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Ipanysemamos ¢ noauaneuumom (I'1IA) — nepsuunblii 6ackysum, accoyuupo8aHtbvlil ¢ AHMUHEMPOPUALHBIMU UUMONAA3MAMUYECKUMU AH-
mumenamu, XapaKxmepusylouwuics HeKpoOmusUpyiouum 8acKyiumom ¢ NPeUMyUeCmeeHHbM B08AEHEeHUeM MEeAKUX COCY008 Pa3AUYHOU
AOKAAU3AUUU U HEKPOMUSUPYIOUWUM SDAHYACMAMO3HbIM B0CHAACHUEM C MHO202PAHHbIMU KAuHuueckumu nposeienusmu. TTIA ocmaemes
OOHUM U3 CaMbIX MANCEAbIX U NPOCHOCMUMECKU HeONa2onpUsSmMHbIX CUCMEMHbIX eackyiumos. [Ipu anaauze meuenus 00ne3HU 8bl0eAsIOM
JN0KAAbHbLI (¢ nopadicenuem eepxuux dvixamenvHovix nymeii — BJII, — opeana 3penus u cayxa) u eeHepaiu3zosantulii (¢ nopaxcenuem BIH,
0peaHa 3peHus U cAyXa 6 COYemaHuu ¢ 806AeHeHUeM Ne2KUX U/Uau No4eK, a MAaKdice HceayOOUHO-KUUEHHO20 MPAKMA, HePEHOLl CCmeMbl,
Kxoxcu) eapuanmot I'TIA.
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Differential diagnosis of a local form of granulomatosis with polyangiitis:
nasal cavity and paranasal sinuses lesions (part 1)
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Granulomatosis with polyangiitis (GPA) is a primary vasculitis associated with antineutrophil cytoplasmic antibodies, characterized by necrotizing
vasculitis with predominant involvement of small vessels of various localizations and necrotizing granulomatous inflammation with multiple
clinical manifestations. GPA remains one of the most severe systemic vasculitis with unfavorable prognosis. When analyzing the course of the di-
sease, there are two variants of GPA, local (with lesions of the upper respiratory tract, URT, organs of vision and hearing) and generalized (with
lesions of the URT, organs of vision and hearing in combination with the lungs and/or kidneys, gastrointestinal tract, nervous systems, skin in-
volvement).

The article discusses the differential diagnosis of the disease with the nasal cavity and paranasal sinuses lesions onset, which requires an inter-
disciplinary approach and interaction of doctors of different specialties.
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Ipanynemaro3s ¢ mommanruntoM (I'TIA) — penkoe peBMaTIecKoe
3a00s1eBaHNe, aCCOITMMPOBAHHOE C AaHTUHEUTPOMDMITEHBIMU 1IUTO-
masmMatudeckumu antutesamu (AHILIA) v pazBuTrieM niepBUIHOTO
Backynura. 3aboneBaemoctb ' TIA cocrasnser 11,3—261,0 ciiyyaen
Ha 1 muH xwureneit B ron [1—3]. T'TIA nmeer IIMPOKUIA CIIEKTP
KIIMHUYECKUX TIPOSIBJICHUA: OT OTHOCHUTEJTHBHO «JISTKUX» BAPUAHTOB,
OrpaHUYEHHbBIX BEPXHUMU OT/Ie/IaMU JbIxaTebHbIX myteid (BATIT),
OopraHaM¥ 3peHUsT U CIIyXa, 10 KU3HEYTPOKAIOIIETO TTOPaKEHUST
JIETKUX, Touek u apyrux opraHoB. [latonoruss BIII, nerkux u
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noyek BcTpevaercs y 90% OOJbHBIX M COCTaBJISIET TUITMYHYIO
Tpuamy rmpusHakoB [ TIA B cOOTBETCTBIY C KITacCU(PUKAITMOHHBIMI
kputepusimu ACR/EULAR (American College of Rheumatology /
European Alliance of Associations for Rheumatology) [4]. [1pu
aHajM3e TeYeHUs OOJIE3HU BBIACISIOT 20KaAbHbI (TTOpaKeHNe
BJII1, opraHa 3peHMs U CllyXa) U eeHeparu3oeanHbiii (OpaxeHue
B/II1, oprana 3peHust 1 ClTyXa B COUETaHUY C BOBJIEUEHUEM JIETKIX
W/VJIM TIOUYEK, a TaKKe XKeJTyIOUHO-KUIIIEYHOTO TpaKTa, HEPBHOM
cuctembl, Koxu) Bapuantel [TIA [5-9].
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[TpuOIM3UTENBHO Yy YETBEPTH OOJBHBIX AMATHOCTUPYETCS
JIoKajibHas1 (hopma, KoTopasi BliepBble ObliIa OMMcaHa B cepeauHe
1960-x rr. B muTepaType CYIIEeCTBYIOT pa3IMYHbIe ONpeaeIeHIUs
niokanbHoro BapuaHTa ['TIA. B xoniie XX B. ero 0603Havajlu Kak
«HAYAJILHYIO», «HEMOUYEUHYIO», <«BSUIOTEKYLIYIO», «paHHEreHe-
pPaM30BaHHYI0», «IOKAIbHYI0» M <«JIOKOPETMOHAIBHYIO» (hazy
[9]. EBpormetickas rpymma mo usydyeHuto BackyauTos (European
Vasculitis Study Group, EUVAS) no creneHu TsoKecTy BbIIesieT
JIOKAJIM30BaHHbIN, PaHHUI CHUCTEMHBbII, TeHepaan30BaHHBIM,
Tsikenbid u pedpakrepHbiii ['TIA [10]. OngHu ucciaenosarenu
paccMaTpuBaloT JIOKaJIM30BaHHYIO GOpMy Kak 3aboseBaHWUe,
OrpaHUYEHHOE AbIXaTeIbHBIMU MYTAMU, 0€3 KIMHUUECKUX TP -
3HAKOB CUCTEMHOTO BacKyJIUTa 1 ropaxkeHus rmoyvex [10]. Ipyrue
HE BBIIEJISIIOT CTPOTO JIOKAIbHYI0 (hOPMY: TOMUMO BOBJICUEHUS
BT, opraHa 3peHMs] U cliyxa, BKJIIOUAIOT TaKXKe MOpakeHUe
HWXHUX IbIXaTelbHbIX myTei [5, 7, 8, 10]. Takyto dopmy ['TIA,
C MOPaXXEHUEM JIETKUX, TAKXKE HAa3bIBAIOT «OrpaHUYEHHON» [11].
OnHako OOJIBIIMHCTBO CIELIMAIMCTOB COTJIACHBI C aBTOPaMM,
KOTOPBIE XapaKTePU3YIOT JJOKATbHYIO (DOPMY KaK M30JIMPOBAHHOE
nopaxenue BT, pexxe — opraHa ciyxa u oprasa 3pexus [6, 9].

CylecTByeT MHEHMeE, 4TO JJoKasibHast (popma I'TIA sBisieTcst
JIMIIb CTaarel 3a00eBaHUs, B JaJbHEIIIEM TTPOrpecCupyloLeit
1o reHepasinzoBaHHoi [10]. OgHako Takoe mporpeccupoBaHue
OTMeYaeTcst JIMIIb MpuMepHo B 10% ciiydyaeB B cpefiHEM uepes
6—8 ntet [8]. bosee BBICOKYIO 4acTOTY ITOA00HOI TpaHChOpMAaLIK
BoisiBUIM M. Tudici u coaBT. [5], KOTOpbIE OTMETWJIM Pa3BUTHE
reHepaiu3zoBanHoro I'TIA y 22,8% mnauueHTOB C JIOKaJbHBIM
I'TTIA, HaOMomaBUIMXCSI B CPeIHEM B TeueHMe 3,5 rona.

HeonHo3HauHO olleHMBAeTCSI U PacTIpOCTPAHEHHOCTh JIO-
KaJbHOM (hopMbl (Tad. 1), KoTopasi, Mo JaHHBIM Pa3HbIX aBTOPOB,
BBIIBIISIETCS Y 3,9 10 22% NaLeHTOB, IPUYEM CJIeAyeT YYUTHIBATD,
YTO 3T MOKa3aTeau ObLIN 3a(MKCUPOBAaHbl B MOMEHT YCTaHOB-

OBICTPO MPOTPECCUPOBATIO 10 TeHEPAITN30BAHHOTO JOCTOBEPHOTO
I'TIA. T.B. bekeroBa [2] B nepBblii roj 3a00JeBaHUsI OTMETHIIA
MpU3HaKK JoKaabHOU dopmbl v 30 (43,5%) u3 70 maLMeHTOB,
He UMEBIIUX MTOpakeHusI mouek B 42,9% ciaydaeB. OqHaKO BIO-
CJIEACTBUU Y 5 TaKMX OOJIbHBIX PELIUANBLI COMPOBOXIAIUCH ITPH-
COCIMHEHNEM TTIOUYEYHBIX CUMIITOMOB, B TOM uncie y 1 — ¢ pas-
BUTHEM OBICTPOITPOTPECCUPYIOLIETO TJIOMEPYJIOHe(hpUTa Yepe3
13 ner nocje Havaja 6oJe3Hu [2].

Kaxk npaBuiio, 6onbHbIe ¢ JoKaabHOI (opmoii I'TIA yaiie
HeratuBHbl Mo AHILIA, yeMm mamueHThl ¢ reHepaan30BaHHOM
(opmoii (cm. taoda. 1) 2, 5,7, 8, 12, 14]. B xoropte X. Puechal u
coasT. [14], BkirouaBieit 727 mamueHnToB ¢ ['TIA, HeraTuBHbBIC
no AHLIA 6onbHble yaie, yeM AHLIA-11o3uTHBHbBIE, UMEIN JIO-
KaJlbHyI0 (hopmy 3abojieBaHust (COOTBeTCTBeHHO B 17,7 1 5,8%
ciayyaeB). AHLIA urpaior BaxHylo posib B naroreHese I'TIA u
CBSI3aHbI C MOJUMOPOHBIMU KIMHUYECKMMU MpPU3HAKAMU CH-
CTEeMHOTO BacKyJIUTa, KOTOPbIE XapaKTEePHBI IS TeHepan30-
BaHHoro BapuaHta. AHLIA accouuupytorcst ¢ 6osiee BHICOKUMU
3HAYeHUSIMU BUpMUHIeMCKOro MHaeKca akTMUBHOCTH BaCKYJIMTa
(Birmingham Vasculitis Activity Score, BVAS) u ckJIoHHOCTbIO K
pelMAMBUPYIOIEMY TedeHUIo 3aboneBanus [15, 16]. OHu y4a-
CTBYIOT B MPUKPETUIEHUN HEUTPODWIOB K SHIOTEINIO COCYI0B
Ha paHHUX CTaAUsIX IatoreHesa 3aboeBanus [17]. [IpucyrcrBue
AHIIA ctuMmypyeT 1erpaHy/ IS0 HEUTPO(MUIOB, YTO TTPUBOIUT
K BBICBOOOXICHHUIO IUTUYECKUX (PEPMEHTOB 1 aKTUBHBIX (POPM
KHCI0pO/ia, KOTOPbIE MOBPEXIAI0T SHAOTEINI 1 MPOBOLUPYIOT
BackyauT [17]. B- u T-kjieTku TakKe ydyacTBYIOT B IaToreHese
Backynuta. CyIiecTByeT TecHasi CBsI3b IpaHyJIeMaTO3HOIO BOC-
naneHusi ¢ T-kinerouHbiM otBeToM [ 18]. [To MHEHNMIO OTHIIX aBTOPOB,
MMMYHHBIC HapyIIeHHs ¢ ydacTueM T-xenrepoB 1-To Tura, ceK-
peuueit unrepdepona (MPH) y u daxropa Hekposa omyxonu
(PHO) o cBOICTBEHHBI B IIEPBYIO OYepeb JOKAIbHOI (hopme

Ta6mma 1. Yacrora nokanbHoii popmsl 1 AHLIA-no3utuBHOCTS Y 601bHBIX ¢ T'TIA

Table 1. Frequency of local form and ANCA-positivity in patients with GPA

ABTOpBI TTIA, n
M. ludici u coabr., 2022 [5] 795

X. Puechal u coaBr., 2022 [14] 727

C. Pagnoux u coasr., 2011 [7] 494
J.U. Holle u coasr., 2010 [8] 1024
G. Anderson u coasBr., 1992 [12] 265
T.B. bekerona, 2012 [2] 70

JlokanbHas dopma, %

AHIIA+, %

78
81

46

22 (Ha MOMEHT YCTaHOBJICHUSI IMarHO3a) —

JICHWSI IUarHo3a, a He TIpy MocjienyolieM Haomonenuu [12, 13].
Y 79 (10%) u3 795 naumeHToB U3 peectpa OpaHIly3CKOM FPYIIIIbI
M3ydeHHUs BacKyJIMTa Oblja oOHapyxKeHa JokanbHas ¢popma ['TIA
¢ nopaxeHuem BJIT u/unyM HUXKHUX ObIXaTeIbHBIX MyTei [5].
J.U. Holle u coaBrT. [8] mpy MpoCnieKTUBHOM HabJI0AeHUN Y 5%
0onbHbIX ['TIA ¢ nMpogoXKUTENIbHOCTBIO 3a0oJeBaHusl | roa u
0oJice BBISIBIIIN JIOKATM30BAHHBII BapUAHT, OTPaHUYCHHBIN BepX-
HUMU W/WJI HIXKHAMU JIBIXaTeIbHBIMU ITyTSIMU, COTJIaCHO KJ1ac-
cupukanu EUVAS, u BepuduurpoBaHHbINA TPy MOPHOJIOTU-
YecKOM MccienoBaHrU. binskue pe3yasraTsl MOaydeHbl B padboTe
C. Pagnoux u coaBT. [7], KOTOpbIE 3apErUCTPUPOBATIN JTOKATBHYIO
dopmy B 3,2% ciydaes. IIpu 3T70M B 06a UCCIIEAOBAHKS BOILLIN
TOJIBKO TAIIMEHTHI, HabmoaaBImecs 6osee 1 roma, 4To IMo3BOJISLIO
HWCKJTIOYUTD TeX, Y KOTO UCXOMHOE JIOKAJIM30BAHHOE TTOpakKeHUE

I'TIA, B omiume OT TeHepaTu30BaHHOW, KOTOPAs MPOSIBISIETCS
COCYIUCTBIMU BOCTIAIUTETTbHBIMU U3MEHEHUSIMU C O0JIee CUITBHOM
aKcrnpeccuei IuToKMHOB Th2-Tuna ummyHHoro otseta [ 19, 20].
OpHako Apyrue UCCiiefoBaTe U BbISIBUIN MPSIMYIO KOPPEJISLIMIO
Mpu3HaKoB Backynuta ¢ poaykuueir U@Ho, ®HOw, a Takke
00paTHYI0 KOPPEJISIIIAIO0 TTPU3HAKOB TPaHyJIeMaTO3HOTO BOCIIA-
JIEHUsI, TIOPaKeHUs TIOJIOCTH HOCAa Y TIPUIATOYHBIX TTa3yX HOca
(IITITH) ¢ axcnpeccueit MPHK unTepneiikuna (UJI) 4; mopa-
KeHus oprata ciyxa ¢ akenpeccueit MPHK MJT12 v npoaykuueit
W18 [21].

ITarodusuonorns

OOIIMMK THCTONATOJIOTUYeCKUMM Tipu3Hakamu [TIA sB-
JISTIOTCST HEKPO3, 00pa30BaHKUe TpaHysIeM U HaIWYMe BacKylIuTa
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MEJIKUX U CpeTHUX cocynoB [22]. PazBurue
JIOKAJbHBIX U TeHEPaTU30BaHHBIX (hopMm
orpezesisieTcs: npeodiagaHueM rpaHysie-
MaTO3HOTO Tpoliecca WiIn BackyauTa. Jlo-
KaJibHasi hopMa XapaKTepu3yeTcst rpaHy-
JIEMATO3HBIM BOCTIAJIEHUEM, JIOKaIU30-
BaHHbIM B B/II1 u/uau HMXKHUX ObIxa-
TEJIbHBIX MYTSIX, C MECTHBIMU HEKPOTHU-
YECKUMM, JECTPYKTUBHBIMU U3MEHEHUSIMU
[8, 23]. IpaHyaemMaTO3HbIE U3MEHEHMUS
JIOP-opraHoB MOryT conmpoBOXAAaTbCs
MpU3HAKAMM BACKYJIUTA MEJTKUX COCYIIOB
B Tpetu 6uonTatoB. J.U. Holle u coaBT.
[8] B 92% cay4aeB BBISABISLUIA HEKPO3,
B 84% — rpaHyieMaTO3HbIe U3BMEHEHUS 1
B 32% — BacKyJnuT. B peTpoCIeKTHBHOM
WCCIIeNOBaHNY, BKIIOYaBIIeM 126 mamm-
€HTOB C KJIMHUYeCKUM auarHo3oMm [TIA,
BCce Tpu MpU3HaKa, xapaktepHbix it ['TIA,
B TOM YHCJIE BAaCKYJIUT, TpaHyeMa U HeK-
po3, ObUIM OOHapyXeHBl TOIBKO y 16%
OGOJILHBIX, TIPY 3TOM JIUIITH Y 21% BbIsIBIIC-
HBI BaCKYJIUT U TpaHyJIeMaTO3HbIe N3Me-
HeHust Uy 23% — BacKyJUT U HEKPOTH-
yeckue usMeHeHus [22]. Takum o06paszom,
OTPULIATENIbHBIN pe3yibTaT OMOMCUM HE MCKII0YaeT AMarHo3a
AHUA-Backynuta. [cTonornyeckoe rccieoBaHue MoYKU, KOXKU
u npyrux opraHoB y AHLIA-HeraTMBHbBIX MalLIMEHTOB SIBJSIETCS
«30JI0TBIM» CTaHAAPTOM BepuduKkaumu nuarsosa [24, 25].

Kimnnueckas kapruna

JlokanbHast popma I'TIA 3HauMMO yailie BCTpeyaeTcst y KeH-
IIMH B Bo3pacTe 0KoJjio 45 jieT. OHa xapakTepu3yeTcsi pUHUTOM
(54,0%), cunycutom (42,5%), iceBIOTYMOPOM OpOUTHI (45%) 1
otutoM (26,4%) [5]. IpaHyjaeMaTo3HblE U3MEHEHUsI, KOTOPbIE
MPEBAIMPYIOT TIPH JIOKATBHBIX (hOpMaX, acCCOLIMUPYIOTCS ¢ bosiee
BBICOKOI 4aCTOTOI IECTPYKTUBHBIX MOBPEXICHMIT (TIepdopaiins
HOCOBOI TIEPEropoiku, ceaioBuaHas aedopmaius Hoca (puc. 1),
TSIKEJBIM IECTPYKTUBHBIM MAHCUHYCUTOM C PacCpOCTpaHEHUEM
rpaHyJIeMaTO3HOW TKaHW B OpPOUTY UM BO3MOXKHBIM Pa3BUTHEM
TMPOTHOCTUYECKN HEeOJarONpPUSITHBIX OCIOXHEHUI, HarpuMmep
OCTpOI ABIXaTEIbHOI HEAOCTATOUHOCTH U3-3a TTOICKIaT0YHOTO
CTeHO3a WJIU TTOTEPU 3PEHMSI BCIIENCTBUE OPOUTATIBHOI TpaHyIeMbl
[8]. ITpu paHHOI hopMe 3HAUMMO yallle BCTPEeUaroTCs MOACKIIa-
TIOYHBIN CTEHO3 FOPTaHU M/WIK CeUTIOBUIHAS AeopmMallvst Hoca
(1o 5,7% cny4aeB) Mo cpaBHEHUIO ¢ reHepain3oBaHHbIM ['TIA
(1,1 1 0,7%, coorBerctBeHHO) [5]. B uccinenosanusx J.U. Holle
u coast. [8] u L.T. Tan u coaBt. [26] 2po3uu KOCTeil HOca ObLIN
obHapyxeHbI B 18 1 32% ciyyaeB cooTBeTCTBEHHO. [edopmariust
CcTeHKH opouthl BeTpevanach y 10—13,2% GonpHbIx [27]. Kak
MpaBUJIO, MAlMEHTHI ¢ JoKanbHOU (popmoii I'TIA umeroT Gosee
HU3KYI0 aKTUBHOCTD 10 uHAeKcy BVAS, cpenHee 3HaueHMe KO-
TOPOTO TPU JIOKAJILHOM UM T€HepaJIM30BaHHOM BapUaHTaX CO-
CTaBJISUIO COOTBETCTBEHHO 7,2 1 18,6 [5]. Puck peuunusa mnpu
JiokanbHOM U cuctreMHoM ['TIA He paznuyaeTcsi, HO 001Iast Bbl-
JKMBaeMOCTb MALMEHTOB ¢ JioKaJibHbIM ['TIA 3HauuMmo BhILIE [5].

JuarnocTuka
JlrarHo3 ycTaHaBJIMBAETCS HA OCHOBAHWU BbISIBJICHUS Xa-
paKTepHBIX MU3MEHEHU MPU KIMHUYECKOM, JJabOpaTOpHOM U
WHCTPYMEHTAJIbHOM HccienoBaHusix. [lokazaHbl ompeneneHue
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Puc. 1. Ilayuenmxa M, 36 nem, aokanvnas gopma I'TIA: a — cednoguonas deghopmayus
Hoca; 6 — KT nazyx nHoca. Buonsl deghexm nocosoii nepeeopodku (beaas cmpenka), npu-
3HAKU noAUCUHycUuma (4epHole cmpeaxu) u 1e60CHMOPOHHe20 omuma, macmoudum (cepas
cmpenxa). 30ecw u Ha puc. 2 — (homo u3 KoAreKyuu agmopos
Fig. 1. Patient M, 36 years, local form of GPA: a — saddle nose deformity; 6 — CT scan of
the sinuses. Visible nasal septal defect (white arrow), signs of polysinusitis (black arrows)
and left-sided otitis media, mastoiditis (gray arrow). Here and in Fig. 2 — photo from the

collection of the authors

AHIIA, ocMOTp OTOPMHOJIAPMHIOJIOTa C MPOBEJECHUEM PUHO-
CKOIWU, JAapUHTOCKOIMUU, UCTOJB3YIOTCS TaKXKe MHCTPYMEH-
TaJIbHbIE METObI BU3YyaJIU3alluH, TaKHe KaK KOMITBIOTepHAst TO-
morpadus (KT) opraHoB rpynHoOii KJI€TKM M Ma3yx Hoca (CM.
puc 1, 6), MarHUTHO-pe3oHaHCcHast ToMorpacdust (MPT) B ciydasix
BoBJeueHust opouTsl. KT maeT BO3AMOXHOCTh BU3yaIu3MpPOBaTh
MPU3HAKKU KOCTHOM IeCTPYKIIMU U KOCTHYIO MHBa3uio, MPT mno-
JIe3Ha JUTs BBISIBIEHMS TpaHysieM. [cTonornyeckoe 1 UMMYHO-
rucToXuMm4eckoe ucciaenoBaHust rpu ['TIA BXOAST B YUCIIO Be-
JYIIUX IUATHOCTUYECKUX METOJIOB.

JInddepeHnuanbHas IMATHOCTUKA

JunarHoctuka orpaHnyeHHoi gopmbl I'TIA Hepenko npea-
CTaBJISIET TPYAHOCTH, OCOOEHHO KOra 3a001eBaHue 1e0I0TUpYeT
C M30JIMPOBAHHOTO MOPaXeHMsI HOca W/WIM Ma3yX Hoca JIMOo
OpPOWTHI, TIOCKOJIbKY KITMHUYECKVE TPOSIBIICHUST HECTIEITU(DUIHBI,
a CHUCTeMHBbIE MUAaTHOCTUYECKUE KPUTEPUU HE TMPUMEHUMBI.
Panusst nuarHocTrika, HECMOTPSI Ha OTCYTCTBUE CUCTEMHOTO
MPOrpecCUPOBaHMSI, YPE3BbIUAITHO BaxKHA, TOCKOJIbKY B HEKOTOPBIX
ClTyJasix 3a00J1€BaHUE HOCUT JIOKAJIbHO-JIECTPYKTHUBHBIN XapakTep
¢ HeoOpaTUMON moTepeil (PyHKIIMIA OpraHoB, YTO MPUBOIUT K
0o0J1e€e TSKEIOMY TEUEHHUIO C BBICOKOM KITMHUYECKOH aKTUBHOCTBIO,
PELMANBUPYIONIUM TPAHYIEMaTO3HBIM BOCIIAJIEHUEM B OpraHax
PEeCIIMPAaTOPHOTO TPAKTa U MOpakeHUeM ria3 [2].

ITpu nedrore I'TIA ¢ TTITITH caenyeT paccmaTpuBaTh IIMPOKUIA
CHEKTp 3a00JIeBaHUI, KOTOPBI BKITIOYAET KaK HEOMIaCTUYECKUe
(garre MMbOMa U3 eCTeCTBEHHBIX KITeTOK-KiuiepoB — NK/T-kire-
To4YHast JIuMGOoMa Ha3aJbHOTO TUIIA), TaK U HEOITyXoJieBbie 00-
JIE3HU, B MEepBYI0 ouepenb rpaHyaeMaro3tubie (AHLIA-accounu-
PpOBaHHBIE BaCKYJIUTHI, capkonno3), IgG4-cBs3aHHbIe 3a001eBaHUS
(IgG4-C3), a Takke TpUOKOBBIE U OaKTepuadbHble MHGOEKIINU
(tabus. 2) [28—31]. Bce oHM UMEIOT KJIMHUYECKUE TTPOSIBICHUS
CXOXKHe ¢ TTpU3HaKamMu JokajibHol (popmbl ['TIA, KoTopble Hapsity
C TaHHBIMM aHaMHe3a W/WIN pe3ybraTaMy JIabopaTOpHOTO U
WHCTPYMEHTAILHOTO 00CIeIOBAaHUSI MOTYT CITOCOOCTBOBAThH He-
TMPaBUIILHOM MHTEPIPETAIINY BBISIBICHHBIX HAPYIIEHUI U OIIIN-
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OOYHOI TMarHOCTUKE. B mOoCTymHBIX 2/1eK-
TpoHHBIX 0a3ax PubMed u Scopus BcTpe-
YyaeTcsl He3HAUMTEJIbHOE KOJIMYECTBO Ha-
OJIIOIEHUI WM aHaJIM30B cliyyaeB nud-
depeHIMaTbHON TMAaTHOCTUKM, YTO IO/ -
TBEPXKIACT aKTyaJlbHOCTh U CJIOKHOCTD
Bepudukanuy quarHosa ['TIA, ocobeHHO
B 1e0IoTE.

PaccMoTpUM HEKOTOpbIE acTeKThl
nuddepeHImaTbHON TMaTHOCTUKU JI0-
KanpHoOI hopmbl ['TIA.

B.W. BacunbeB n coaBT. [28] moka-
3aiu, 4to 'y 39 (7,6%) 13 512 GONbHBIX ¢
pPa3IMYHBIMU TIPEaIoaracMbIMU peBMa-
TUYECKUMU, OHKOTEMAaTOJOTMYECKUMM,
rpaHyJIeMaTO3HBIMU U XPOHUIECKUMU T'e-
naToOWIMapHbIMU 3a00JIeBaHUSIMU, 00-
caenoBaHHBIX B riepron ¢ 2009 mo 2013 ¢,
unx ne6roT Obut cBszaH ¢ [IITITH. Dror
BapuaHT oTMevasics y 100% maiueHToB ¢
NK/T-numbomoii, y 84,5% c TTIA, y
29,5% ¢ 1gG4-C3 uy 17,5% c capkounmo-
30M [28]. KpaiiHe penko Takoii nedroT
MOKHO HaOJIIOIaTh TPU TUCTUOLIMTO3AaX.
HexoTopble aBTOpBI paHee BBIACISIIN
MINOMAaTUYECKOE JeCTPYKTUBHOE 3a00JeBaHUE CPENMHHOM TUHUKA
[32, 33]. B Hacrosiee BpeMsl CyLIECTBOBaAaHME TaKoi (popMmbl
craBuTcd noa comHeHue. [locne uckmouenust I'TIA moutu Bce
OCTaBIIINECST CITyYau, MPOSIBIISIIONINECS] CAHAPOMOM CpeTHe JIn-
LIeBOIl IpaHyJIeMblI, PACIICHUBAIOTCST KaK HEXOMKKUHCKHE JIMM-
¢ombl, ByacTHOCTU KakK NK/T-kaemounas aumgoma Ha3alIbHOTO
tuna [34]. PaHee ee onuchiBaau Kak MOJIMMOP(HBIIA peTUKYIIE3,
3JI0KAYECTBEHHbI! CPEAMHHbBIN PETUKYJIE3, JTETATbHYIO CPENMHHYIO
rpaHyjeMy, UMMYHOOJ1acTHY0 T-KiIeTouHyIo JIMMGbOMY TN aH-
TUOLIEHTPUYECKNE UMMYHOTIPOIudepaTuBHble MopaxeHus [29].
HaszanbHas skcrpanonanbHast NK/T-kierounast nmmdoma Bo3-
HUKaeT B pe3yJibTare 3jJI0KauecTBeHHOU TpaHchopmanun NK-
KJIETOK, 3Kcrmpeccupyoonmx CD56+ u umromiasMaTnyecKuii
CD3+ [35—37]. PacnipoctpaHeHa B JIaTuHCKOI AMeprKe U A3Uu,
MPENMYIIIECTBEHHO Y MYXKYMH CPEIHEeTo BO3pacTa, O4eHb arpec-
CHUBHA U aCCOLIMUPYETCS C BBICOKOI JieTalibHOCThIO |37, 38]. OTa
mMpoMa Hanbojiee 9acTo MPUBOIUT K HEBEPHOMY JUATHO3Y,
TaK KaK UMEEeT MHOTO OOIIMX KIMHUYECKUX YEPT C JIOKATbHBIM
T'TIA u nposiBiisieTCs: HauaJIbHBIMU HecTen(pUIeCKMMU CUMII-
TOMaMM B BUJE 3aJI0KEHHOCTU HOCA, XPOHUYECKON pUHOpEH,
HaJIMIMeM CTPYITLEB, KOPOK 1 3PO3UIA B TIepeIHEl YacTH Ha3aIbHOI
TePETOPOJIKY C JIOKATBHBIM BOCITAJICHUEM CITM3UCTOI 000JI0UKYI
HOCa, PeIUANBUPYIOIINMI HOCOBBIMUA KPOBOTCUECHUSIMHU, C TTPO-
TPECCUPYIOIIMMI MAaCCUBHBIMU I€CTPYKTUBHBIMU MOPAXKEHUSIMU
MOJIOCTU HOCA, HOCOIJIOTKH, MPUIATOUHbBIX Ma3yX HOCa, TOPTaHU
[31, 37]. OnHako nipu Jum@omMe BbIpakeHHbIE 1eCTPYKTUBHBIE
M3MEHEHUSI B KOCTSIX JIMLIEBOTO cKeJieTa (C 00s13aTeIbHbIM pa3-
pylIeHUEM KOCTei TBepaoro Heba, puc. 2) Mporpeccupyror Obl-
cTpee, BBI3bIBasI nepdopalunio Kocteil TBepaoro Heda B 40% city-
yaes [39, 40], mpu nokansHoii popme ['TIA mogobHbIe U3MEHEHMST
HabmonaiotTess B 5,7% caydaeB [5]. Elie omHoii XapakTepHOI
0COOEHHOCTBIO SIBJIIETCS] HAIMYKME CTOMKOTO HEMTPUSITHOTO 3J10-
BOHHOTO 3ariaxa pu o0IIMPHOM Hekpo3e y marreHToB ¢ NK/T-
kjaetoyHoi Jumdbomoii. HecMoTpss Ha cxonHble KIIMHUYECKUE
npossieHus mopaxenus [ITITH mpu NK/T-nmumdbome Hazamb-
Horo tura u ['TIA B ne6tote 3a00J1€BaHNsI, IMEIOTCS OTIpeIeIeHHbIC

Cospemennas peemamonoeus. 2023;17(1):7—15

Puc. 2. lTayuenmka K., 43 nem,
NK/T-kaemounas aumgoma Ha3a1bHO20
muna (cmpeaka)

Fig. 2. Patient K., 43 years, NK/T-cell
lymphoma of nasal type (arrow)

pasnuuus B 1a00PATOPHBIX U CUCTEMHBIX
MPOSIBJICHUSIX 3TUX COCTOSIHUI. Y 00JIb-
LIMHCTBA OOJBHBIX TUM(MOMOIA ¢ TOMOLIBIO
[TLIP o6Hapyxusaetcss JTHK BOb B kpoBu
[37]. B cityuae mporpeccupoBaHus maTo-
JIOTUYECKOTO TIPOLIECcca MPUCOETMHSIIOTCS
JMxopanka, mosbiiieHre ypoBHs CPB,
JIaKTaTAeTUaApOreHasbl. Y MalMeHTOB C
sokanbHbIM ['TIA crucTeMHbIE IPOSIBIEHUST
HaO0JII01a10TCs TOJIBKO MPU €ro Mepexose
B reHepanu30BaHHY1I0 (hopmy.

VuuTbIBast, 4TO paHHUE KIMHUTIECKIEe
MPU3HAKYA U CUMIITOMBI HECTIEIU(DUYHBI,
TUCTOJIOTUYECKAsl OlleHKa TMOpaXKeHUsI
HMIMeEeT BaxKHOE 3HaYeHUeE JJIsl yCTAaHOBJIE-
Hust quarHosa. st NK/T-kinetouHoi
auMdomMbl xapaktepHa auddysHas UH-
ubTpays aTUIMIHBIMI TUMGOVIHBIMU
KJIETKaMU CTEHOK COCY/IOB U TIEpPUBACKY-
JIIPHBIX OTHENOB, UHOWIBTpALUs Heli-
TpodwiamMu 4yaile oTcyTcTByeT [36, 41,
42]. OgHako Ui OKOHYATEeJIbHOW Auar-
HOCTUKM TpeOyeTcsl TpoBeeHue UMMY-
HOTUCTOXVMMWYECKOTO aHAJI3a, KOTOPBIN
BBISIBIISIET aTUITMYHbIE TMM(OUIHBIE KIIeT-
KH, skcnpeccupymoime Mapkep NK-kierok CD56, nuromnias-
Matudeckuit CD3, a Takke (pepMeHTHhI T'paH3uM-B 1 nepdopun
LUTOTOKCHYECKUX JmMbouuTos [36]. HecMOTpst Ha BBICOKYIO
crenu(GUIHOCTh THCTOJIOTMIECKOTO METO/a, 3TO 3abojieBaHne
VIMEEeT MHOTO OOIIINX TUCTOIOTHIecKUX rpu3HakoB ¢ ['TIA, Bkimo-
yast aHTMOLIEHTPUYECKOe pacTpeiesieHre 1 HeKpo3. BaxkHo yun-
THIBaTbh, YTO HA MO3IHUX CTAIUSIX OMYXOJEBbIE KJIETKU MacKU-
PYIOTCSI OOLUMPHBIM HEKPO30M U BOCIMAJIEHUEM, 4TO TpedyeT
TIPOBEICHUST TOBTOPHBIX OOIITMPHBIX OMOTICUTA TSI OKOHYATETbHOM
BepUbUKAIUKA TUarHO3a y OOJBIIOTO YWCIa TalueHToB [41].
Takum o06pazoM, HEOOXOOUMO OTHOMOMEHTHOE BBITTOIHEHUE
HECKOJIbKMX OMOTICHIi U3 0Uara BOCTIaJICHUs IS AMATHOCTUKU U
MMMYHOTMCTOXMMUYECKOTO MCCIeI0BaHUsI, YTOObI UCKIIOUYUTh
NK/T-kinerounyo aumdbomy. [IpuamHaMu IUAarHOCTUYECKUX
olKOOK MOTyT ObITh HeraTuBHOCTh 110 AHLIA 1nipu siokajibHOM
I'TIA n naymuue HeitTrpodmibHONM MHGMIBTpaumy ipu NK/T-
KJIeTOYHOI TuMpome [42].

CxomHast KTMHAYecKast KapTUHA MOPaKeHUs TOJIOCTU HOca
Y MapaHa3ajbHbIX CUHYCOB HabOmonaetcs npu IgG4-C3 B Bune
XPOHUYECKOTO PUHHUTA, 3aTPYIHEHHOIO HOCOBOT'O IbIXaHUsI, IO~
JIVTIO3HBIX pa3pacTaHWil Y OTIEJIbHBIX OOJTBHBIX, OTHAKO HATMIUS
KOPOK, HOCOBBIX KPOBOTEUCHUI W NECTPYKIIMU HE OTMEUaeTCst
[28]. IgG4-C3 — onyxonemnonobHoe 3aboeBaHre ¢ TMMQOILIa3-
MOILIMTApHOU MHGWIBTpalKeit U cTOpudOpMHBIM (Hudpo3oM
[43]. ¥ nmonoBUHBI TaKMX MALUMEHTOB UMEIOTCS ajiepruyeckue
3a0o0sieBaHMs: OpOHXMANIbHAsI acTMa, 9K3eMa, PUHUT U Ipyrue
COCTOSIHMSI, MPOTEKaoIIUe C YMEPEHHOU 303uHOobuUInein [28,
44]. Ceponoruueckoe, Mopbosornieckoe 1 UMMyHOMOP(OJI0-
TMUYECKOe TIOATBEPKACHUE SIBISIETCST 00SI3aTeIbHBIM TSI yCTa-
HoBJeHus nuarHo3a IgG4-C3. Ceposiornyeckue MapKephbl BKITIO-
YaroT NnoBbIllIeHUe KoHUeHTpauu IgG4-dpakiuu IgG 1 ypoBHSs
IgE B cbIBOpOTKE KpOBU Ha (poHE rureprammariodyinHeMuu, a
TaKKe yMEPEeHHYI0 203MHOMUINIO. Y TPETH OOJIbHBIX BBISIBIISICTCST
TIOBBIIIIEHNE YPOBHS aHTUHYKJIeapHOTO (hakTopa (AH®) 1 peB-
MaTongHoro dakropa (PD) [43]. OcHoBHBIMEI MOPGHOIOTUICCKUMU
npusHakamMu IgG4-C3 sgBasitorcs auMdboria3MoluTapHas UH-
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usTpaiisi, yMepeHHOe cofiepKaHre 03UHOMUIOB B OTCYTCTBUE
HelTpoduIoB, pa3BuTue GpUOPOCKIepo3a U O0JIUTEPUPYIOLLIETO
(aedbuTa, a TakXKe OTCYTCTBME HEKpO3a U OCTPOro BOCHAJICHMS
[43, 45]. CootHomeHnue IgG4+/IgG+ mua3MaTuIecKux KJIETOK
>40% n naymuune CD138 mpu MMMYHOTHCTOXMMUYECKOM MC-
CJIeIOBaHUU — «30JI0TOM» cTaHaapT auarHoctuku IgG4-C3 [43].
B otimnume ot I'TIA, nia IgG4-C3 HexapakTepHO (hopMupoBaHUe
rpanyJsieM. M3onupoBanHoe nopaxenue BT npu IgG4-C3 Ha-
GrofaeTcs KpaitHe penko. Kak mpaBuiio, Ajst 3Toro 3a001eBaHus
TUIIMYHO COYETAHHOE TMOpPaXKEHUE CJIE3HBIX, CIIOHHBIX XeJe3,
JIETKUX, yYBEJMYEHUE BHYTPUTPYITHBIX JTUMMATUUECKUX Y3JIOB.
TMonoxutenbHblit ananu3 Ha AHLIA paccmatpuBaeTcst Kak BbI-
cokocrnennuIHbIN pe3yabraT, ykaseiBaooimuii Ha ['TIA, u, kak
npaBuio, uckmoyvatoiuii auartos IgG4-C3. OnHako y HEKOTOPbIX
nanyeHToB ¢ IgG4-C3 Moryt onpenenarbes AHLIA [46, 47]. B
TO X€ BpeMsl B €IMHUYHBIX cliydasix y naureHToB ¢ AHLIA-Bac-
KyJIUTaMU MMeeTcsl MoBbIlIeHHOe coaepxkaHue I1gG4 [48, 49].
OrnrcaHbl CITydan «IIepeKPecTHOTO» CHHAPOMA ITUX ABYX 3a00-
JIEBaHWI, OTBEYAIOINE TUarHOCTUIECKUM KpuTepusMm [50, 51].
TucTonornyeckoe uccaenoBaHUE SIBISIETCS] BAXKHBIM TAarioM aud-
depeHunanbHoi auarHoctuku ['TIA u 1gG4-C3. KoppekTHas
MMATHOCTUKA BaKHA [UTSI TTAHUPOBAHMSI JICUSHUSI, TTOCKOJIBKY
IgG4-C3 xopouio moamaroTcsl TOJbKO Tepanuu [IIOKOKOPTU-
kougamu [43], B To BpeMs Kak 1ipu ['TIA TpeGyeTcs TpuMeHeHe
VMMYHOJIETIPECCAHTOB U Te€HHO-MHXKXEHEPHBIX OMOIOTHMUECKUX
Tpenaparos.

IIpu capxoudoze onpenensitorcsi CXOAHbIE KIMHUKO-Ta00-
paTopHbIe TPU3HAKK TIPU OTCYTCTBUU KPOBSIHUCTBIX BBIIETICHUI
W3 HOCA U IECTPYKTUBHBIX U3MEHEHU I B KOCTSIX JIUIIEBOTO Yeperia.
3aboeBaHue yalle BCTPEYaeTCs y KEHIIMH C OMMOMaTbHBIM
pacripenesieHreM 1o Bo3pacty: 25—29 ner u 65—69 ner [52]. [1a-
TOTHOMOHUYHBIM SIBJISIETCSI BOBJIEUEHME B BOCMIAIUTEbHBIN MPO-
necc TMM@aTUYECKON CUCTEMbI CPEOCTEHUSI, JIETKUX, KOXU U
a3 [52]. [epudepuueckast 1 BHyTpUrpyaHas auMdaneHonaTus
¥ TIOpakeHUe JIETKUX 00HAPYXUBATTUCH Y OOJTBIITMHCTBA OOIBHBIX
capKoumo30M, 4To HexapakTepHo mist ['TIA [53, 54]. YanoBaras
SpuUTeEMa 1 MOpaXeHNe JIUIEBOro HepBa HaOIoIaIuCh B iebioTe
y OOJIbHBIX CapKOWA030M, TOTAA KaK IPyrue MPOsIBIEHUS CU-
CTEMHOCTH OTCYTCTBOBaJii B OOJBIIMHCTBE ciydaeB [55, 56].
AH®, P® u runepraMManioOyJIMHEMHSI BCTPEYAIUCh Y TPETH
OO0JIbHBIX capkouno3oM [28]. Bbicokuii ypoBeHb aHTUOTEH3U-
npespamatoniero pepmerTa (AI1P) — BaskHBII TMArHOCTUUYECKUIA
KpuTtepuii, mo3poJsiomuil nuddepeHunpoBaTh MopaxeHue
TITITTH npu capkougo3se oT tokajibHo# hopMbl I'TIA [57]. Mop-
donornyeckuM cyoCTpaTOM capKou103a SIBIsIETCS] HEKa3eo3Hast
TUTAaHTOKJIETOUHAS! AMUTEIUOUIHAS IpaHyJieMa, TPeACTaBIsolast
€c000i1 KOMITAKTHOE CKOTUIEHUE MOHOHYKJIEapHbIX (haroLuTOB —
MakpodaroB ¥ SIUTSIMONIHBIX KJIETOK [52].

Hexkotopsle 6axmepuanvhbie (mybepkynes, cugpunuc), epudkosvle
(MYKOpMUKO3) U napasumapHvle (AeUWManuo3, mMuas) uHgpexyuu
MOTYT IPUBOIUTH K Mepdopaiiny NeperopoaKy Wi KOCTHO-XPsI-
1LIEBOMY pa3pylIeHuIO B 1ojocTu Hoca [30]. Y GonblIMHCTBA Na-
LIMEHTOB HA0JII0/1aeTCs MPOIOJKUTESbHAS JIMXOPAJKA, XOTS B HEe-
KOTOPBIX CITyJastx 3a00JIeBaHe MOXET MPOTEKATh 06CCUMITTOMHO
[58]. OmHrM 13 HarboJIee YaCThIX OIMOOYHBIX TUATHO30B SIBJISETCS
TyOepKyse3, UMEIOIIUIl KIMHUYECKOE, PEHTIEHOIOTUUYECKOoe U
ceposornyeckoe cxoacTno ¢ I'TIA, uyto TpedyeT KOMOMHUPOBAHHOIO
ucnosb3oBaHust [TLLP 1 ructonornueckoit Bepupukalmm 1uarHos3a
[59]. B criektp nuddepeHmaibHOM AMarHOCTUKA HeOOX0IMMO
BKJTIOUATh U BHEJIETOUHBIHN TyOEepKyJie3 — ByJIbrapHYyIO BOJIYAHKY,
KOTOpasI SIBJISIETCS YACTBIM PAaCIIPOCTPAHEHHBIM BAPUAHTOM KOX-
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HOro TyOepKyJe3a U Iopaxaer 00,acTb roysioBbl u men [60].
[pyroii npeacraBUTe b MHGEKIMOHHOTO TPaHyJIeMaTo3a, puHo-
ckaepoma, Hepenko Berpedaercs B LieHTpanbHoit EBpornie, ocobeHHO
B Ykpaune [61]. Ee Bozoyautenem sipisiercst Klebsiella rhinoscle-
romatis, a TAaTOTHOMOHWYHBIM TIPU3HAKOM CIIY>KUT HaJndue
KJIETOK MUKy/In4a, yBeJIMIEHHBIX (harOLIMTOB CO CMEIIEHHBIM K
nepudepru CMOPIICHHBIM SAPOM Y MYJIBTHOAITMILIIPHBIMU 1M~
TOIUTa3MaTUYECKUMU BaKyoJIssMu [62].

CyllecTBYeT HECKOJIbKO TPUOKOBBIX U IPUOOITOA00HBIX 3a-
OoJsieBaHUIA, CITIOCOOHBIX MOpaXaTh 00J1aCTb IoJoBbI U 1ieu [30,
63]. Y MHOTHX MalMEHTOB C MyKOPMUKO30M TPEIpaCIIoaratormm
(akTOpOM SBNISIETCSI OCHOBHOE 3aboJyieBaHMe. DTa MHGMEKIINS
MOXET Pa3BUBaThCsl Ha (DOHE HEKOHTPOJHUPYEMOTO CaxapHOTO
nuabera, UMMYHoOIe(ULINTA, 3T0KaYeCTBEHHBIX HOBOOOpA30BaHM1
u 1p. [64]. Heobxonrmo yuuTeiBaTh, 4TO THMdBI Mucorales pac-
MPOCTPAHSIIOTCS IO BO3AYXY W CYIIECTBYIOT TOBCIONY BOKDPYT
Hac, TT03TOMY OOHApYXKeHUEe UX B OTIEISIEMOM CITU3UCTOI 000-
JIOYKM HE SBJISIETCS TUATHOCTUYECKUM MPU3HAKOM. BakHbIMU
TMCTOJIOTMYECKMMM TlapaMeTpaMy CUMTAIOTCS BhISIBJICHUE TM(HOB
1 MX TIOJIOKUTENbHAs KysTypa [63]. [Tomo3peHne Ha MyKOPMHUKO3
TpedyeT CPOYHOro BMELIATEJIbCTBA M3-32 YACTO OBICTPO MpO-
IPECCUPYIOLIETO U JIECTPYKTUBHOIO Xapakrepa nHdpexuuu [65].
OTCcpoUeHHOE HaYaJI0 TePaITiy CBSI3aHO C BBICOKOW CMEPTHOCTBIO.
Kpome Toro, acnepruiie3 ¥ rucToIa3Mo3 0ObBIYHO BHI3BIBAIOT
TsoKesbie mopaxkeHus: BJIIT v ierkux mpy BeIpaXeHHOM TOJaB-
JICHUU UMMyHHUTETa [66, 67]. YAUThIBas TUITMYHOE TTOBPEXKICHUE
HOCOBBIX CTPYKTYp, KOTOpOE€ BCTpeyaeTcsi Mpu cuduiuce, ero
TaKKe CJIeMyeT paccMaTpuBaTh B KOMIUIEKCe b HepeHIIaTbHOTO
nrarHo3a jokaiabHoi dopmel [TIA.

Ynompebnenus koxauna pacter Bo BceM mupe [68]. Yacroe
U PETYJISIPHOE ero BAbIXaHWE Yepe3 HOC BhI3bIBAET BOCTIATICHNUE
U U3BSI3BJICHUE CIM3UCTOI 000JI04KHM HOca ¢ Tiepdopalueil Ho-
COBOI1 MEPEropoKu. DTO OCIOKHEHUE MOJTYyUMIIO HAa3BAHUE «/Ie-
CTPYKTUBHOE IMOpakeHUE CPEIHEl JIMHNM, BEI3BAHHOE KOKATHOM»
(TICJIBK) [69]. Y Takux 60JIbHBIX B pe3yJIbTaTe MHOTO(aKTOPHOTO
BO3ICICTBUS M COCYIOCYKMBaOIIeTo 3¢ deKTa HapKOTHUKA pa3-
BuBaetrcsa uiemus TkaHu. [TCJIBK uMmuTupyer KinHudyeckue
MPOSIBJICHUSI CUCTEMHBIX 3a00JI€BAaHUI C JIOXKHOMOJIOXKHUTEIbHBIM
tectoM Ha AHLIA (1o 84% G0JbHBIX) M BCTpeYaeTCsi IPUMEPHO
y 4,8% ynoTpe6asiolX KOKauH, 4TO TPeOYeT UCKITIOUEHMS JIO-
kanpHOU dopmbl ['TIA [70—72]. TucTomorudeckass KapTuHa
[NCJIBK mpencraBieHa OOIIMPHBIM HEKPO30OM, B HEKOTOPHIX
ciydyasx HabJIIoAa0TCsl OCTPhIe BOCTIAJIMTEIbHBIC M XPOHUYECKHE
rnepuBackyjaspHbie MHOUAbBTpaThl [72]. [Ipu3Haku, cBsI3aHHbIC
¢ I'TTA (rpaHyneMbl, TMTAaHTCKUE MHOTOSIIEpHbIE KJICTKU, JIei-
KOIMTOKJIA3usl Ui (puOpMHOUIHBIE U3MEHEHUs), TIPU YIIO-
TpebieHun KokamHa Habmomatotest penko [72]. Kpowme Ttoro,
nepdopanus HEOA Hanboee YacTO BbI3BaHA YIOTpeOICHUEM
HapKOTHKa, B TO BpeMsl Kak HEOHas repdopalivs y MaiueHTOB
¢ I'TTA ocraeTcst eTMHUYHBIM HAOJIOIEHUEM, YTO TPEOYET Aajib-
HeU1Iero NoaTBepKaAeHus.

3akinoyenue

Takum 06pa3oM, TpeacTaBIeHHbIe TAHHBIE JIUTEPATYPhI IO~
TBEPKIAIOT aKTYaJIbHOCTh BbIIEICHUS JIOKaTbHOI (hopmbl ['TIA
¢ mpeuMylecTBeHHbIM nopaxeHuem [TITITH v cioxkHoCTb 1U-
arHOCTUKM JaHHOTO BapuaHTa 6oJjie3HU. [1paBuibHasI OlleHKa 1
WHTepIpeTalys YKa3aHHBIX U3MEHEHU TPeOyIOT BBITTOJTHEHUS
OOJIBIIIOTO YKCJIa UCCIIENOBAHUN UM MYJTBTUAUCIUTITMHAPHOTO
TOMIX0/Ia, YTO CITOCOOCTBYET TOCTOBEPHOMY U CBOEBPEMEHHOMY
pacrno3HaBaHUIO OOJIE3HU.
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