaMHHO32 C(OPMHUPOBATIOCH CBOeoGpasHoe MopasKe-
HUe TeYeHN — BBIPAKEHHBII CTearo3 ¢ yMepPeHHBIM
IMUTOJUTHYECKUM CHUHIPOMOM, HAYAJIbHBIMH TIPU-
3HAKAMU MEeYEeHOYHON HegocTaTouHocTh (CHUKEHue
[I1, ypoBHSA JHUIHUAOB, CTOlKasg THUNOATbOYMHUHE-
Mus1), ¢ popmupyoomumMucsa GuOPO3HBIMA CENTAMHU.
[Tennarpa mpakTU4ecKu He BCTPeYaeTCS B HMPAKTH-
Ke MOCKOBCKMX Bpadeil, HO KJIMHUYeCKasg KapTHHA
B paccMarpuBaeMoOM cjy4ae B IIOCJeJHME MeCsIbl BO
MHOIOM eil cOOTBeTCTBOBajla — Juapes, [epMaTuT,
aemMennusi, cMepth («6onesnb 4erbipex D»), asomne-
s, caaboctb. He uMesi BOBMOKHOCTU OIPEIETUTD
ypoBeHb BUTaMWHa PP B KpoBU, MBI NPOBOJUIN
TEpPaNui0 HUKOTUHOBOW KUCJOTON W COMEPIKANUMU
TPUNTO(DAH CMECSIMU.

Ycyry6iaenue nuaped B TOCTEIHWI MeCSI] MOTJIO
paciieHuBATbCS W Kak TMOOOYHOE [elcTBUE IUTO-
CTaTWKa, OJHAKO J-KpaTHOEe MOBBINICHUE YDPOBHS
KaJbIPOTEKTHHA CBU/IETEIBCTBOBAJIO B MOJb3Y BOC-
MaJTUTEJbHOTO TOPaXKeHUS OTKJIIYEHHOH KHUIIKN
BCJIE/ICTBYE TIOCTYIJIEHUS JKeJYM W TaHKPeaTH4eCcKo-
ro COKa B OT/e/bl KWIIKHW, JuileHHble numu (4ro
U noATBepAnIa ayrorcus). IlokaszaHo, 4To cojaepka-
HUEe KaibhporekTnHa (MapKép akTHBHOCTH HEHTpO-
(OUIIbHBIX TPAHYJIOIMTOB U BOCIIAJIUTENbHBIX 3260J1€-
BaHUI KUIIEYHUKA) TIOBBIIIAETCS U Mocie GapuaTpu-
yeckux onepariuii, [8].

MeHee sCHO 3HAauYeHHEe TOKa3aTeseil Tpecercu-
Ha, KOTOPBIE COOTBETCTBOBAJIU JMATHO3Y <TSIKEJIbI
CENCUC», €r0 BBICOKWI ypOBEHb ObLIT BBISIBJEH 3a
Heleao 10 cMeptu (paHee He ONMpeessiics) U He
Hapactan. OTpunarteabHble Pe3yJbTaTbl MOCEBOB
KPOBU U OTCYTCTBHE TPU3HAKOB CETCUCA TP ayTOll-
CUW 3aCTaBJSIOT MCKATh WHOE OOBSICHEHWE JAHHOMY
sabopaTopHoMy (eHoMeHy, cnenu@uIHOCTb KOTO-
pOTO B paHHEH [AMAarHOCTUKE CelcHuca OIEeHUBAET-
cst gqmmib B 81,4% [9]. YpoBeHb mpecerncuta mocJie
6apuaTpUyYeCKUX OIlepalii, PN KOJUTaX U SHTEPU-
TaxX He M3yyaJscs, HO Kak Mapkép daroiurosa oH
MOSKET PearnpoBaTh M Ha aKTHBHOE (3BEHHO-HEKPO-
THYECKOE) KHIlleyHoe Bocmasienue. Tem Gosee B Tex
caydasix, KOrja MeHsieTcsl OaKTepUaJIbHbIM COCTaB
B [IPOCBETE KUIIIKH.

PasBuTtne cunHapoMa HU36BITOYHOTO OGaKTepH-
AJBHOTO POCTA SIBJISIETCS BAKHEUITMM CJIeJICTBUEM
BIIII [6]: ToHKas KWIIKa 3acessieTcsi MUKPOOpra-
HU3MaM¥, MPEUMYNIECTBEHHO TPaMOTPUIIATETbHbI-
MU, KOTOpble B HOpPMe OOHMTAIOT TOJBKO B TOJCTOM
KHUIIKE, 9TO CHOCOOCTBYET WX TMOTAIAHUI0 B TeYeHb
7 CHUCTEMHBI KPOBOTOK. B03MOKHO, MMEHHO TaKoB
ObLI ITyCKOBOH (PaKTOp B PasBUTHH JUXOPAJKH HA
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done obmero nmmynogedunura (MapképoM KOTO-
poro siBujiach reprietnyeckas uHGEKIusa), U UMeH-
HO C 3TUM CBfI3aHa OTHOCHUTeJbHasd 3(PPEKTUBHOCTD
aHTUOMOTUKOB B Havase Juxopagku. Ho paurenpHast
Tepanusi aHTUOUOTUKAMU YCUJIUBAET U30BITOUYHBIN
poct D-nakrarnpoaynupyroonmx aHaspo6oB u Qop-
mupyer mopounbiii kpyr [10]. Henb3si ucKJI0OUUTH
U POJIb METAJLTMYECKUX CKOO B JKETyAKE B WHAYKITUH
UMMYHHBIX peakLuil.

AyTouMMyHHBIe 3a60J€BaHUS TOcae GapHaTpH-
YecKMX omepanuii omucaHel B auteparype. IIpexne
BCEro 3TO KacaeTcsd cBOeoOPa3HOTO CHUHAPOMA
BADAS (bowel-associated dermatosis-arthritis
syndrome), KOTOpBIA paccMarpuBaercss Kak MMMYH-
HBIIl OTBeT Ha OaKTepuaJbHble NENTUOTIMKAHBI,
IPOSIBJISETCS KOXKHBIM BACKYJUTOM C OTJIOXKEHUEM
UMMYHHBIX [ICIIO3UTOB B OUOIITATaX, IOJUAPTPUTOM,
cuHAPOMOM PeiiHo, ¢1a60CThIo, JIMXOPAAKOIl, KPHO-
r100yInHEMUEN, BO3HUKAET, 10 HEKOTOPBIM JIAHHBIM,
y 20% OGOJBHBIX MOCJE HIEOEIOHANBHOTO MIYHTUPO-
BaHWSI M JIEYUTCS MAJbIMU J103aMHU CTEPOUIOB WJIH
MeTpoHugaszosoM [11—13]. AHajOruuHbIl CUHIPOM
ONMHUCAH y TAIMEHTOB C BOCHAJTUTEHHBIMI 3a60J1€Ba-
HUSIMU KWIIEYHUKA, 9TO TOATBEPKIAET €r0 UMMYH-
HBIIl TATOT€HEe3 U CBSI3b C BO3/EHCTBUEM KHUIIEYHDIX
aHTureHos [14].

Nmerorcss takxe onucanus: nypuypbl Illen-
neiina—leHoxa, BO3HUKIIENH Yepe3 S JIeT IOCJe
BIIII, ¢ neye6ubiM 3pdekToM OT aHTUOUOTUKOB
u crepouioB [15]; 6ecCUMIITOMHOTO Ha MOMEHT OTIe-
pauu mryHtupoBanus skenyaka AHDO-1o3uTUBHOTO
HEKPOTU3UPYIOIIETO BACKYJIUTA KUIIEYHUKA [O THUILY
Y3€JIKOBOTO HOJMAPTPUTA, BBISBJIEHHOIO IIPU HCCJTIe-
JIOBAaHUY 4epBeoOPA3HOTO OTPOCTKA U IOATBEPSKIEH-
Horo auruorpadumeii [16]; cucremMHoil KpacHoi BoJI-
YaHKU ¥ PEBMATOWIHOIO apTpPUTa, BO3HUKIIUX Y 4
GOJILHBIX Yepe3 TOJ mocje GapuaTpUudecKux orepa-
it [17].

OpnHako KapTHa 3a60JI€BaHUS Y Hallel MaluenT-
KW MMeET Cepbe3Hble OTINYUS OT KaXKJOTO U3 3TUX
omcanuii. OveBUHOE TpOTpeccupoBaHue 6oJie3-
ru (1mocsie OMyro0Boro nepuoga 6e3 TUXOpPaJKK)
OTMEYEHO y Hee depe3 Mecsll Mocje MMIJIAHTAIH
CUJINKOHOBBIX MPOTE30B. JOKYMEHTBI Ha IIPOTE3BI
OTCYTCTBYIOT, BHU3YaJbHO IOCJEJHUE MOXXHO OTHeE-
CTH K COBPEMEHHOMY KJacCy NOPHCTBIX IIpOTe-
30B, KOTOPbIE CYUTAIOTCSA MeHee MMMYHOTE€HHDBIMU.
[TnactnyeckuMu XUpypraMu cooOIaeTcss 0 HU3KOi
B 1I€JIOM 4YacTOTe MMMYHHBIX OCJIOKHEHHI MaMMO-
MJIACTUKH, HO 3TO COBEPIIEHHO HE UCKJIOYAET pPas-
BUTHS TSKEJIBIX OCJIOKHEHUN Y OT/IEJbHBIX TPeapac-
MOJIOSKEHHBIX GOJIBHBIX.

Eme B 1964 t. 6bL1 TIpeasioskeH TepMuH «human
adjuvant disease» (Miyoshi) [18]. C storo Bpeme-
HU B JINTEpaType HEOJHOKPATHO MOSBJSINCH OIU-
CaHUSI TPAHYJEMATO3HBIX U CHCTEMHBIX ayTOUMMYH-
HBIX 3a00JIeBaHUl, WHAYIUPOBAHHBIX CUJIUKOHOM,
IpyruMu O6uomartepuansamu, BakimmHamu. B 2011 1.
Y. Shoenfeld ¢ coast. npemnoxunun a66peBuaTy-

py ASIA (autoimmune/inflammatory syndrome
induced by adjuvants [19]), koropas o6bexununa
SIIS (silicone implant incompatibility syndrome
[20]), cunzgpom Ilepcuackoro samusa (GWS, Gulf
war syndrome, KOMIJIEKC MMMYHHBIX PeaKIHil
mocJie BO3/IEHCTBUS SIIOBUTBIX TA30B, CIEIHAJbHBIX
NPUBUBOK M TP.), MakpodaraabHbiii Muodaciu-
UT W TOCTBaKIMHaJbHBIE (peHoMeHbl. K WHIYKTO-
pam ASTA, moMUMO CUIWKOHA, OTHOCSAT THUIPOKCHU/T
AJIIOMUHUSI, MUHEpPaJdbHble MacJa, reasgkoa [21].
Knmanueckas kaptnaa ASIA BecbMa XapakTepHa.

K 6oabiiM uarHocTUYeCKUM KPUTEPUSIM OTHO-
CAT, MOMUMO KOHTAKTa C abIOBAHTAME, BbIPAsKEH-
HYyI0 ¢a60CTb, apTPAJITHH, MUAJITUU, MHO3UT WJIN
MBIIIEYHYIO €1a60CTh, PACCTPOICTBA CHA, Hapylile-
HUSI MBIIJIEHUSI U TIAMSTH, JUXOPAJKY, CYXOCTb BO
PTY, a Tak)Ke YJyullleHHe COCTOSHHS TIOCJe yJase-
HUS aABIOBAHTA M TUNHYHYIO MOPQOJIOrmuecKyro
KapTUHy B GMONTaTax MopasKeHHoro oprana (B 4act-
HOCTH, OOHApYy’KEHUE CUJTMKOHA B KAICyJie MOJIOYHOI
JKeJie3bl, B IMM(Oy3Iax, TMCTHOIUTAPHAS PEAKIIN),
K MaJjIbIM KPHUTEDUSIM — BbISIBJIEHNE AayTOAHTUTE
W AHTUTEJ K AJbIOBAHTY, JpPyTWe KJANHUYECKUE
nposiBjeHnss (CHHAPOM PasApaskeHHOTO KHUIICYHU-
Ka, MOTEPI0 MAacChl Tejla), PasBUTHE ayTOMMMYHHO-
ro sa6oneBannsa (PaccesHHOro CKIepo3a) U Haludme
atereiit HLA DRBi, DOBi [19]. IIpu atom AH®
o6uapyskusajcs auuib y (??) GoJbHBIX; CpeaHuii
CPOK TIOCJie UMILJIAHTAIIMU TPOTE30B cocTaBua 14
C TIOJIOBMHOM JieT; y 75% uMeJslach aJlJieprusi B aHaM-
Hese [22].

Kpome cumnromoxkommiekca ASIA, ommcanb
«KJIacCHYeCKuey» ayTOMMMYHHbIE 3a00JI€BaHUS TI0C/IE
UMILJIAHTAIUU CUJANKOHOBBIX mpoTe30oB (cucrem-
Has KpacHas BOJIYAHKA, CKJIEPOJEPMUs, CUHIPOM
[llerpena, peBMATOUIHBINA APTPUT, JAEPMATOMHUO3UT,
a TaK)Xe BacKyJuTbl, 6oJsie3Hb Kpowa, Hecnenudu-
YeCKWil SI3BEHHBIN KOJUT, y3€JKOBBIH MOJTHMApPTEPH-
ut u up.) [20, 22—24]. TUNNYHBIM OCIOKHEHHEM
MaMMOILJIACTUKHU MPU3HAOTCS TaK)Ke TaK Ha3bIBae-
Mast cumKoHoBas ymuMdoaaenonarust (¢ mopaxeHu-
€M BHYTPUTPY/IHBIX, HAIKIIOYNYHBIX JUMQPOY3JI0B,
B TOM uucje rpanyjiemartosnas [25—27]) u BHy-
TPUTPYAHAs aHamyiactuyeckas Jgumdoma [28—30].
Haubosee sipkas cuMnrToMartuka pa3BUBAETCS IIPU
pa3pbiBe MMILJIAHTA U HOMAJAHUHM CUJIMKOHA B Jier-
kue u gumdoysmabl [31], onnako mocaenuuii aud-
byHAMpYeT B TKaHb KeJe3bl U IIPU COXPAHHOM IIPO-
te3e. VIMMyHHast peaxiisi MOJKET BO3HUKATb TaKIKe
Ha IJIATHHY, KOTOPas UCIOJb3YeTCs KaK KaTajau3a-
TOP TOJUMEPHU3AINN CUJIMKOHA U B MUHUMAJbHBIX
KOJIMUeCTBaX BXOAMT B mMIiantarel [32]. Tlokasano
Kak oOpa3oBaHWe aHTUTEN K CHJIUKOHY [33], Tak
u Hapactanume tutpa AH®D mocnae wmMmmaHTammm,
0COGEHHO TIPY HAJTMYUT UMMYHHBIX CUMITOMOB [34].

B mpezacraBieHHOM HAOMIOJAEHUU MOXXHO TOBO-
puth 06 dIEMEHTAX HECKOJbKUX W3 MEPEYNCTEHHBIX
MMMYHHDBIX OCJOKHEHWH MaMMONJIAcTUKH: 3 GOJb-
mux 1 2 Majbix Kpurepus cuagpoma ASIA (Briio-
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yasg AH® u HecoMHeHHbIe NPHU3HAKU ITPOHUKHOBE-
HUS CUJIMKOHA B TKaHb MOJIOYHOI KeJie3bl C pas-
BUTHEM PEAKTHBHOTO BOCTAJEHWsI), BHYTPUTPY/IHAS
auMmdoaneHonaTsa ¢ rpanyJjaemarosoMm. M Bmecre
C TeM ee KJIMHHMYECKas KapTUHA OCTAeTCsl YHUKAJb-
HOW (HEKPOTH3UPYIONINI XapaKTep BACKYJIHUTa, MOPa-
JKeHWe TI0YeK, JITKUX ¥ TOJIOBHOTO MO3Ta, (aTaib-
HbII MCXO0J| 3a60JI€BaHKsI), YTO Mbl B 3HAYMTETbHOMN
CTEIIEHN CKJIOHHBI OODBSICHATD Pa3BUTHEM CHMITOMOB
3a00JIeBaHUS 33a/[0JITO [0 MMILIAHTAIIMHA TPOTE30B
1 ux 6eccropHoii CBsA3bI0 ¢ TakuM He Meree (a CKo-
pee, 6oJIee) arpecCHBHBIM BMEMIATEIbCTBOM B OOLIHI
U UMMYHHBII cTaTyc opranusma, kak BIIII.

Cremyer OTMETHUTD €llle OJIMH BO3MOKHBIN ACIeKT
naroreresa 3a0oJieBaHUS — ydYacTHe B Pa3BUTHH
PEaKTUBHOIO BOCIIAJEHUSI MEXaHU3MOB BPOKIECH-
HOIO MMMYHHUTETa, KOTOPble He IMPEeAINOoJaraloT CHuH-
Te3 creludUUecKuX aHTUTeJ] WK y3KO HallpaBJieH-
HbIx T-nmuMmdouuTapHbIX peakiuii Ha IaTOreHbI.
BposkeHHbIIT IMMYHUTET 6a3UPYeTCs] NCKIIOYHTEIb-
HO Ha KJIETOYHBIX peaklusax (paronuros, COIPOBO-
JKJQIONUXCS BbIPAXKEHHOH COCYAUCTO-IKCCYLaTUB-
HOHl peakmumell M 3HAUYNTEJbHBIM aJbTePATHBHBIM
HOTeHIIHAJOM. B ciaydae peaxiuil cremuguieckoro
UMMYHHITETa POJIb BPOKIEHHOTO MMMYHHUTETA CyKa-
eTcs B OCHOBHOM K MpPE/CTABJIEHUI0 AHTUTEHOB,
OJTHAKO 3T MEXAHW3MBI MOTYT COXPaHSTbh 3HAUEHUE
MYCKOBBIX B Pa3BUTUHU JIOOOTO BOCIAJCHMUS.

B Hacrosinee BpeMs 3TH MeXaHU3Mbl MOJIYYHIH
JajbHeliliee pa3BUTHE B CBSI3U CO CTAHOBJIEHUEM
MOHATHS «ayToBocnanenue». K kpyry ayroBocnain-
TEJTbHBIX 3a60JIeBaHIII OTHOCSAT HE TOJbKO PeaKue
apXeTUnnYecKue JJs 9TOT0 BOCIAJeHHsl ceMeliHble
HepuoANYecKye JUXOPaJAKU, HO U TaKue paclpo-
CTpPaHEHHble IIPOSIBJICHUSA, KaK Iojarpa, CHHIPOM
Crunna, ncopuas, cunapom bexuera, capkounos
JeTell, TTHEBMOKOHNO3BI W JPyTHe WHTEPCTHIINAJD-
Hble 60JIe3HN JleTKUX. HecoMHeHHa posb ayToBOCTA-
JINTETbHBIX MEXaHM3MOB TaKKe B IaroreHese 6oJe3-
Heii Kpona, Bextepesa n npyrux.

OCHOBHBIMU yYaCTHUKAMHU ayTOBOCHAJEHUS
SABJSAIOTCS HEHTPOMUIBI W MOHOIMTBI-Makpodaru.
N3BecTHO, 4TO pacno3HaBaHWe AHTUTEHA ITUMHU
KJETKaMH OCYIIECTBJSIETCS TakKe (Paronuro3oMm.
[Ipu aToM B mocJsenHue TOAbI YCTAaHOBJEHO, YTO
nomajas BHYTPb KJIETKH aHTUTeHbl (6akrepuu, Kpu-
CTaJIJTbl HEOPraHWYeCKUX BeIeCTB U IIOJUMEPOB
U JIp.) B3aUMOJAEHCTBYIOT ¢ Pa3JUYHBIMU BHYTPH-
[UTOIJIA3MAaTHYECKUMHU PelleliTopaMi, B TOM 4HUCJe
KPHOTIMPUHOM, YTO 3amycKaeT cOOpPKY B I[UTOILIA3-
Me parorura MaKpOMOJIEKYJISPHOIO KOMILJIEKCAa —
KPUONMPUHOBOI MH(MIAMMACOMBI, TPUCTIOCOOTEHHO
st akruBanmu unmepaeuxkuna-1 (MJI-1) ¢ nocie-
ayiomeil cexpenueil B wHTepcTunuii. Dd@exTor
NJI-1, kak KJIOYEBOTO MeamaTropa, TPUBOISAT
K BBIpa)KeHHOMY BocmajeHuio. [Ipu Hecmoco6HOCTH
(paronuTOB K STMMWHAIINU TATOTEHA HEPEIKO pa3-
BHUBaeTCsl TpaHyJieMaTo3Has peaknusi. Cpeau maTo-
TeHOB, KOTOPbIe MOTYT aKTUBUPOBATH AyTOBOCITAJIN-

TeJIbHble KPUONMPUHOBBIE PEaKIMM, II0Ka3aHa POJb
acbecta M IPYTUX KPEMHUNCOAEPIKANIMX KPUCTAJ-
JIOB, K TaKUM MaTepuajaM OTHOCHUTCS U CUJIUKOH.
CunukoH ObL1 OGHApPYKEH Y TMAllUEHTKH B CHCTEME
JUMGATHIECKOTO ApeHa)ka ¥, CJIeJ0BaTeJbHO, KOH-
TaKThl CUJTMKOHA ¢ paronuraMu ObLTM HEU3OEKHbI,
B 30HE €T0 JeNo3WIHNH ObLTH OOHAPYSKEHBI TaK:Ke
TPaHyJeMbl, UTO MO3BOJISIET yTBEPKJAThb 6e3yCJI0B-
HYI0O BOBJEUEHHOCTb PEAKINIl BPOXACHHOTO HMMY-
HUTETA B TATOTeHe3 3a0ojeBaHUs y 06CYyKIaeMOi
MAIUEHTKH.

BaskHbIM MCTOYHUKOM CTUMYJSIIUK TAaTOTeHAMHU
CYMTAIOT W 30HY KHUIeYHOTO Gapbepa. B dwactHOCTH,
BBISBJIEHO, YTO CTPYKTYPHBIM U (DYHKIIMOHAJbHBIM
AHAJOTOM KPUONHMPUHA B HTEPOIUTAX SIBJISETCS
6enok NOD-2. C anomanusimu aroro 6eska CBs-
3BIBAIOT HECIIOCOGHOCTH YHTEPOIUTOB GJIOKHPOBATH
BOCITIAJIUTEJNbHYIO PEAKINIo Ha GAKTepUaIbHbII JHITO-
MoJICaxapy/ M3 TPOCBeTa KHUIIEYHWKA W Pa3BHUTHE,
BCJIEJICTBHE 3TOTO, XPOHMYECKUX BOCHATHTEJbHBIX
3abosieBaHuii — GoJsie3Hn KpoHa M XpPOHMYECKOTO
SI3BEHHOTO KOJMTa. Y Hamrell 60JbHOI MMeJHCh Bce
MPEIOCHIIKY JIIsT aKTHBAIINN 3THX MEXaHU3MOB.

BoIsBIeHNe ayTOBOCHANUTEILHOTO 3BEHA IMATO-
reHe3a B HaCToslee BpeMs PHOOpPeso 0co60 BaxK-
HOe 3HaueHWe B CBSA3U C MOSBJIEHUEM COBPEMEHHBIX
AHTUITUTOKMHOBBIX TpemnapaToB. Ha mpuMepe cemeii-
HBIX TIePUOAMYECKUX JUXOPAJOK MOKa3aHa BBICO-
kasg addexrusnocts unruéuropos NJI-1 u ®HO-a
B IOJIABJIEHNN AyTOBOCIAIUTEIbHBIX MEXaHM3MOB
BPOXK/IEHHOTO MMMyHHUTeTa. IIpuMeHeHne Takux tap-
TeTHBbIX IIpenaparoB IIocJje 3JUMHUHAIUKA aHTUTeHa
(ynanenue mpoTe30B MOJIOYHBIX SKejie3) MOTrJIo Gbl
6BITh ATbTEPHATHBHBIM METOJIOM JIeUYeHHUs, B OCO-
6eHHOCTH y4YuUTbIBas Hea(]peKTHBHOCTb CTaHAAPT-
HBIX MMMYHOJETpeccaHToB. be3 oTBera ocranercs
U BOTIPOC O TOM, KakK IpoTeKasno Obl 3a6oseBaHUE
B cjydae yJaJeHusi MUMILIAaHTaToB. XoTsi 10 70%
sKeHIUH ¢ cunapomMoM ASIA u apyrumu ayroum-
MYHHBIMU CUMIITOMaMd OTMEYaloT 3aMeTHOe YJIyd-
nieHne Tocjae yAaJeHnus CUJINKOHOBBIX WMILTAHTOB
[22], B HameM HAGJIOEHUH 3TOTO MOTJIO U HE CJY-
YUTHCS.

HermocpencTBeHHBIM MEXaHU3MOM CMEPTH SBHUJICH
WHCYJIBT, KOTOPBIN KIMHUYECKH JIMIIb MPeIoJiarasi-
Cs1, TJIABHBIM 06PA30M HA OCHOBAHUU HEOGBSICHIMOTO
MHave 31M30/a IOJHON yTparbl co3Hanud. OuaroBas
CUMIOTOMAaTHKA OblJa 3aI0/103peHA HEBPOJIOTOM TOJIb-
KO OJIHAK/IbI, YeTKMX O4aroBbIX U3MeHeHuil 1pu DI
He 6bLT0. He BbISBJIEHO NPU3HAKOB KPOBOM3JIHSHUS
B Mo3r HU npu MCKT B geHp morepm co3HaHus,
HI TIpU WCCJEJOBAHUN CHUHHOMO3TOBOTO IMYHKTA-
Ta 4epe3 2 [HS, B TedeHHe KOTOPBIX CHMITOMATHKA
HOCHJIa MepIaoMmuil XapakTep U JUIMIb 3aTeM Pa3BH-
Jach HeoOpaTuMas KoMa. OTCYTCTBOBAJIN OOBIYHBIE
(akTOpLI prCKa WMHCYJIbTA 32 HCKIIOUEHHEM CIIOH-
tTanHo#l runokoarynauuu. C y4eToM JaHHBIX ayToO-
MICUH CJIelyeT AyMaTh O MEPBUYHO HEGOJBIIOM ovare
KPOBOUBJIUSHUS B CTBOJ, OOYCJOBJIEHHOM Iiepe6po-
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BACKYJIUTOM MEJKUX apTepuii, U €ro TMocJeayiolneM
HapacTtanuu B pamrax /JIBC-cunapoma.

3akaoueHue

[IpencraBieno ommcanme TalMeHTKU 32 JeT
¢ Mopdoaornvyeckn BepudunuposanubiM (1Ipu
JKU3HU, a TaKKe Mpu ayToncm/I) ANCA-HeraTuBHbIM
HEKPOTU3NPYIONINM T'PAaHyJIeMaTO3HBIM BAaCKYJTUTOM
MeJKUX aprepuil o tuny Berenepa, KoTopblif mpo-
sABastca paureabHoit (2 roga) ymopuoit (e6puiinb-
HOU JUXOPAJKOI HEMPAaBUIBHOTO THUIA, TOPAKEHUEM
nouek (TyGyJIOMHTEPCTUIMAIBHBIA HE(BPHUT ¢ HEKPO-
30M COCOYKOB), KOKHU 110 THIIy TEeMOPParuyecKoro
BacKyJauTa, JAuM¢oy3Ja0B CpPelOCTeHUS, COIPOBO-
JKJAJICST OYaroBBIM IOPa)KeHHeM JIeTKUX U BaCKYy-
JINTOM TOJIOBHOT'O MO3Ta ¢ pa3BuTueM (aTaabHOTO
MHCYJbTa. AHAJOTWYHBIE ONMMCAHUS B JIOCTYITHOU
JiuTepaType OTCyTCTBYIOT.

C BbBICOKOIT BEPOSTHOCTHIO MOXXHO TOBOPHTH
0 TPSAMOW TAaTOTEHETHYECKOH CBSI3WM BACKYJIUTA
C BBITIOJHEHHBIM 3a S JIET 10 Pa3BUTHS JIMXOPA[-
KII C I[eJbI0 CHIDKEHUS MacChl Tela OMIIONaHKpe-

THYECKUM NIYHTHPOBAHHUEM C OTKJIIOYEHHEM TOHKOIX
KHUIIKY, KOTOPOE IPHUBEJIO K TSKEJIOMY CHHJPOMY
Masbabcop6uun (¢ monajganueM B OpraHusaM 6ak-
TEePHAJbHBIX AHTUTEHOB, M3BpallleHNeM NMMYHHOTO
oTBeTa?) U CO3/AN0 KpaiiHe HeGIaronpusTHbiil (GoH
[T JalbHeNIero TedyeHns: 6oJIe3Hu.

[lonoTHNTEIbHBIM (PAaKTOPOM, BBI3BABIINM BOBJIE-
YeHHe B NPOIleCC MeINacTHHATbHBIX JIMQOY3JIOB,
JCKAJAINIO CHMIITOMOB U, BO3MOJKHO, CIIOCOOCTBO-
BABIIUM YCTONYMBOCTU K JIEIEHHIO, SBUJIACH [[BY-
CTOPOHHSISI UMIIJIAHTAINS CUJIMKOHOBBIX MaMMapHBIX
IIPOTE30B.

MosxHo mpeanosaraTb Kak ayTOMMMYHHBIH, Tak
U ayTOBOCTIAJIHUTENbHBI XapaKTep 3a60JeBaHUs, UTO
JleflaeT ONpaBJaHHBIM HCIOJb30BaHNE AHTUIUTOKH-
HOBBIX IIPeraparos.

HecMoTpst Ha OTCyTCTBHE BbIBEDEHHOI CTATHCTH-
KM 110 UMMYHHBIM OCJIOKHEHHSAM 6GapHaTpU4ecKux
olepanuii 1 MaMMOILTACTHKH, IIOAXOJ K OT6ODPY
HAIMeHTOB HA 3TU NPOUEAYPbI JOJIKEH OCYIIecT-
BJIATBCS OYeHb AN PepeHIIPOBAHHO MPH CTPOrOM
COOJIIO/IEHNN TOKAa3aHUIl U C YYeTOM COCTOSHUS
OpraHmu3Ma.
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