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I'panynemaros Berenepa (I'B) BcTpedaercs oTt-
HOCHUTEJBHO PeAKO, OOJNIE3HD BBISBISIETCS B JIIOOOM
Bozpacte (10-75 ner), vame nocie 40-50 ner. 3a-
OoneBaeMocTh coctaBisieT 5-10 Ha MITH ¢ TIpUMep-
HO paBHBIM TEHJEPHBIM paclpeieieHUeM, MOYTH
97% — mpencTaBUTENN €BPONEOUIHON pacsl [1-4].
['panynemaros Berenepa (I'B) — rurantokierod-
HBIIl IpaHyJIeMaTO3HO-HEKPOTUYECKUI CUCTEMHBIN
BaCKYJIUT, Ui KOTOPOTO XapaKTepHO NpeuMylie-
CTBEHHOE I0CIIEZI0BATEIbHOE MOPaKEHUE BEPXHUX
JIBIXaTEeNbHBIX MyTeH, JErkux U nodek. Moxer oT-
MEYaThCs TaKXKe MOpPaKEHUE IPYTHX OPTaHOB U CH-
CTEM C pa3BUTHEM TPaHYJIIEMAaTO3HOTO BaCKyIWTa,
TJIaBHBIM 00pa3oM MENKHX COCY/I0B, 00pa30BaHH-
€M 3KCTPaBacKyJISPHBIX TpaHyJIeM U HEeKpo3a.

DTHONOTHUS U TTaTOTeHEe3 3a00JIeBaHMsI HEH3BECT-
Hel. HamOonee XxapakTepHBIM NpH3HAKOM Oo0Je3-
HU SIBIISIETCSI SI3BEHHO-HEKPOTUYECKOE IMOPaXKCHHE
HOCa, TIPUIATOYHBIX TIOJIOCTE HOCA W HOCOTJIOTKH.
I'panynemaro3Hoe BocnajieHHEe M HEKPO3 MOTYT CO-
YeTaThCs C BACKYJIUTOM.

Bosieuenne B maToj0ruyecKuil mporecc Bepx-
HUX [JbIXaTeJbHBIX IyTel HAOIIOAaeTCs NpaKTH-
yeckn y Bcex mauueHtoB (90-92%). Ilopaxenue
HWKHHX JBIXaTeNbHBIX ITyTeH BBIABISIOT y 85-90%
nanueHToB ¢ ['B. JIérkue y psja naideHToB BOBIIE-
KaloTcs B MPOLECC C CaMOro Hayaia 3a0o0JieBaHMs,
B JIPYTHUX CIydyasx MOpa)xxeHHe JETKUX BO3HHMKAeT
Ha OoJiee MO3HUX CTAAMAX OONE3HHU. Y MalMEeHTOB
MOSIBJIATOTCS Kalllelh, O0JIb B TPY/IH, OJIBIIIKA, KPO-
BOXapKaHbe, MHOTAA — PO y3HOE KPOBOTEUCHNE.

Pentrenosornueckasl kapTuHa MOPaKEHUs JIET-
KHMX MHOTOOOpa3Ha: OT MEJIKOOYaroBbIX U3MEHEHUN
Ha QoHE yCUIIeHHs JErOYHOr0 PUCYHKA J0 TOsBIIE-
HUSl COJMTApPHBIX MM MHOXKECTBEHHBIX (POKYCHBIX
TeHel ¥ MHPUIBTPATOB, YaCTh U3 KOTOPBIX OBICTPO
pacrmagaeTcs ¢ 00pa3oBaHHEM MOJIOCTEH [5-7].

N3 nmaboparopHbBIX TOKa3aTenell XapaKTepHBI
Bbicokas COD (50-70 mm/gac), jerkas aHemwus,
JIEMKOIUTO3, JIeTKasi TUTIiepraMmmarioOyTuHeMust (B
OCHOBHOM 3a cueT IgA); Bo Bpemst 000CTpeHuUsI MO-
JKET OBITH TPOMOOIIMTO3; y IOJIOBUHBI TAIIMEHTOB
00HapYXMBAIOT peBMaTouAHBIA (hakTop (PD); m3-
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MEHEHHsI MOYHM CBOWCTBEHHBI TIIOMEPYIOHEPPHUTY:
MUKpOTeMaTypusi (>5 3pUTPOIMTOB B MOJIE 3PEHHS)
WJIM CKOTUIEHUS SPUTPOLIUTOB B OCA/IKE MOYH.

VY 70% manuentoB ¢ I'B 0e3 mopaxkeHus mouex
n 'y 90% manueHToB ¢ 0c000 TSHKEIBIM TCUCHHEM
C TIOpa&KEHUEeM H JbIXaTelNbHBIX MyTeH, W IMOYeK
BEISBIISTIOT B KPOBH METOZIOM HEMPSMOW UMMYHO-
(IrOOpeceHIInN aHTHHEUTPO(DUITbHBIE ITUTOILIA3-
Matndeckue anturena (CANCA), KOoTopble CBHIE-
TEJLCTBYIOT O TPHCYTCTBHUH B CHIBOPOTKE KPOBH
anTuten k nporenHaze 3 (PR3). Crnernuduunocts
JIAHHOTO TecTa Aocturaer 98%, 4yBCTBUTEIBHOCTh
—30-90% [1, 2, 8-10].

BrIsiBlieHHE TOBBIIEHHOTO YPOBHS aHTHTEN K
PR3 (PR 3-ANCA) ¢ nomMomipio UMMyHO(pEpMEHT-
HOTO aHaju3a HMMeEEeT BBICOKOE MPOTHOCTHYECKOE
3Hauenue rpu I'B [1, 2, 4, 9]. DToT TecT BaxeH npu
npoBefieHn U GEpeHIIMANTBHON  THAarHOCTHKH,
KOTJIa TUCTOJIOTHYECKast KapTHHA OMOTICHITHOTO Ma-
Tepuaja He MO3BOJIIET YBEPEHHO BepUPHUIIPOBATH
nuarno3 I'B, a Taxke s auddepenipanun 060-
CTpEHHsI OCHOBHOTO 3a00JeBaHUSI OT 0OOCTpEHUS
COITyTCTBYIOLIMX 3a00JI€BaHUM, BBI3BAHHBIX HE-
CrieruprUIECKO MUKPOQIOPOH.

Uro kacaeTcs IeYeHHs, TO B HACTOSIIEE BPEeMs
CTaHJlapTHasl MeIuKaMeHTo3Has Tepanusi I’ B ocHo-
BaHA Ha MEpOpajbHOM IpueMe Hukiodochamuma
(2-3 MI/Kr/cyTKHM) B COYETaHHH C TJIIOKOKOPTHKO-
crepounamu (I'KC) B skBHBajJeHTHOH NpenHU30-
nony no3e (1 mr/kr/cyrku). Monorepamus ['KC ne-
CKOJIBKO YJTY4IIIaeT COCTOSHUE MAIUEHTOB, HO MaJio
BIIHsICT Ha TiporHo3 [1-3, 9, 10].

[Iporno3 I'B B ciiyuae oTCyTCTBUS JIEUEHUS] — HE-
OnmaronpusITHBIA B OONBIIMHCTBE ciy4aeB. Jletannb-
HBI MCXOJ HACTyINaeT Hu3-3a JErOYHO-CepIeyHON
HEJOCTAaTOYHOCTH, HApYIIEHHsT KpPOBOOOpaIeHUs,
ypeMUH U KpaiiHero uctoinenus. I[Iporuos ans ta-
KHX TIAlIMCHTOB OBbLIT 3HAYUTENHHO yNydYIleH C Ha-
yanom TnpuMmeHeHus nukiopochamuna u ['KC.
[lpn amexBaTHOM HMHTCHCHUBHOM JICYEHHH MOYKHO
noouThesi pemuccun Oonee yeM y 95% mnauumen-
TOB. [Ipu 5TOM 8-JI€THSS BEDKUBAEMOCTD JIOCTHTAET
80%. [1-3, 9, 10].
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Tak kax I'B manudectupyer npenMyIiecTBeH-
HO B Bo3pacte 40 et u crapiie, ero CoOueTaHue ¢
OepeMEeHHOCTBIO — pellkasi U HeOObIYHAS CUTYaIIHsI.
B MupoBoii muTepaType OMMcaHo HECKOIBKO IeCsT-
KOB cily4aeB O€pEeMEHHOCTH U POJOB y MAalMEHTOB
¢ I'B, a mepBsIii Takol ciay4ail ObUT TIPEICTABIICH B
1970 r. [10-13].

W3-3a penKkoCcTH TaKoro COYeTaHHs PeKOMEHIa-
LMY 110 BeJCHUIO OepeMeHHocTH nipu ['B u ero Jje-
YECHHUIO BO BpeMsl U mociie 0epeMEeHHOCTH He pa3pa-
00TaHBI. Y CTaHOBIICHO, YTO OEPEMEHHOCTh Ha ()OHE
aKTUBHOW OOJIE3HU WM JIEOFOT 3TOTO BaCKyJIUTa BO
BpeMst OEpEMEHHOCTH SBJIIOTCS paKkTopaMu HebIa-
TOTIPUSATHOTO TIporHo3a [13].

Bnusinue 6epemennoctu Ha Teuenue I'B Henpe-
CKa3zyemo, Hayalo Wi obocTpeHue 3a0oieBaHUs
MOJKET IMPOM30HTH B JI0O0E BpeMs OEpeMEeHHOCTH,
HO TPUMECTp, B KOTOPOM OHO BO3HHKAET, BIHSIET HA
pe3ynbTaT JeUYeHUs U UCXOJ.

AHam3 IUTEepaTypHBIX UCTOYHHKOB TIOKa3al,
YTO B Cily4yae MEepBUYHOrO BhIsiBIEHUs ['B wim ero
peuuauBa B TMEPBOM TpPUMECTpe OEpeMEHHOCTH,
HECMOTpSI Ha JICUCHUE, MPOUCXOANT, KaK MPaBHJIo,
rubenp mioga. Havamo 3a0oneBaHUs WU €ro pe-
[IUAWB BO BPEMsI BTOPOTO HITH TPETHETO TPUMECTpa
OepeMEHHOCTH COIIPOBOXKIAETCS THOEIBIO 101 B
9-17% cmyaaes [10].

JlanHple O BIMSHUM OEPEMEHHOCTH U POJOB
Ha TeueHue I'B noBospHO mpotmBopeuuBsl [3, 4,
10-13]. B nmuTepatype umerorcsi cBefieHust 00 3¢-
(heKTHBHOM WCTIONL30BaHWU B JieueHUU I'B y Oe-
pemennbix ['KC, azaruomnpuna, nukinodocdamuia
W [UKJIOCIIOPUHA, a8 TaK)Ke BHYTPUBEHHOTO MMMY-
HornoOynuHa. MetoTpekcar u cyibhoMeTakco301/
TPUMETONPUM BO BpeMsi OEPEMEHHOCTH MPOTHUBO-
nokasansl [3, 4, 10-13].

KonTponmpoBanHbie paHIOMHU3NPOBAHHBIEC KITH-
HUYECKHE WCCIIEOBAaHUS IO HCIOIB30BAHUIO ITH-
kiodochamuia Bo BpeMsi 0EpeMEHHOCTH HE IIPOBO-
JTUIUCh. B muteparype coodmianock 0 HECKOIBKUX
ClIydasiX yCIEHIHOTo MPUMEHEHHUs HUKIopochamu-
nanipu ['B Bo Bpemst 6epeMeHHOCTH, 0COOCHHO, KOT -
Jla JIeYeHNe HAYMHAJIOCh TIOCTIe TIEPBOTO TPIMECTpa
(ypoBens moxasarenscTB D). Ilpu mcmonb3oBaHmm
muKinodochamMua B MepBoM TpuMecTpe OepeMeH-

Crnyuail U3 NpakTHKH

HOCTH OBLTH COOOMICHUsI 00 YBEIWYEHHWH CITydacB
BBIKUJIBIIIEH W BPOXKJIECHHBIX YpoiacTB. Mmerorcs
co00IIeHUsT 00 YCIENIHOM Mepexojie IMociie Kpa-
TKOCPOYHOH BHYTPUBEHHOH MyJIbC-TEPANIUU LIUKIIO-
¢dochamunom Ha opanbHBIN a3atuornpud [10-13].

B Tpex moknmazax cooOmasioch O XOPOILUX pe-
3y/lbTaTax HpPU HCIOJNb30BAaHUHM BHYTPHUBEHHOTO
MMMYHOIJIOOYJIMHA JUIS JIEYEHUS HOBBIX CIIy4aeB
I'B B nepBoM TpuMeCTpE U NOJACPKAHUU PEMUCCUU
3a0osieBaHusl BO Bpemsi OepemenHoctH [13]. Mme-
I0TCsI TaKXKe cooOIeHHsT 00 3PPEKTUBHOM HCIONb-
30BaHMM PUTYKCcHMaba C BHYTPUBEHHBIM BBEICHU-
eM muknodochamuna 1 MuKodpeHoaTa Mmodernia
pu 0060CTpeHNH 3a00JIeBaHMsI TTocie poaos [3, 10,
11, 13].

B nanHO# paboTe HaMU MPHUBOJUTCS OJHO U3
COOCTBEHHBIX JUIMTEIbHBIX HAOMIONCHUN MalUeHT-
ku ¢ I'B, y xoropoit Obuti ABE OEPEeMEHHOCTH U
ponsr: iepBast B 2006 T. (32 1Ba To/1a 10 yCTaHOBIIE-
Hus auaraosa ['B) u Bropast B 2014-2015 rr. (pomu-
na B Mae 2015 r.) Ha cetbMOM roy 60JIe3HU.

V nauuentku 1., 35 ner, anarnos rpanyiaemaro-
3a Berenepa Obu1 ycranosiex B utone 2008 r., kor-
J1a e ObLIO 28 JIET.

bone3np HauMHasachb € TOSBICHUS 3aTpyn-
HEHHOI'O HOCOBOI'O JbIXaHWS, HACMOpPKA, CIM3U-
CTO-THOMHOTO OTJENIIEMOr0 M3 HOCA, MOBBIIICHHUS
TeMIeparypsl Tena 10 cyopeOpuiIbHbIX HU)p, TO-
noBHoit 6omu. [Ipu JIOP-ocmotpe: cnuzucras Hoca
OTEYHO-THIIEPEMHUPOBAHA, B HOCOBBIX X0OaX CIM3H-
CTO-THOMHBIE KOpKU. DapUHrocKomus: CIU3ucTas
Hoca runepeMupoBana. OnTuyecKas puruiHas pu-
HOCKOMHS: CEHO-ITMOMJIAIBHBIA KapMaH CBOOO-
JIeH, TMaTOJIOTHYECKOr0 OTJEISIeMOro HeT. 3akiro-
YEeHUE: OCTPBIH JIByCTOPOHHHN COEHOMIAILHBINA
PUHOCHHYCHUT; CHHYCOTE€HHas 3HIedanonarus, aH-
THOAUCTOHUYECKHH CHHIPOM.

UYepes 4 mecsla ¢ MOMEHTA IOSIBJICHUS NIEPBBIX
MPU3HAKOB 3a00JICBaHUSI HA KOXKE JI0a MOSBUIIACH
MEJIKOY3€JIKOBas ChIb (puc. 1a), oTMeyannuch nepu-
OJIMYECKUE KPOBOXapKaHbs, 10 TOBOIY Yero Obuia
HalpaBJieHa Ha KOHCYJIbTalluIO Ha Kadenpy GTuzn-
aTpUU U IYJIBMOHOJIOIMM XapbKOBCKOM MEIULIUH-
CKOM aKaJieMUH [OCIEUIIIIOMHOIO 00pa30BaHusL.

[Ipu ocmoTpe: Ha HOCOBOM MEPEropoOJKE TPaHy-
JAIMOHHAS TKaHb M MHOYKECTBEHHbIE KOPKH (puc.

16).

Pucynok 1. — Menkas nanyne3nas coelnb Ha Kodxce 10a (a), MHOMCECmeeHHble KOPKU Ha nepezopooke Hoca (6)
Figure 1. — Small papular rash on the forehead (a), multiple crusts on the nasal septum (b)
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[Ipu peHTreHOIOTHYEeCKOM JO000CIeTOBAaHIH Ha
KoMItbioTepHO TomMorpamme (KT) okomoHOCOBBIX
na3yx OIpeJeNnsiiach ToTaldbHas oONHUTepanus oc-
HOBHOW Ma3yXd BOCHAIUTEIBHBIM COJICPKHMBIM,
CTCHKH Ia3yX YTOJILEHBI 33 CUET PEaKTUBHOTO Tie-
pPUOCTHUTA; B JICBOH BEPXHEUETIOCTHON Ma3yXe BbI-
SIBJICHO JIOKQJIbHOE YTOJNILEHUE CIU3UCTON 10 8 MM
(puc. 2 a). Ha 00630pHO# peHTTeHOTpaMMe OpPTaHOB
rpynnoit kinetku (OI'K) — B 1eBom nérkom B I111-VI
MEKpeOephsiX YUaCTKH HEOAHOPOJHON HHPHUIBTpa-
1y (puc. 2 0).

Ha KT OI'K B S3BIYKOBBIX CErMEHTaxX y4acTOK
nHQuIETpammu 5X10 cM, B HIDKHUX JOJISIX 000X
NETKUX MHOKECTBEHHBIE OYaroBble U (DOKYCHBIE
TEHH C HEYSTKHMH JIyYUCTBIMUA KOHTYypaMH, MecTa-
MU CJIIMBHBIE, YaCTh U3 HUX C pacmaaoMm (puc. 3)

[TpombIBHBIE BOABI OPOHXOB: MHKOOAaKTEpHUU
TyOepkynéza (MBT) u omyxosieBble KIETKH HE
0OHapyKEHBI.

B xnmHHYecKOM aHamM3e KPOBH: APUTPOIH-
el — 3,8x10%%/m; Hb — 110 r/m; TpoMOOIMTEI —
400x10%/m; neiikorutel — 8,8x10°%/11; 303UHOGUITBI
— 0%, nanoukosnepusie — 2%, CErMeHTOsACpHbIE
— 78%, mamdorutsel — 11%, MoHOIIUTEI — 9%); CKO-
pocth ocemanus 3purpounutoB (COD) — 9 mm/uac.
buoxumudeckuil aHaiau3 KpoBU B Ipejesax HOp-
MaJIbHBIX KOHTPOJIbHBIX 3HaueHUi. C-peakTHBHBIN
6enok — +++.

B knauHuueckoM aHanmm3e MOYM — OEIIOK

0,165 /1, sputpouutsl 1-2 B mone 3peHus (11/3p),
THATMHOBBIE IIWIHHIPHI 1-2 HE B KaXXIOM I1/3p.
IIpu Guoricnu CTU3UCTOM HOCA BRISIBICHO TPaHy-
JIEeMaTO3HOE BOCTIAJIEHHE B MpeJesiaX COCYANUCTBIX
CTCHOK apTepHii ¥ B IEPUBACKYJISIPHBIX O0JIACTSIX.

Juarno3 tyOepkyné3a JETKUX KOHCHIUYMHBIM
pelIeHrueM  MYJbTUAUCIUIUIMHAPHON  KOMaHJI0M
OBLIT UCKITIOYEH.

PacmupeHHslii KOHCWIMYM C y4acTHEM pEB-
MaTojora Ha OCHOBAHMU BBISIBJIEHHOTO TIpaHyJe-
MaTO3HOTO BOCHAJIEHUS B HOCY M OKOJIOHOCOBBIX
naszyxax, HHQUIbTPATUBHBIX U3MEHEHHUN B JIETKUX
C TIOJIOCTSIMH pactiaja, M3MEHEHHUH B aHAIIN3e MOYH,
a TakXKe HaJIWYMsI KOKHBIX MPOSBICHUNA BBICTaBHII
KIMHUYECKU JMarHo3: TpaHyJIeMaro3 C MOJUaH-
ruutoM (rpaHyjiemaTto3 Berenepa) ¢ mopaxeHHeM
HOCa, JIETKUX, KOKH 1 TIoyeK. Ha3zHaueH kypc sede-
HUS a3aTHONIPUHOM (MMypaH) (TI0 cXxeme, HaunHas
¢ 150 MT B CYyTKH) U METHJIIIPETHU30JI0HOM (METH-
npen) (Mo cxeme, HaYMHAA ¢ 32 MT' B CyTKH). bbiio
MpOBENIEHO TakxkKe 3 ceaHca mazmadepesa.

Uepes 7 MecsleB €aMOYYyBCTBUE IALIMEHTKHU
YAOBJIETBOPHUTEIBHOE, COXPAHSIETCS 3aTPYyAHEHHOE
HocoBoe jaepixanue. Ha kontponsHoit KT OI'K ot
23.06.09 otmedaeTcsi paccachlBaHHE OYAroBBIX M
(OKYCHBIX TEHEH, NCUYE3HOBEHHUE TTOJIOCTEH pacria-
J1a, B SI3bIYKOBBIX CErMEHTax M 0a3albHBIX OTIeNax
JIeBOro JIETKOrO OCTAlOTCS HEOOJNBIINE YYacTKH
nmHeBMOo(uOpo3a (puc. 4).

B cBsi3u ¢ XOpommM caMOYyBCTBHEM ITallMEHT-
Ka mpekpartmia jJedeHue. Ha Bropom romy HaGmro-
JICHHsI Y Hee CHOBa TIOSIBUIIOCH HEOOIBIIOE KPOBO-
xapkanbe. Ha kontponsnoit KT OI'K ot 26.02.10
OTMEeYaeTcs OTpulaTeNbHas AMHAMUKA B BHUJE IO-
aBieHust B S6 mpasoro nérkoro 1 B 59,10 neBoro
NETKOTO OKPYTIBIX HHPUIBTPATOB 110 2,5 CM B JTHa-
METpE C TOJIOCTSIMH Paciiaia HeTPaBMIIbHOW (OPMBI

(puc. 5).

Pucynoxk 2. — Komnoromepnas momozpamma 0Ko10H0co8six nazyx (a). 063opnas penmezenozpamma OI'K (6)
Figure 2. — CT scan of nasal sinuses (a). Chest X-ray (b)
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Pucynok 3. — Komnvromepnas momozpamma OI'K om 28.11.2008
Figure 3. — CT scan of the chest of 28.11.2008
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Pucynok 4. — KT OI'K uepe3 7 mecayeg neueHus umypanom u Mmemunpeoom
Figure 4. — CT scan of the chest after 7 months of azathioprine and methylprednisolone treatment
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Pucynok 5. — KT OI'K uepe3 2 z00a nabnroenusn
Figure 5. — CT scan of the chest after 2 years of follow-up

Ha HOCORBOI1 TIeperopo;ike oopaszoBaiack nepdopa-
1Hs1 OBAJIGHOH (hOpMBI, pazmMepoM 6X8 MM, coXpaHsi-
I0TCSl MHOYKECTBEHHBIE KOPKH M TPaHyJeMbI (puc. 6 a).
V3esKoBast ChIIb KOXKH J10a ucuesna (puc. 6 0).

B Ma3ke MOKpOTBI MHOT'O JIEUKOLIUTOB, €IUHNY-
Hble 3puTpouThl; MBT u onmyxosneBble KIETKU HE
0OHapyKEHBI.

Pucynok 6. — Uepes 2 200a Had1100eHUA U leyeHUA HA HO-
COB0IL nepezopooKe COXPAHAIOMCA MHONCECHIBEHHbBIE KOPKU
(a), coinb na Koce n16a ne onpedensemcs (6)

Figure 6. — The patient after 2 years of follow-up: multiple crusts on
nasal septum (a), disappearance of the rash on the forehead (b)

JKypnuan ['poHEHCKOTO TOCYAapCTBEHHOTO MEAMIIMHCKOTO YHUBEpcuTeTa, Tom 18, Ne 5, 2020

B kimuHMuYecCKOM aHanM3e KPOBH: SPUTPOIU-
ToI — 4,5%10'%/51; remorio6un (Hb) — 110 r/i; Tpom-
Gouutsl — 350x10%m1; netikouutsl — 18,0x10%11; s0-
suHOopmel — 0%, manoukosaepuasie — 10%, cermen-
rosiaepHbie — 70%, mumdorutbl — 10%, MOHOLIUTHI
—10%; COD — 25 mm/ugac.

C 11e7Tb10 HCKITFOUSHHSI HATHOUTEIHHOTO MPOIIEC-
ca B JIETKUX MPOBEJICH KypC JICUSHHsI KIIMHIAMHIIN-
HOM (manaruH L) n aMukanmHOM (JIOPUKAIIH).

Ha TtpetbeM ToONy HaONIOJICHHS HA KOHTPOIIb-
Hoit KT OI'K ot 22.01.11 omnpenensieTcs yBenude-
HHUE pa3MepoB MHQWIbTpaTa B S6 MpaBoro JErko-
T0 C YBEJIMYCHHEM IIOJIOCTH pachajia HelpaBUilb-
HOW (hopMmel, B S9, 10 neBoro A€rkoro orMevaercs
YMEHbIIIEHHE KOJIMYECTBA U pa3MepOB WHPMIBTpa-
TOB (puc. 7).

Knunuueckuii  aHaiu3  KPOBH:  SPUTPOIH-
el — 4,2%x10'%/m; Hb — 110 r/m; TpoMOOIUTH —
370x10°%n; netikonmtel — 11,0x10%1m; 203uHODU-
ael — 1%, namoukosinepusie — 6%, cerMmeHTosACp-
HbIe — 75%, mamdonutel — 10%, MoHOIHUTHI — 8%);
COD — 26 mm/4ac.

Knuanuecknit ananns mouu: 6emok — 0,091 r/m,
neiikonuTsl Ha 1/4 1/3p, a3putp. 6 — 10 B 11/3p.

[larueHTKEe MOBTOPHO HAa3HAYCH KypPC JICUCHHS
a3aTHONPUHOM (MMypaHOM) (TIO CXeMme, HaYhHas C
150 Mr B CYyTKH) B METHJIIIPEITHU30IOHOM (ITO CXe-
Me, HauuHas ¢ 32 Mr B CYTKW); Ha3HA4eH TaKKe
Kypc Jedenus: oucentojiom 480 (BHYTpb 110 2 TabJI.
2 pa3a B CYTKH).

[NarmenTtka neunnack HeperyssipHo. CaMouyB-
CTBHE OCTaBAJIOCh Y/IOBIETBOPUTEIHLHBIM, KOPKH B
HOCY HE 00pa30BBIBAINCH, OJTHAKO MPU KOHTPOIIb-
Hoit KT OI'K ot 11.04.12 (uepe3 4 rona ¢ MOMEHTa
MOCTAaHOBKH TUarH03a) OTMEYAETCs OTPHULIATEIIbHAS
JIMHAMHKA — YBEJIMYCHUE KOJMYECTBA U Pa3MEPOB
MHQHUIBTPATOB B HIXKHUX J0JISIX JIETKUX (pHC. 8).
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7

Figure 7. — CT scan of the chest: 3 years after disease onset

(¢ X

Pucynox 7. — KT OI'K uepe3 3 200a c Momenma nocmanoeku ouazno3a

‘

Pucynok 8. — KT OI'K uepe3 4 200a nabnrwoenus
Figure 8. — CT scan of the chest after 4 years of follow-up

Pucynox 9. — KT OI'K uepe3 6 nem nabniooenus
Figure 9. — CT scan of the chest in 6 years of follow-up

Ha kontponbhoit KT OI'K ot 05.04.2014 orme-
4aJioch BBIPAKEHHOE MPOrPECCHPOBAHUE TIpoliecca
B NETKKUX: B S6 mpaBoro JErkoro oopa3oBaiack Mo-
J10CTh 49%X53 MM € TOJICTOM cTeHKO# 10 7 MM, B S10
JIEBOT'O JIETKOTO YYaCTOK KOHCOJIMJIALMU JIETOYHOMU
MapeHxuMbl 37X28 MM ¢ HaIW4YUEeM BBIPAKECHHOMN
¢ubpo3HOW TsKHCTOCTH MO mepudepun. B cyo-
IUIEBPAJILHBIX OTJIENIaX MHOKECTBEHHBIC OYaru 110
6 MM (puc. 9).

B »T0 Bpems mnammeHTka TpekpaTHiia TpHEeM
a3aTHOIIPHHA W TPOJOJDKajla MPUHUMATh METHII-
MIPEHU30JIOH B J103€ 16 Mr exenHeBHO. B ceHTsI0pe
2014 r. (Ha 6 Tomy OoJyie3HM) MAIMEHTKA 3a0epe-
MEHeJa, HO MPojoJbKajia B MEepHos OepeMEHHOCTH
NPUHUMATh METUNPEN — 8-4 MI' B CYyTKH.

B cBsi3u ¢ yrpo3oil mpexaeBpeEMEHHbBIX POJIOB
B kon1ie [l TpumecTpa 6GepeMeHHOCTH ObliIa TOCTIH-
TaJU3UpOBaHa B OTAENEHHE BEICHHUS NaTOJIOTHU
Oepemennoctu. JKanoBanack Ha pe3kue 00U B MO-
SICHULIE, CKYJTHOE€ CYKPOBUYHOE BBIJICIIEHHE U3 I0-
JIOBBIX OPTaHOB.

buoxumuyeckuii aHanuM3 KpoBU B Ipejesax
HOPMAaJIbHBIX KOHTPOJIFHBIX 3HaueHui. Kimuude-
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CKHU{ aHanu3 Mouu — HOpMa. AHTuTena Kk PR3 >5
(TTOOXKHT.).

VY3U moaa — 1o mo OMOMETPUN COOTBETCTBY-
eT 25 HezensM, NaTOJIOTMH CO CTOPOHBI ILUIOJA HE
BbIsiBIIeHO. [lmanenTa mo 3aaneii crenke 0 cT. 3pe-
JocTy Ha paccTosiHIM 20 MM OT BHYTPEHHETO 3€Ba.

V3U nouexk — mpaBOCTOPOHHUH IperuapoHed-
PO3, IPU3HAKK XPOHUYECKOTO MUETIOHEPPHUTA.

KoHcunuym B coctaBe MepHHATOJIOra, THHEKO-
jora, peBMaTolIora, IyJIbMOHOJIOra, Hedpojora u
meauaTpa cruejayl 3akiioueHue: OepeMeHHOCTh I
TpumecTp, 26 Hexenb. ['panynemarto3 Berenepa,
aKTUBHas (aza ¢ MOpa)KeHUEM BEPXHHUX JIbIXaTEeNb-
HBIX IyTeH, JErkux W modek. I'paHyraemMaTo3HbINA
CHCTEMHBII BacKynuT (rpaHyjiemarto3 Berenepa),
HOJOCTPOE TEUEHUE, aKT. | CT., C HOpaKeHnEeM KOXU
(Tpoprueckue n3mMeHeHus), JETKUxX (MPOrpeccupy-
IolIMe UHQHUIBTPATHL C MOJOCTBIO pacraja), peTH-
KyJO-3HAOTEIHAIBHON CHUCTEMBI (TE€HATHUT), MOYCK
(XIIH T cT., XpoHn4yeckuil muenoHepuT, JaTCHT-
HOE TeueHue). AHeMus Jerkoi creneHn. Huskoe
pacIioyIoxKeHNE MJIaLEeHThl, pyOer] Ha MaTKe. YTpo3a
MPEKACBPEMEHHBIX POJIOB.

Journal of the Grodno State Medical University, Vol. 18, Ne 5, 2020



PexomenoBaHO BeieHNEe OEPEMEHHOCTH B COOT-
BETCTBHUH C ITPOTOKOJIOM, OTIEPATHBHOE pa3peniecHre
B cpoke 38 Hemenb. [lannenTke ObLT HA3HAYECH TIO-
BTOPHBIN KypC JIEYeHHs a3aTHONPUHOM (OT MpUemMa
KOTOPOTO OHA OTKAa3aJIach), METHJINPEIHNU30IOHOM
(o cxeme, HauMHasi ¢ 16 MT' B CYTKH) U TIATOT€HETH-
yeckoe JedeHue (yrpoxkectad — o 200 mr 3 paza B
JIeHb, THBOPTHUH — 110 1 CT. To’KKe 3 pasa B JeHb, Ka-
HepoH — 1 Tabm. 3 pasza B ieHb | MecsiIl, UMHIPOI
8 MI' e5KeTHEBHO HEMPEPHIBHO).

Ha copoxoBoii Henene OepeMEHHOCTH NPOU3-
BEJICHO OIEPaTHBHOE POJIOpa3pelieHre, pOInIach
IeBoYKa BecoM 3645 rpammoB. IlammenTka pedbernka
KOpMHJIA TPYIBIO U TIPOAOIDKAIA TPHHUMATh METH-
MpeJi IO 8 MT B CYTKH.

Uepes ouH MecsI] 1Oocie poJI0B COCTOSTHUE Ta-
LUUEHTKU YXYALIHIOCH, OblIa TOCIIUTAIM3UPOBAaHA B
peBMmaTosoruueckoe ornenenue. [Ipu mocrymieHun
YKAJIOBAJIaCh HA OMBIIIKY M YyYallleHHOe cepanedu-
€HHUE TIPU HE3HAYUTEIHbHON (hM3MUEeCKOUW Harpyske,
MEPUOIMUECKIE 03HOOBI C MOBBIIICHUEM TEMITepa-
Typsl Tena 10 38°C, KPOBSIHUCTBIE BBIJENIEHUS HUX
HOCA, TMOBBIIIEHHOE 00pa3oBaHUE KOPOK B HOCY,
KallleJib ¢ KPOBSHUCTOH MOKPOTOW TO yTpam, 00Jb
B TPYJHOH KIJIETKE, TOJIOBHYIO 0OIb, TOJOBOKPYXKe-
HUE, TIEPUOANYECKYIO TYIyI0 OOJIb B MOSICHHYHON
001aCTH, BBIPAKCHHYIO CI1a00CTb.

IIpyn nocTymiaeHUM COCTOSIHUE CpEIHEH TskKe-
CTH, JIMIIO, TOJIEHH, CTONBI NacTo3Hble. Han nérku-
MU JpixaHue xectkoe, Y/l — 22 B MUHYTY, TOHBI
cepALa NPUrIyLIEHbl, TyJbe — 88 B 1 munyty, A/l —
130/80 MM pT. CT.

B ximHMYeckoM aHanmM3e KPOBU: JPUTPOIH-
Tl — 3,9%x10'%m; Hb — 105 t/71; TpOoMOOUUTHEl —
350x10°%m; netikormutel — 11,6x10°%m; s03uHODU-
sl — 2%, nanouykosiepHble HeHTpoduibl — 6%,
CerMeHTosIIepHble HeUTpoPmITel — 72%, muMdorTu-
1Bl — 11%, MmoHOHTEI — 9%; COD — 24 MMm/4gac.

Knunuyeckuil aHanu3 MOYM — HOpMaA.

PR 3-ANCA - 2,43 en. (mopma no 1,0 exn.).

V3U cepaua — mponabupoBaHHE MUTPAIBHO-
ro kiamaHa l-# CT. ¢ MUTpaJIbHOM peryprurauuei
0-1 ct., ®B — 62%.

Ha KT opranos rpyaHoit kietku ot 04.07.2015 r.
o cpaBuenuio ¢ manabiMu KT OI'K, cmemanHo# 10
oepemennoctu (05.04.2014 r.), oTMe4aeTCs MOI0KU-
TeNbHasl IMHAMHKA B BUJIE perpecca MojiocTu pacnajga
B S6 mpaBoro J€rkoro ¢ (hopMUpOBaHNEM MSATKOTKaH-
Horo oOpazoBanust 32x21 mm. CyorureBpasHo B S10
JIEBOTO JIETKOTO OTMEYaeTCsl MATKOTKaHHOE 00pa3oBa-
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Hue 38%24 MM ¢ MOJIOCThIO pacnajaa 10 4 MM, ¢ mapa-
(hOoKaITFHOM BBIPYKECHHOU (PHOPO3HOH TSHKUCTOCTRIO U
HAJIMYHEM TILIOYATHIX KaTbHATOB (puc. 10).

YuuThIBasi aKTUBHOCTH TIpoliecca (KIMHUYECKUE
NPOSIBJICHHUS W TOBBIIICHUE KOJIWYECTBA aHTHTEN K
PR 3), pekoMeHI0BaHO YBEIHYUTH CYTOUHYIO 03y
MeETHUIpeaa 10 16 Mr B cOYe€TaHUU ¢ CUMIOTOMAaTHYe-
CKHMH CPEICTBAMHU.

Uepes 1,5 roma mocie pojoB COCTOSHUE TTAIlH-
EHTKH yJIOBJIETBOPUTEIBHOE, PEOCHOK 3/10POB.

KnuHnveckuii aHanus KpoBU B HOpPME: 3PHTPO-
mutel — 4,8%x10%/m; Hb — 115 r/m; TpoMOOIMTHI
— 340x10%/m; meixorutel — 7,0%10%/1; s03unH0(pH-
71 — 2%, manoukosiaepHbie — 2%, cerMeHTosIep-
HbIe — 61%, mumdormTel — 24%, MoHOIUTHI — 11%);
COD — 5 mM/gac. B ananmuse moun Oenok 0,045 /i,
eAMHUYHBIE SpUTPOIUThL. COXpaHSeTCs MOBBIILICH-
HBII ypoBeHb aHTuTen K PR3 (1,5 ex.).

Ha xontponsnoit KT OI'K ot 25.10.2016 r. o
cpasuenuto ¢ manaeiMH KT ot 04.07.2015 otme-
YaeTcsl MOJIOKHUTENbHAS TUHAMUKA B BHJIE HCUE3-
HOBEHMA TOJ0CTH pacnaga B S10 yeBoro jérxkoro
Y YMEHBLICHUS! MATKOTKAaHHOTO 00pa3oBaHus B SO
npaBoro JIErkoro 10 24x18 mMm. CtpykTypa o0pazo-
BaHWH HEOJHOPOHA 32 CUET HAIWYMS TIBIOYATHIX
KanpuHATOB (puc. 11).

[ManenTKa MpogoIDKana MPUHAMATh METUTIPE
B 7103e 4 Mr B cyTKu 10 MapTa 2017 1.

B urone 2017 r. nanyenTKa OTMETHIA YXYIIIE-
Hue camouysctBus, Ha KT OI'K ot 22.06.2017 r. B
cTpyKType (hoxycHo#l Tern B S10 neBoro J€rkoro
BBISIBIICHO ITOSIBIICHHE TIOJIOCTH pacmama 6x11 mm
(puc. 12 a). B Teuenune AByX MecsIeB IMpojeueHa
B CTAIl[MOHAPHOM PEBMATOJIOTHYECKOM OTEJIEHUHU
METHJINPETHU30JI0OHOM M a3aTHONPHHOM U C yIyd-
meHneM Oblia BhIMUcaHa. [lpomomxkana mpuHH-
MaTh METHJIIIPETHN30JIOH 110 CXeME B TeUEHHE IATH
MECSIIEB.

B utone 2018 r. ouepegHoe 000CTpeHUE MPOIIEC-
ca, Kallenab C KPOBSHUCTOM MOKPOTOM MO yTpam,
KPOBSIHUCTBIE BBIJCIICHUS W3 HOCA, MOBBILICHHOE
o0Opa3oBaHHe KOPOK B HOCY, OJBIIIKA U CEpaIeOn-
€HUe TP HEe3HAYUTEIhbHOW (DM3MUYECKOW HAarpys-
ke, 00Jb B TPyIHOM KJIETKe, TepUOIUIecKast Ty-
nast 60J1b B MOSICHUYHON 00JIaCTH, MEPHOANYECKUE
nogbeMbl Temneparypsl 10 38°C ¢ 03HOOamu, TO-
JIOBHBIE 00JIH, CI1a00CTb.

Ha KT OI'K ot 20.06.2018 r. npu cpaBHEHUH
C MpeAblAyIMMU TaHHBIMH, KaK U paHsblie, B S10
JIEBOTO JIETKOTO BU3YAIM3UPYETCS TPYTIIa Y3IOBBIX

- D)

Pucynoxk 10. — ®paemenm KT OI'K na 7 200y nabarooenun uepes3 00un mecay nocie pooos
Figure 10. — CT scan of the chest at the 7th year of follow-up — 1 month after delivery
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Pucynok 11. — ®pazmenm KT OI'K na 8 200y nabniooenusn
Figure 11 .— CT scan of the chest at the 8th year of follow-up

(22)
A i1

b

Pucynox 12. — ®pazmenm KT OI'K na 9 (a) u 10 200y naonwodenus (6)
Figure 12. — CT scan of the chest at the 9th (a) and 10th (b) years of follow-up

MSATKOTKaHHBIX O0pa30BaHUU CIMBHOTO XapaKTe-
pa ¢ JIyYUCTBIMU KOHTYpaMHu OOIIHUMH pa3MepaMu
22x42 MM; MOJOCTH pacmnaja He OIPEaeIISIFOTCA.
B S6 mpaBoro né€rxkoro BH3yaNH3HPYETCS MsT-
KOTKaHHOE 00pa30BaHKME ¢ HEYCTKUMH KOHTYpPaMH
pasmepom 20%22 MM, B KOTOPOM OTMEUYAETCs MOSIB-
JICHHE MoJiocTu pacnaaa 13x17 mwm (puc. 12 6).

KnuHnvecknid aHanu3 KpOBH B HOpPME: JpH-
tpormtel — 4,0x10'%/m; Hb — 110 1/1; Tpombomu-
T — 200% 10%/11; me#koruTs — 5,7x 10%/11; s03uH0 D1~
ael — 2%, manoukosiepubie — 3%, CETMEHTOsI-
nepusle — 62%, mumdonutel — 28%, MOHOLU-
ThI — 5%; COD — 10 MM/yac. AHau3 MOYH B HOP-
Me. CoxpaHsieTcsi MOBBINICHHBIA YPOBEHb aHTHUTEIN
k PR3=6,69 en. (Hopma 1o 1,0 ex.).

Hawaro nedenme: MeTHIIIpeIHWU30JIOH (METH-
npen) 8 wmr/cyr, azatuonpuH (umypan) 50 mrx2
p/nenb. Uepe3 2 mecsla JICYCHHS CaMOYYBCTBHE
YIIYYIIWIOCh, OJHAKO OJIBIIIKA, MEPUOJAUYECKOE
KPOBOXapKaHbe M TOBBINICHHOE 00pa3oBaHUE KO-
POK B HOCY COXPaHSIIOTCSI.
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[IpuBeneHHBIN KIMHUYECKUM Cllydail yKa3bIBaeT
Ha PEAKYI0 BO3MOXHOCTb YCIIEIIHOW OepeMEeHHO-
CTH M POJIOB, M B KaKOK-TO Mepe OJaronpusTHOrO
WX BIIMSAHMS HA TEYEHUE IpaHylieMaro3a Berenepa.

Cny4yan ycHemHbIX OEpeMEHHOCTH M POAOB
B NEpUOJ peluuauBa rpaHyiemaro3a Berenepa —
OosblIas peaKOCTh, TO3TOMY MOJIOABIM KEHIIMHAM
HEOOXOMMO HACTOSITEIbHO PEKOMEHI0BATh INIaHU-
poBaTh OEPEMEHHOCTh B TEUYCHHUE MEPHOJIa PEMHUC-
CHH 3TOTO 3a00JIeBaHusI.

Benenue ciyuas rpanynemaro3a Berenepa Bo
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CTaBIsieT 3a00JIeBaHne HAa JaHHBIH MOMEHT. BriOop
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TpUMeECTpa OEPEMEHHOCTH M TSHKECTH 3a00JICBAHMUS.
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