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V3 «3-5 2opodckas demckas kaunuueckdas 6oavHuud>’

1

I'panynemamos ¢ noauanzuumom 6 yeaom pedxoe 3aboesanue, xoms OAHHble O PAC-
npocmpanennocmu pasnamcs. B demckom 6o3pacme dannoe 3abosesanue scmpeuaemcs
¢ wacmomou 1 cayuau na 2 man demeil. Onpedesennou CMamucmur 6 OmHouLeHuU 0anHou
namoaozuu no berapycu nem. B xaunuueckou xapmume 0ns epanyaiemamo3sd ¢ noauan-
euumom xapaxmepna mpuaoa: nopaxenue JIOP-opzanos, neexux u nouex. Ilopaxenue
BePXHUX DblXAMENLHLLY NYMel Yy 63pocavix ecmpeudaemcs 6 87—94 % cayuaes. Y demei,
no PaA3HLIM OAHHBIM, NOPAKEHUE BEPXHUX ObIXAMEIbHLIX NYymel 6 Haudale 3a00,e6aHUs
scmpeuaemcs 6 35—90 %. [Auaznocmuxa zpanyiemamosa ¢ noJuaHzuumom 3ampyonend,
moavko y 50 % nayuenmos 3abosesanue ouaznocmupyemcs 6 nepevie 3—6 mecsyee om Ha-
yana 6onesnu, a y 7 % amo 3abosesanue He duazHocmupyemcs daxe 6 meuenue 5—16 iem
0Om NOAGJEHUS NEPEbLY KAUHULECKUX CUMNINOMOE, NOCKOAbKY He CYuecmeyem <3040mo-
20 cmandapmas 015 duaznocmuku. B cmamove npueedeno cobcmeennoe Kaunuueckoe na-
Ot00eHue pedKozo Cayuds epAHyIemMamosd ¢ NOJUAHZUUMOM Y NOOPOCMKA C KANL00AMU
Ha OJUMENbHYIO 3AN0KEHHOCNb HOCA, HOCO80E Kposomeuenue, Henpusimuoitl (zHOUHbILL)
3anax u3 Hoca npu ObIXaHuU, OAUMENbHYI0 CYOPeOPUNILHYI0 TUXOPAOKY 6 euepHee PeMsl,
207106HbLE OOU, NOBLIULEHUE APMEPUATLHOZ0 0ABIeHUS, NOMAUBOCND NO HOUAM, Y8eauUe-
HUe JuMpamuyeckux y3ios, chuxenue eeca. B pesysomame noucka npuuunvt puzudnozo
meuenus JIOP-namoaozuu u conymemasyouux cundpomos y 0annozo nayuenma 6wl ycma-
Ho8en QUAzHO3 2PAHYIeMAMO3 C NOJUAHZUUMOM.

Kawouesvie crosa: zpanyiemamos ¢ nOAUAHZUUMOM, Jemu, CUHYCUM, HOCOB0€E KPO-
gomeuenue.
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A CASE OF NEWLY DIAGNOSED GRANULOMATOSIS
WITH POLYANGIITIS IN AN ADOLESCENT
WITH ENT-PATHOLOGY

Granulomatosis with polyangiitis is generally a rave disease although prevalence data
are varying. In children this disease occurs at a rate of 1 per 2 million. There are no definite
statistics about this pathology in Belarus. The clinical picture of granulomatosis with poly-
angiitis is characterized by a triad: involvement of ENT-organs, lungs and kidneys. Affection
of the upper respiratory tract in adults occurs in 87—94 9 of cases. According to various
data, in children upper respiratory tract involvement at the beginning of the disease occurs
in 35—90 %. Diagnosis of granulomatosis with polyangiitis is difficult. Only 50 % of patients
are diagnosed within the first 3—6 months of onset, and 7 % are not diagnosed even within
5—16 years of the first clinical symptoms because there is no “gold standard” for diagnosis.
The article presents its own clinical observation of a rare case of granulomatosis with poly-
angiitis in an adolescent who complained of prolonged nasal congestion, nasal bleeding,
unpleasant (purulent) smell from the nose when breathing, prolonged subfebrile fever
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in the evening, headaches, increased blood pressure, night sweats, increased lymph nodes,
weight loss. As a result of the search for the rigid course of ENT-pathology and concomitant
syndromes this patient was diagnosed with granulomatosis with polyangiitis.

Key words: granulomatosis with polyangiitis, children, sinusitis, nasal breathing.

paHyAeMaTo3 C MOAMAHTUUTOM, UAU FPaHyAeMa-

T03 BereHepa (aBTOpbI NO-pa3HOMY COKpaLlatoT
ero HasBaHue: 1, IMA, I'CIN, I'B) oTHOCUTCA K Hanbonee
pacnpoCcTpaHeHHbIM CUCTEMHbBIM BackyAnTam (CB), npea-
CTaBASIET COHOIN HEKPOTUIUPYIOLLIMIA BACKYAUT C MPEUMY-
LLLECTBEHHbIM MOPaXeHUeM MEAKUX COCYAOB, aCCOLUK-
POBAHHbIN C @aHTUHYKAEAPHbIMKU LUMTONAA3MaTUYECKUMU
aHTuTenamu (AHLLA (ANCA) - accoumrMpoBaHHbIN Backy-
) [1, 3, 8].

AaHHble 0 pacnpOCTPaHEHHOCTU PA3HATCSH, BEPOSAT-
HO, U3-3a U3MEHEHUSI KAaCCUPUKALMOHHBIX KpUTEPUEB
(PRES (EBponeickoe 06LeCTBO AETCKUX PEBMATOAOIOB)
2005 r., EULAR (EBponeickas AUriu npotmB peBMaTU3ma)
2008 r., CHCC (KoHceHcycHas KoHbepeHums B Yanea-
Xuan, 2012 r1.), Ho B uenom IMTIA - pepkoe 3aboreBa-
Hue. Mo AaHHBIM pa3Hbix aBTOPOB, Cpean xuTteren Ce-
BepHoM EBponbl pacnpocTtpaHeHHocTb MIA cocTaBasieT
5-10 Ha 1 MUAAMOH HaceneHus, B CLLIA - ot 2,5 a0 6 cay-
yaes Ha 100 Tbicay [1, 2]. o ApyrMM A@HHbBIM, B CTpa-
Hax EBponbl pacnpoctpaHeHHoCTb [TIA mMeHee uyem
1 Ha 2 MWAAMOHA YEAOBEK, pe3yAbraTbl KaHapcKoro
WUCCAEAOBaHUA MPUBOAST 6OAee BbICOKME UMOPbI —
6,39 Ha MUAAKOH [3]. B Poccuiickon ®eaepalimmn pacnpo-
CTpaHEHHOCTb CB He ycTaHOBAEHA, TaKXe Ha CErOAHSLL-
HUWA AEHb He CYLLEeCTBYET OMPEeAEAEHHOM CTaTUCTUKM
no MA B benapycu [4, 7].

Hauano 3aboneBaHWA NMPUXOAWUTCS Ha BO3PACTHOM
nepuoa 40-65 aert. IMA peako BCTPeUYaETCHa B AETCKOM
Bo3pacte - 1 cAyyal Ha 2 MUAAMOHa aeTen. Cpeaun
B3POCAbIX pUCK 3aboneTb [MA 'y myxumH B 1,1 - 1,5 pas
BblLE, YEM Y XEHLUMH, B TO BPEMSA KakK Y AeTel, Haobo-
pot, 3abonreBaemocTb MIA npeobrasaeT cpear AEBO-
YeK W MPOABASIETCA MPEWMYLLECTBEHHO B MOAPOCTKO-
BOM Bo3pacrTe [1-3, 6, 8].

JTronorust 3aboneBaHUs He U3BECTHA. B KAMHUUE-
Cckon KapTuHe AAf TTIA xapakTepHa Tpuapa: nopaxe-
Hue NOP-opraHoB (HOCOIAOTKWM, OKOAOHOCOBbLIX Masyx,
yxa, ropTaHu), Aerkmux 1 noyek. OnmcbiBatOT BapuaHTbl
C NopaxeHWemM BEPXHUX AbIXaTeAbHbIX NyTEN U AErKuX,
AETKUX U MOYEK, PeXe — M30AMPOBAHHbIN BapWaHT C no-
paXxeHWeM TOAbKO AErkux. B aetckom BospacTe 3abo-
AeBaHWE UMEET HECKOAbKO KAOUEBbIX 0COOEHHOCTEN:
YyacTo MaHWbECTUPYeT C OBLLMX KOHCTUTYLMOHAAbHbIX
CUMNTOMOB (AMXOPAAKM, NOTEPU anneTuTa U Beca), Xa-
pakTepuayeTcsi NOAMOPraHHbIM WM FreHepaAnM30BaHHbIM
nopaxeHuem. Y B3pOCAbIX pexe HabAAaKTCS CUCTEM-
Hble CMMNTOMbI (NOBbILIEHHAA TemMnepaTtypa TeAa, no-
Tepsa Macchl Tena). PecnvpaTopHbie CUMNTOMbI Y AETEN
BKAIOYAIOT OABILLKY (59 %), XpOHWYECKMI KalueAb (52 %),
xpunoty (12 %), cTpruaop (29 %) 1 KpoBoxapkaHbe (18 %).
MopaxeHne BEPXHWUX AblXaTEAbHbIX MyTEM y B3POCAbIX
BcTpevaeTcs B 87-94 % HabAOAEHWI, KaK NPaBKAO, B Ae-
6toTe 6oAe3HU. Y AeTeW, MO pa3HbIM AaHHbIM, Nopaxe-

HWe BEPXHMX AbIXaTeAbHbIX NyTel B Hauane 3aboneBa-
HUSE BCTpeyaeTcs, NO pa3HbiM AaHHbIM, B 35-90 %.
CuvHApPOM Kpyna - cneunduyeckas oCOBEHHOCTb AeT-
ckoro IMA, po 50 % ctanknBaroTCs C KPYNoM BHE 3aBU-
CMMOCTU OT GOPMbl CUCTEMHOIO BaCKyAuTa, Kpyn ObiA
BKAKOUYEH B MepeyeHb HOBbIX KAACCUPUKALLMOHHBIX KPU-
Tepues [3, 5].

BocnaneHne B BEpPXHWX AbIXaTeAbHbIX MyTSIX CONPO-
BOXAQETCA MOABAEHUEM TPaHYAEMAaTO3HO-HEKPOTUYE-
CKMX pa3pacTaHuii B MOAOCTU HOCA OKOAOHOCOBbIX Ma3yx,
CPEAHEro yxa, CO CKAOHHOCTbIO K AECTPYKLIMK U pacna-
AY, YTO MPUBOAMT K C HOCOBbIM KPOBOTEUYEHMWSAM, N3bA3BAE-
HUIO 1M nepdopaurmn HOCOBOW NEPErOPOAKM C GOPMU-
poBaHWEM CEANOBUAHOM GOPMbI HOCA, U3BA3BAEHUAM
CAM3UCTOM 0O6OAOUKM MOAOCTHU PTa, AECTPYKLMU KOCTHbIX
CTEHOK OKOAOHOCOBBIX Ma3yx M BUCOYHOM KOCTU (Onpeae-
ASIEMOW NMPU PEHTTEHOAOTMYECKOM 0OCAEAOBaHUM Na-
uMeHTa). BoaMOXHO pa3BuTME XPOHMUYECKOTO OTUTA UAK
HEeNPOCEHCOPHOW TYroyxXxoCTu, C NMopaxeHnem Bectudy-
ASIPHOrO annapaTta v nape3oM AMLEBOro HepBa [3, 4, 8.

o TeueHUIo BLIAEAAIOT OCTPYHO, MOAOCTPYHO U XPO-
HUYeckyto dopmy 3aboreBaHWsA, @ TakXe OMNWCbIBaKOT
TPW OCHOBHbIX CTAAMU: HauyaAbHas (M3MEHEHWA BEPXHMUX
AbIXaTeAbHBIX MyTEN MMEIOT AOKaAbHbIN XapaKTep, 3aTpa-
rMBatOTCS CAU3UCTbIE 0BOONOUKM HOCOBOM MOAOCTH, TAOTKH,
roptaHu, Tpaxeu, MHOrAQ CPEAHEro yxa); reHepaAm3o-
BaHHas (B NPOLLECC MOPaXeHUs1 BOBAEKAOTCA BHYTPEH-
HWE OpraHbl, AETKMe U MOYKK B YACTHOCTH); TEPMUHAAD-
Has (Hambonee Taxenas, OTArowaeTcs NPUMCoOeAMHEHUEM
NMOYEYHOMN, AETOUYHON U CEePAEYHOM HEAOCTaTOUYHOCTM).
Okono 1/3 60AbHbIX UMEIOT TaK Ha3blBaeMyto «0be3rnaB-
AEHHyto» dopMy 3aboneBaHUs, MPU KOTOPOK HET nopa-
XEHUS BEPXHWUX AblXaTEAbHbIX MyTeW, MaTOAOTMYECKUM
npouecc NpeobAapaeT B A€rKMX, CONMPOBOXAAETCSH AEroY-
HbIMW KPOBOTEUYEHUAMU, MOXET pa3BUBaTbCA remoppa-
rMYEeCKM MAeBPUT. MBMEHEHMA B AErKMX COYeTatoTCa
C MOpaxeHWeM MOoYeK, YTO NMPUBOAMT K BbIPaXEHHOM
noYeyHoOM HepocTaTouHOCTH [3, 8].

AnarHoctuka [TIA 3aTpyaHeHa, ToAbko ¥ 50 % na-
UMeHTOB 3aboAneBaHWE AMArHOCTMPYeTCs B MepBble
3-6 mecsLeB oT Havana 6onesHun, ay 7 % ato 3abone-
BaHWE HE AMArHOCTUPYETCA Aaxe B TeuyeHne 5-16 net
OT MOSIBAEHUS MEPBbIX KAMHUYECKUX CMMMNTOMOB, MO-
CKOAbKY He CYLLLECTBYET «30A0TOI0 CTaHAApTa» AAA AMar-
HocTukM TTIA. CornacHo pekomeHpauuam EULAR/PRES,
OCHOBaHWEM AN NOCTAHOBKKM AMarHo3a [TIA asafetcs
Hanmume 3 13 6 KpUTEPUEB: TMCTOAOTMYECKOE MOATBEPX-
AEHWe rpaHyAeMaTo3HOro BOCNAaAeHUs!, MOpaxeHue Bepx-
HWX AbIXaTEAbHbIX MyTEW, TOPTaHHbIN, TPAXeaAbHbIA UAK
3HAOBPOHXMAAbHbIV CTEHO3, MOPAXeHUE AETKMUX (PEHTTe-
HOAOTMUECKOE/TOMOrpadUUecKoe NOATBEPXKAEHUE), OOHa-
pyxeHve AHUA, nopaxeHue noyek. OAHaAKO B HauyaAb-
HOW CcTaaun A0 25 % naumeHToB He UMEIOT NPU3HAKOB
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nopaxeHua noyek UAn Aerkux, 10-30 % naumeHToB
¢ IMA nmetoT oTpuuatenbHbie TUTpbl AHLA. Boaee Toro,
AHLLA moryT onpeaeAsiTbCsl U NpU Taknx 3aboreBaHUsIX
KaK pPEeBMAaTOMAHbIA apTpuT, TYOEpKyAes3, pPasAUUHble
WMHOEKUMOHHbIE 3aB0AEBAHUAX, CKAEPO3UPYHOLLIMI XOAaH-
TUT, CENTUYECKWI LLIOK, Y HApKOMNOTpebutenew (kokauH),
npu BUY nHdekumn. Mmcronornyeckuin onarHos B cra-
BAT Npu 0BHapy>XXeHun B BronTate HEKPOTUUYECKOrO Bac-
KYAUTa, CONMPOBOXAAIOLLETOCHA FPaHyAeMaTO3HbIM BOC-
naneHuewm [1, 6].

Y10 Kacaetca nporHo3a, 7o AHLLA - accounmnpoBaH-
Hble CUCTEMHbIE BACKYAUTbl ABAAIOTCA MOTEHLMAABHO
CMepTeAbHbIMK 3aboAeBaHUSIMKM, 0COOEHHO NPU MO3A-
Hel NocTaHOBKE AMArHo3a W, COOTBETCTBEHHO, MO3AHEM
Ha3HayYeHUU Tepanun. M3BECTHO, YTO YEM OCTPEE Haua-
Ao TTIA, TeM arpeccuBHee ero AaAbHewllee TeyeHue.
MocaepHUE AaHHBIE NOKA3bIBAKOT, UTO MPOrHO3 KapAu-
HaAbHO M3MEHUACA MOCAE BBEAEHWUS B NMPAKTUKY Aeye-
HUSt KOMOUHALMKN TAOKOKOPTUKOMAOB M LUMKAOdOChaHa,
CMepPTHOCTb 6oAbHBIX ¢ [TIA B HacTosiLee Bpemsi Ha poHe
TaKoW Tepanunn CHU3MAACh A0 5 %. B 0TAEABHbIX UCCAE-
AOBaHUAX MOKa3aHO, UTO MPOAOAXKMTEABHOCTb XWU3HU
60AbHBIX ¢ [B ceituac MoXeT cocTaBAsATb A0 20 AeT 1 60-
Aee. OAHAKO CyLLECTBYHOT ONaceHUsA OTHOCUTEABHO Ky-
MYAATUBHOM TOKCWMUYHOCTU UMKAOPOCHaHa, 0COOBEHHO
y AETEN, UTO MOXET MPUBOAUTL K PA3BUTUIO reMopparu-
YecKOoro LMCTMTa, TOKCMUYECKOro renatuTa, becnaoams,
OMMOPTYHUCTUUECKMX UHOEKLMIA, MOBBILLEHWIO PUCKA 3AO-
KauecTBEeHHbIX 06pa3oBaHuii U Ap. [1-4, 6, 8].

MpuBoanM cobcTBeHHOEe HabAatoaeHue TTIA y noa-
pocTka.

MaumeHT ®., 16 AeT, noctynua B AOP - oTaeneHue
Y3 « 3 TAKB» . MuHCcKa B utone 2022 ropa ¢ xanoba-
MW Ha: 3aA0XEHHOCTb HOCA, KPOBSIHUCTbIE BbIAEAEHUS
M3 HOoCa, HEMPUATHbIN 3anax B HOCY (OLlyLlaA cam na-
LIMEHT), THOMHOE OTAEAREeMOE U3 Hoca MPU BbICMapK1Ba-
HWW, MOBbILLEHWE TEMMNEPATYPbl TEAA B BEYEPHEE BPEMSA
A0 37,9 °C, ronoBHble 60AK B 3TO Xe BPEMSs CyTOK, MOBbI-
LLIEHWe apTepranbHOro AasaeHns Ao 130/80 mm prT. CT,,
NMOTAMBOCTb MO HOYaM, YBEAUYEHUE MOAYEAIOCTHBIX, Me-
peAHEeLLEeNHbIX M OKOAOYLLUHBIX AMMaTUYECKMX Y3A0B, HO-
AE3HEHHOCTb U PE3KOe yBeAuueHue AMMGOy3Aa 3ayLLHON
obnactu cnpasa, CHWXEHWE Beca. K MOMEHTY NocTynae-
HUS B CTAUMOHap cumTan cebst 6OAbHBIM OKOAO 2-X Me-
CALEB, KOrA@ NOSIBUAUCH BbILLIENEPEUMCAEHHbIE XAaN0-
6bl. MoAyyan ambynaToOpHOE AeUYEHKEe (AMOKCULMAAMH,
aMOKCULIMAAMH/KAGBYAGHAT, aLETUALMCTENH, GEHKAPOA,
UMHHabCHH, MHTPaHa3aAbHO Ha3oHeKC bonee MecsiLa,
prHoAeKca ¢ GEHUAIPPUHOM), MOAOXKMUTEABHOIO ahdeKTa
Ha $oHe NPOBOAMMOW TEpanUM He OTMEYANOCH, NaLMEHT
HanpaBAEH Ha CTauMoHapHoe AeveHune. M3 unucaa nepe-
HeCeHHbIX 3a60AeBaHWIA OTMEYAA: NPOCTYAHbIE, UHOEK-
LUMOHHbIA MOHOHYKAE03 B 2 roAa, BEPOATHO KOBUA-19
(OMMKPOH) - MO aHaMHe3y; UMeAachb nuLeBasa annep-
rMa — ducTaKu (Cbinb). HacAeACTBEHHOCTb: Y MaMbl —
ayTOMMMYHHbIN TUPEOUAUT, apTePUAAbHANA TMNEPTEH3US,
y 6abyLlKK - apTepranbHasi rTMNepTeH3usi, ncopuas.

CocTtosiHne pebeHka Ha MOMEHT MOCTYNAEHUS oLe-
HEHO KaK CpeAHew cTeneHu TsxecTu. Temneparypa tena
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He noBblleHa. HocoBoe AbixaHWE PEe3KO 3aTPYAHEHO.
PebeHOK AMCNAACTUYECKOW, aCTEHUYECKON KOHCTUTYLIMK.
MOAKOXHO-XMPOBOM CAOM UCTOHYEH. [1acTO3HOCTM TKaHU
HeT. MMauneHT noHwxeHHoro nutanmsa (MMT 18,7), pbl-
XXeBOAOCbIN. Bec npu noctynaeHun 64 kr (Bec npu Bbl-
nucke - 58 kr 800 r). AA 118/62 Mm pT. CT. KOXHbIE
NOKPOBbI BAEAHBIE, C IAEMEHTAMM aKHe BYAbrapwc, He-
60AbLIOM MepuopbUTanbHbIN LUMaHO3. YBEAUUYEHbI Mne-
peAHelenHble U NOAYEAKOCTHbIE AMMbATUUYECKUE Y3AbI
A0 1,5-2,5 cm, 6oablie cnipaBa. AyCKYAbTAaTUBHO: AblXa-
HWe BE3UKYAIPHOE, NPOBOAMUTCA NO BCEM OTAEAAM, XPU-
MOB HeT. TOHbI CEPALLA HECKOABKO MPUIAYLLIEHbI, YMEPEH-
Hasa crHycoBas Taxukapamrs (121 ya/MUH.) CUCTOAMYECKUI
LLIYM Ha BEPXYLLUKE NO A€BOMY Kpato rpyAuHbl. Pazmepsbl
cepaLa He yBeanyeHbl. )KMBOT MATKUIA, He B3AYT, NeYeHb
y Kpasi pebepHOM Ayru, CEAE3EHKA HE NaAbNUPYeETCS.

NOP-cTatyc: B 06AaCTU 3ayLLIHOM CKAAAKM C 06ewX CTo-
POH KOXa Cyxas C NPU3HaKaMu LUEAYLLIEHUS, COCLEBUA-
Hble OTPOCTKM 6e360Ae3HEHHbI NPKU NaAbnaumun. B npa-
BOW 3ayLLHOW 06AACTU ONPEAEAAACA AMMPATUUECKUI Y3EA,
YBEAWYEH B pa3mepe, KoXa rmnepemMmnpoBaHa, npy nanb-
naumu onpeaensetca GAroKTyaums, pasmep: 0,5x1 cm,
BCKPbIT M APEHUPOBaH, MO APEeHaxy - FHOMHOe OTAe-
Asiemoe. OTOCKOMUUYECKU: B HAPYXHbIX CAYXOBbIX MPO-
X0AaX OTAEASieMOro HeT, bapabaHHan nepenoHka cnpa-
Ba cepasi, ono3HaBaTeAbHble 3HAKWU YETKUE, CAeBa -
rMnepemMupoBaHa, Ono3HaBaTEAbHbIE 3HAKW «CMa3aHbl».
Mpu nepepHen PUHOCOKMUU: CAM3UCTaa 06OAOYKa MO-
AOCTM HOCa rvnepemMunpoBaHa, Pes3ko WHbeLupoBaHa
cocyaamu, B 30He Kuccenbbaxa COCyAbl pacrnonoxe-
Hbl MOBEPXHOCTHO, HOCOBbIE PAKOBUHbI PE3KO OTEYHbI,
He UMEIOT YETKMX KOHTYPOB, NOCAE aHEMMU3ALMN HE CO-
KpalLatoTcs, THOMHO-reMopparMyeckoe OTAEAEMOE
B 06AACTU NpeAABEPUs HOCa, NPU MOMbITKE YCTaHOBKM
W U3BAEYEHWA TYPYHA, MPONUTAHHbIX AEKAPCTBEHHBIMMU
npenapartamMmu, 0OTMeYaeTCsi HOCOBOE KPOBOTEUEHHME, HO-
COBasi Neperopoaka UCKpUBAEHa BAEBO. Mpu naabnauum
W NEPKYCCHUU B MPOEKLMN NEPEAHUX CTEHOK OKOAOHOCO-
BbIX Na3yx 60Ae3HEHHOCTM HET. POTOrAOTKa: cAM3ucTas
060A0UKa YMEPEHHO TMNEPEMMPOBAHa, YncTast, HaAETOB
Ha HeOHbIX MUHA@AMHaX HeT. fopTaHb 6e3 naToAormu.

B o6Lem aHaAM3e KPpOBM NpU MOCTYNAEHUN OTMEYa-
AOCb: YCKOopeHHoe COJ 25 Mm/4ac, yMePEHHbIN AENKO-
umTo3 12x10%/A. Tak Xe BbINOAHEH OBLLMIA aHAAU3 MOUM,
aHaAM3 KPOBW Ha TAKOKO3Y M AaKTaT — BCE NoKasaTeAu
B MpeAenax HopMbl. CEPOAOTMYECKMUI aHaAU3 KPOBW
Ha aHTUTPENOHEMHbIE aHTUTENA, IKCMPECC-aHANAU3 KPOBH
Ha BWY - oTpuuatenbHble. Ha QKT 3apeructpupoBaH
CUHYCOBbIV puUTM, UCC 73-83 B MUH. Ayaronormyeckoe
obcaepOBaHME MPU NOCTYMAEHWUU: CAYX B HOPME, TUMMa-
Horpammbl TMna A ¢ 06enx cTopoH. Mo paHHbIM P-KT
npu noctynaeHun: KT-npusHaku yTOALLEHWUA CAU3UCTOWM
060AOUKM MOAOCTH HOCA, 06ENX BEPXHEUEAIOCTHbIX Na-
3yX (CA€Ba MUHMMAaAbHO), 06erx sueeK OCHOBHOW Ma3syxu
(cy6TOTaAbHO CHUXEHa MHEBMAaTMU3aLWa AEBOW) U eAM-
HWYHBIX fiUeeK peLleTyaTon KOCTM ¢ 06enx CTOPOH, MU-
HUMaAbHOE KOAMYECTBO MaTOAOrMYeckoro cybctpata
B AeBOW BapabaHHOM NMOAOCTM U AEBOI CAYXOBOW Tpybe.
NCKpUBAEHUE HOCOBOM NEPErOPOAKM.
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Ha ocHOoBaHWM MMEIOLLMXCA KAUHUYECKUX A@HHbIX,
NaumMeHTy BbICTaBAEH AMarHo3: MoAoCTPbIV MOAMPUHOCK-
HycwuT. Abcuecc 3aylHoi obaacTu cnpaa. MopoCTpbIn
AEBOCTOPOHHWUIN KaTapaAbHbIM CPEAHWUI OTUT. MCKpUBAE-
HWE HOCOBOW NEPETrOPOAKMU.

HasHaueHO NpPOTMBOBOCMAAUTEABHOE AEYEHME.
Ha doHe mpoBOAMMOro AeYeHMs y maumeHTa yaydlle-
HUS HE OTMEYaNoCb, HAOAKOAAAMCH MOBTOPHbIE 3MU30-
Abl HOCOBOIO KPOBOTEUEHMUS, NOBbILLEHWE apTePUanbHO-
ro AaBAEHUA K Beyepy A0 136/65 Mm pT. CT., aNMU30AbI
noabeMa Temnepatypbl Tena oo 37,5 °C B BeuepHee Bpe-
M#l, YyBEAUYEHWE NPOTPOMOUHOBOrO BpeMeH# (15,2 cek)
1 dpubpuHoreHa A (4,8 1/n), ygeamuMBanachb M ocTaBanacb
Bbicokor CO3 (a0 37 mm/u), CPB (a0 24,4 wmr/A), oTMe-
YEHO CHUXEHME KpeaTUHUHA (A0 57,9 MKMOAbL/A), Xene-
3a (00 9,1 MKMOAb/A), noBbiweHne ACAO (361,3 1U/ml)
n 1gG (21.18 r/a). HocoBoe AbixaHWE He yAy4llanoChb,
COXpaHAAaCb BblpaXeHHas runepemMusa U MHOUAbBTPaLmA
CAM3WCTOM 0BOAOYKM MOAOCTU HOCA, THOMHO-TeMopparu-
YeCcKoe OTAEASIEMOE B HOCOBbIX XOAAX. TakXe cTan oTMme-
yaTb YXyALLEHUWE CAyXa Ha AeBOE yX0, MOBTOPHO 06CcAeA0-
BaH ayAMOAOTMUYECKU, OBHapyXeHa KOHAYKTUBHas Tyro-
yxocTb Il ctenenu (no BO3) caeBa, BbIMOAHEH NapaLeHTe3
6apabaHHOM NePenoHKK, MOAYHEH IKCCYAAT.

KOHCYyABTMPOBaH NeaMaTpoM HEOAHOKPaTHO, Kap-
AVMOAOTOM, MPOBEAEHO XOATEP — MOHUTOPUPOBaHKe, Y3U
CepALa, peHTreHorpadus OpraHoB TPYAHOM KAETKH,
Y3W opraHoB 6ptolHom noaoctu, Y3U LMTOBUAHOM Xe-
Ae3bl U wewn. Mo pesyastatam 06CcAepA0BaHUSI BbiCTaB-
AEH CONyTCTBYIOLWMIN AUArHo3: AAAEPIUYECKUIA KOHBIOH-
KTUBUT (KynupoBaH). BA no cumnatukoTOHUYeCcKoMy
tiny. CAC: NMMK 1 ctenenu ¢ npu3HakaMm AMCOYHKLIMK
MK. AHOManbHO pacnonoxeHHas xopaa AXK. HK O cre-
neHn. CemenHast KOHCTUTYLIMOHaAbHAs BbICOKOPOCAOCTb.

YyuTbiBasA OTCYTCTBME MOAOXKWUTEABHOW AMHAMMUKK
Ha $oHe NPOBOAMMOW TepanMu No OCHOBHOMY 3abone-
BaHWIO (MOBTOPAOLLMECH HOCOBbIE KPOBOTEUYEHUS, BOCMA-
AUTEAbHbIE U3MEHEHNSA CAU3KUCTOM MOAOCTU HOCA U CPEA-
Hero yxa), NOAMCMHAPOMHOCTb KAMHUYECKUX M Aabopa-
TOPHbIX AAHHbIX — AMArHOCTUUYECKMUIM MOUCK MPOAOAKMACS.
C UeAbto UCKAOUYEHUST HOBOOBOPa30BaHMA NOAOCTU Hoca
W HOCOMAOTKM, NaumneHTy BbiNnoAHeEHO MPT AuueBoro ye-
pena: BbiiBAeHbl MP-NpU3HaK1 CHWXEHUSI NTHEBMaTH3a-
LMK NMPUAATOUHBIX Ma3yx Hoca, MaToAOTMYECKMit cybcTpaTt
B flueMKax COCLEBMAHOIO OTPOCTKA AEBOM BUCOYHOW
KOCTU, UCKPUBAEHWE HOCOBOM MEPErOPOAKM, MOAYEAIOCT-
Has v WwenHaa atmmoaseHonatna. Aanee nauneHT KOoH-
CyAbTUpOBaH cneunasmctamu PHIL otopuHOAapuHro-
AOTUM C pe3yAbTaTaMu MPOBEAEHHbIX 06CAeAOBAHUM,
B3ATa 6MONCUS U3 MOAOCTU HOCa U KpoBb Ha AHLIA. Pe-
3yAbTaTbl NATOMMCTOAOTMUYECKOTO UCCAEAOBAHMSA: dparmMeH-
Tbl BOAOKHUCTOM COEAMHUTEABHON TKaHW C AMbOY3HOM
BbIPaXXeHHOM NOAMMOPOHOKAETOUYHON BOCNAAUTEABHOW
WHOUABTPALMEN C HaAMUMEM HEMHOTFOUYUCAEHHBIX [W-
FAHTCKMX MHOTOSIAEPHBIX KAETOK. OTAEABHO AeXallun
dparmMeHT 3penoro ruaAMHoBoro xpswa. Mpu cooTeer-
CTBYIOLLMX KAMHUYECKWX MPOABAEHUAX AQHHAS TMCTOAO-
rMyeckasn KapTMHa He NPOTUBOPEYUT AMarHo3y 6oAe3HM
BereHepa. B cbiBOpoTKe KpoBW 06HapyxeHbl AHLIA (6,4),

Cayuaii u3 npaktuku [

PR3 > 200 U/ml. BbinonHeHa P-KT opraHoB rpyaHoW
KAETKU: C 06ENX CTOPOH OMPEAEASIFOTCA MHOXECTBEH-
Hbl€ NePUBACKYASIPHbIE, KOABLIEBbIE U OYaroBble YNAOT-
HEeHWA, OTAEAbHbIE C NPU3HaKaMn GOpPMUPOBaHUA BO3-
AYLWHbIX noAocTel (S6 caesa), pasmepom Ao 20,0 Mm
B AMAMETPE; KapTUHa MOAUMOPOHOIO MyABTUGOKAABHOTO
nopaxeHus 060UX AerKKX, YKAAAbIBAKOLLLAACA B OCHOB-
HOWM AMarHo3 - rpaHyAeMaTo3 C NMOAMaHrMUTOM (FpaHy-
Aematos BereHepa). Pe6eHOK 0CMOTPEH KOHCUANMYMOM
C yyaCTUEM KapAMOPEBMATONOrA, @ TaKXe KOHCYALTUPO-
BaH GTU3MATPOM M OHKOreMatoAoroMm. Ha OCHOBaHWKM KAK-
HUUECKMX, AaDOPATOPHBIX AAHHbIX, PE3YALTaTOB B1ONCUK
M3 MOAOCTM HOCA WM KOHCYAbTALMI crneunasncToB, ObiA
BbICTABAEH 3aKAOUYUTEAbHbIV AMArHos: [paHyaemaTos
C NOAMAHIMUTM (rpaHyAemaTo3 BereHepa), reHepanmnso-
BaHHas ¢opma. VICKpUBAEHME HOCOBOW NEPErOPOAKMU.
MoAOCTPbIN TMNEPNnAaCTUYECKUI BEPXHEUYENKOCTHON CU-
HYCUT, cGeHOMANT. TOAOCTPbIN A@BOCTOPOHHMI KaTapanb-
HbI CPEAHMI OTWT, peumAnBUpYLOLLEE TeueHue. Peuu-
AVBUpPYIOLLLEE HOCOBOE KPOBOTEUEHHUE.

AN NTPOAOAXKEHUS AeYEeHUS NauMeHT ObIA NnepeBse-
AEH B MPOOUABHOE KAapAMOPEBMATONOTMUECKOE OTAEAE-
Hue Y3 «2-9 TAKB».

Takum 06pa3oM, aHaAM3 aTUMUYHOrO, PEe3UCTEHT-
HOrO K TPAAMLIMOHHOW Tepanuu Te4eHUss PUHOCHUHYCHUTa
y nauueHTa, NOAMCUHAPOMHOCTb KAMHUUYECKKX U Aabo-
paToOpHbIX A@HHbIX HANPaBWAO AMArHOCTUYECKUIA MOUCK
M NO3BOAMAO CBOEBPEMEHHO BbISIBUTb TXXEAOE CUCTEM-
Hoe 3aboneBaHue - [TIA 1 HauaTb ero AeYeHue, UTo, Kak
Mbl HAAEEMCS, 3HAUMTEABHO YAYULLWT NPOrHO3 U Kaue-
CTBO XMW3HU NaLuMeHTa.
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