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CHHIpOM  KOMIIpECCHMM  YPEBHOIO  CTBO-
ga (CKYC) — cpaBHUTENIBHO pacrpoCTpaHEeHHOe
3a00/1€BaHME MPEUMYLLIECTBEHHO Yy JIIOfIE MOJIOfI0-
ro BO3pacTa U MMEET CYIIECTBEHHOE KJIMHUYECKOe
3Havenne [S5]. B ocHoe CKYC nexuT HapylieHue
B3auMOOTHOWeHuil ypeBHoro ctBona (UC) u cpe-
AUHHON Ayroo6pas3Hont cBsizku auacparmel (COCH),
KOTOpasl C 3JIEMEHTaMH YPEBHOI'O CIIETEHUSI HEPEIKO
HaxopuTcst noBepx U nonepek YC, cpaBnusas ero, 1o
NpUYMHE HEOOBIYHO BBHICOKOTO Hayasa 3TOH apTepun
OT a0PThI WJIM Yallle — HU3KOT'O PACTIOIO>KEHMSI MOsIC-
HUYHON yacTu uacpparmbl, WK TOro u apyroro [1, 6].
Onmcanbl cemeitnble caydan CKYC [3, 6], coueTanue
€ro CO CKOJb3SILEH IpbDKell MULIEBOAHOTO OTBEp-
ctus npuacpparmel (CI'TIO[T) u pedatokc-330harutom
[3], ckaneHyc-cuUHIPOMOM, cuHApOMOM Kunb6epa
(C2K), nepBUYHBIM MPOJIANICOM MUTPAIBLHOTO KJlarna-
Ha (ITTIMK) [2], pecnupaTOpHbIMUA paccTpOMCTBAMU
u ipyrumu GonesHsmu [6].

Lenb paboTbl — COOOWIUTHL BIEPBbIE O JBYX
OOJIbHBIX, POAHBIX OpaThIX, Yy KaxKAoro ObUIO
5 cxopHbIX 3a06oneBaHuii: Tpu BpoxkaeHHbIx (CKYC,

CX, TIIIMK), HacnegyeMbIX MO ayTOCOMHO-JOMU-
HAHTHOMY THITy, OJ{HO NMOTEHLMAILHO BPOXKJEHHOE
(CI'TIOH) u 6ponxuanbHas actMa. iM 6buin BbINOJ-
HeHbl aekommnpeccusi ypeBHoro crteoja ([AYC) u
ynpormmkanms (PI1) no Hucceny.

1. BonbHoit B., 26 net, nporpaMMKCT, MOCTYNNN B KJIMHUKY
dakynbTeTckoil xupyprun 29.07.2014 r. ¢ xano6amu Ha Jiuc-
KOMOPT U HOMOLLYIO 60JIb B HAAYPEBHOM U NPaBOl NojipeGepHoi
obiacTi cpasy Iocie TpHeMa MUY €XKEeHEBHO B TeueHue
20 MuH, OorpaHMYeHHE KOJIMYEeCTBA OFHOKPATHO INPUHIMAEMOil
MUIIH, OTPBIKKY BO3AYXOM M M3XOTy B TOATIOXKEUHOH 00JIacTH
cpa3y mocne efjbl, OCOOEHHO TOocye Y>XKMHA U B HOUHOE BpeMs,
NPENMYLIECTBEHHO B FOPU30HTAILHOM TIOJIOXKEHNH, BbIHYK/IEH-
HYyIO TOJYCHSIUYIO MO3y BO BpEMsl CHa, OLIylIEeHWe ropevyd BO
pPTYy M KOMKa B ropiie, yCHJEHHOe ClltoHoTeueHne. OTmevaer
pefikie yMepeHHbIe NMPHCTYIbI 3aTPYHEHHOTO JbIXaHWsI, Cepy-
ebueHue, MHOTAa OCTPYIo 60J1b B 00JIaCTH cepyua mpu ObICTPOi
Xofb0e, OIyIIeHre MyIbCalii B MOATIOXKETHOH 00JIACTH MOcCTe
€fIbl, YacTble TOJOBOKPY>KEHUs NMpPHU TPUHSITAM BEPTUKAIBLHOTO
MOJIOXKEHUs, a Takyke OOMOpPOKM TpH ObICTpoi Xonbde u oere,
rOJIOBHYIO 0OJIb B 3aThUIOYHON 0O0JACTU M 3ajiHENl NOBEPXHO-
CTH LIeH, yXy/UIEHUe NMaMsTH ¥ BHUMaHUSI, HENEePEeHOCHMOCTb
AyLIHbIX TOMELIeHUil (Cpa3y TOJIOBOKPYXKEHME), Hocie obefa
BSIIOCTh, COHJIMBOCTD, MOBBIIIEHHOE MOTOOT/ENIEHNE, BBIPAXKEH-
HOE OHEMEHNE TANIbIIeB KUCTEH 1 CTOII, HOIOIIYIO 60JIb B 00JI1aCTH
BHYTpPEHHEI1 MOBEPXHOCTH KUCTEM, OOLIYIO CIa00CTh, CHIKEHNE
MEePEHOCUMOCTH YMCTBEHHBIX U (PU3MUYECKUX HArpy30K, MOXyJie-
HUe, oLlyLLeHue 390K0CTH. Alnepruyeckas OpoHXHaslbHas acTMa
¢ 3-JIeTHero BO3pacTa, BhISIBIIEHA CEHCUOMIM3AINSI HA OBITOBLIE
ApyTHe aJulepreHbl.
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Anamu3 xpoBu: 303. Jo0 9-11%, nmmyHornooyms E (IgE)
412 ME/ma (nopma 0,0-165,0 ME/mn). [ocnepuuit peuupus
acTMbl B anpesie 2014 r. B 2002 r. obuwmit 6unupyOouH KpoBU
60 MKMOJIB/J, TUNepOnIMpyOrHEMIsT HEOJHOKPATHO, IPUPOJIA ee
He ycraHoBiieHa. C 2010 r. B TeueHue 4 jeT 3an0pbl WK IIOHOCHI,
6e3 sIBHOI NpuuuHbL. [IBa rojja Ha3ajl MOSBUIKCH AUCKOMQOPT,
HOMoIasi 00Jb B HAYPEBHOW M MpaBoil mojpebepHoit obaacTu
nocje nmpremMa Nuiy 0 1-2 pa3 B HEAENIO, 3aTeM eKEeTHEBHO,
YIOMSIHYThIE HelipoBereTaTHBHLIE paccTpoiicTBa, uepe3 1 rop
OTPbIKKA, BbIPa’KEHHAs! U3XKora. 3a MocJefHUil roji CUMITOMBbI
cTany 6oJee BhIpasKeHHbIMU. B fieTcTBe yInG rojoBbl.

O6mmee coCTOSHHE YAOBIETBOPUTENBHOE. BposkueHHas
kuneo6pasHast jedopmauusi pebep OKOJIO TpyAUHbI CIIPaBa.
B o6nactu Kucteil n npeanneunii aTonnyeckas Ik3emMa B Teue-
HUe HeCKOJIbKUX JieT. Poct 182 cM, Macca Tema 53 Kr, MHIEKC
maccel Tena (MMT) 16 kr/m2. Ilynsc putMmuusbii, 68 ya/MuH,
Al 110/60 mm pr.ct. Tonsl cepaua uucThle. [IpIxaHue Be3UKY-
JISIPHOE, YMEPEHHO ocllabjeHo. BbipaskeHHast GOJIE3HEHHOCTH
IO, MEUEBUIHBIM OTPOCTKOM, 3/IeCh K€ CHCTOJUYECKUI HIyM.
[leyens u cenesenka He nanbnupytorcs. ['pynna kposu A (II),
Rh (+); uccnenoBanust Ha HBsAg u antu-HCV orpunaresns-
Hble; 3p. 4,86x10'%/1; remorno6un 153 r/m; 303. 11%; COD
5 mm/a; obmmit 6enok 79 r/m; MHO 1,1; 6unupy6uH oOupmit
69,8 MKMOJIB/JI; KOHBIOTUPOBAHHBII 8,4 MKMOJIb/J, HEKOHBIOTH-
posanHblii 61.4 mxmons/n; AJIT 19 E[l/n; ACT 20 E[l/n; amunasa
42 Ell/n; IgE 360 ME/ma. ITynscokcumerpust SpO, 98%. Pent-
TeHOTpaMMa TPYAHON KIETKH: TNPABOCTOPOHHSS JiechopMarust
pebep, opranbl 6e3 BuiMMbIX u3MeHenuii. DKI': cuHycoBbIil puT™,
HeroJiHasl GJI0Kafa MpaBOM HOXKKM MPEJICEPAHO-XKEYI0YKOBOrO
nyuka (I'mca). Dxo-KI: IIIMK, murpanbHas peryprutaums
I crenenn, noGaBouHast XOpAa TMOJOCTH JIEBOTO SKENy/l0vKa.
dpakumst BeIOpoca neBoro skemynouka (JI2K) 66% no Teiholz.
PacueTHoe cucTonmueckoe aBieHue B jerouHoi aprepuu (JIA)
21 MM pT.cT. YnbTpa3ByKOBOE JYIUIEKCHOE CKaHMPOBaHUE
(Y3C): reMoiuHaMIUeCKH 3HAUUMbIN KOMIIPECCUOHHBIN CTEHO3
uypesHoro ctBojia (KCYUC) Bo Bcex dazax jpixanusi (mabauya;
puc. 1, a).

MynbTrcnupanbHasi KOMIbIOTEpHAss ToMorpaduueckast
anruorpacpus (MCKT-auruorpacust) (puc. 1, 6): UC uzornyt
S-06pa3Ho, oTXoauT OT aopThl Ha 15 MM Bbitie CIC/L, nexarei
Ha ypoBHe HIKHeil Tpetu L) oy octpeiM yriiom. Ha Beitoxe ana-
metp yctbst UC 5 MM, B mecTe m3ruba 1 mm 1 ke 9 mm. Ha Brioxe
u3rué u creno3 YC Menblien creneHu. ['acTpopyoneHanbHas
aprepusi mamerpom 3 MM. Kucra neBoil mouku auameTpom
23 mm. KomniekcHoe (hyHKIMOHAIBHOE MCCIIE/IOBAHUE BHEILIHETO
nbixanus (KPUBJI): o6cTpyKTUBHBI BapUaHT U3MEHEHUIT MeXa-
HUKU [IbIXaHUSI C IOKa3aTesIsIMU IPOXOAUMOCTU JbIXaTeJbHbIX
MyTell Ha HUXKHEH TPaHULe HOPMbI, YMEPEHHas! TUIepUHIISIs
JIeTKuX, OpOHXOCMasM. YJbTPa3ByKOBOE HCCIENOBaHUE (DYHK-
LMOHAILHON akTuBHOCTU Jadpparmbl (Y3U PAJl): cHKeHa
COKpAaTHUTEJIbHAsl AKTUBHOCTb MBIIEYHON YacTU AuadparMbl pu
CIMOKOIHOM M (DOPCUPOBAHHOM fIbIXaHMU. BupeoGpoHxockonus
(BBC): mu3meHeHuil He BbIsIBICHO. Bupieoazodaroractpopyone-
Hockonust (DPIAC): Z-nuuus nuieBopa B 40 cM OT pe3LoB,
NOBEPXHOCTHBIN aHTPAJIbHBIN peditokc-racTput. Bugeopenrre-
Horpadus (PT') xxenynouno-kumeusoro Tpakra (2KKT) 6apueoit
B3BECBHIO: CKIIAJIKM CIM3UCTOI 000OUKH JKeTyAKa BBIIIIE YPOBHS
pauacdparMbl He MEHee 4eM Ha 2 CM, OH yBeJIMYeH B pa3Mepax,
NEepUCTANIbTUKA Bsiasi, 3BaKyalus KOHTPACTHOIO BelLECTBa
3aMef|JieHa B HeM 1 B IBEHAALATUIIEPCTHON KHIIIKE, FACTPOJLYOfie-
Homapes, naccaxk 6apueBoil B3BECU B TOHKOW M TOJICTON KUILIKE
He HapyuweH. Knmnuueckuit auarHo3: CKYC, xkappuanbHas
CITIO, pedmtokc-a3ocarut, runepoumupy6ounemus, [IIIMK,

BPOXKJIEHHAsT TPABOCTOPOHHSS KuileoOpasHast AedopMaiys

OcHoBHble nokasaTtenu Y34C YC u BBA
00 1 rnocJie onepauum

Mokasatenu e B5A
1 | 2 | 3 4
KnnHnyeckoe HabnogeHne 1
OunameTp ycTbA, MM:
no 1,9 2,7 4.1 6
nocne 57 6,4 6,4 6,1
OunameTp cTBONA, MM:
no - 8,2 - 6
nocne - 6,7 - 6,1
CTeneHb cTeH03a,%:
no 69,4 | 57,1 | 37,5 -
nocne 0 0 0 -
MNCCK, m/c:
no 3,3 2 1,6 1,3
nocne 1,8 1,5 1,2 1,3
Cuctonuueckuin rpaguneHt ALl
MM pT. CT.:
no 446 | 16,7 | 10,2 -
nocne 13,3 9 5,6 -
MCCK YC/MCCK BA:
o 3,1 1,9 1,5 -
nocne 1,4 1,2 0,9 -
KnnHnyeckoe HabnogeHne 2
[nameTp ycTbA, MM:
no 2 2,4 3,6 4,3
nocne 5,1 55 55 5,1
[vameTp cTBONA, MM:
no - 71 - 4,3
nocne - 55 - 4,8
CreneHb CTEHO3a, %:
no 67,8 | 61,9 | 43,7 -
nocne 0 0 0 -
MCCK, m/c:
no 3,1 2,5 2 1,7
nocne 1,4 1,1 1,1 1,1
Cuctonunyeckuin rpagunenHt ALl
MM pT. CT.:
no 38,7 | 24,7 | 159 -
nocne 7,5 4,7 4,7 -
MCCK YC/MCCK BA:
no 2,2 1,8 1,4 -
nocne 1,2 1 1 -

MpumMmeyaHne. 1 — MakcumanbHbIA BbIOOX; 2, 4 — CMNOKOMHOE Apblxa-
Hue; 3 — makcumanbHbii Boox; MCCK — nukoBaA cucTonmyeckaA CKo-
pocTb kKpoBoTOKa; BA — 6ptowHan aopTa; Al — apTepuanbHoe faBneHune;
BBA — BepxHAA 6pbbkeeyHan apTepus.
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pebep, OpoHXMAJIbHAsI acTMa alllepruyeckasi, Jerkoil CTeneHu,
pemuccisi, aTONMMYECKUIl ISPMATHUT, KUCTA MPABOM MOYKH.

Onepauusi: JYC u PII no Hucceny (11.08.2014 r.)
(mpocp. A.M.UrHaioB): KpaeBasi MHIM3MOHHAsI OUOTICUs JIEBOW
momu medyeHu. JloCcTynmoMm dYepe3 Mallblil CAlbHUK OblLla Mpo-
um3BefeHa [JUC no aopThl mMyTeM pacceueHus! CAaBIMBABLLEH
ero Heipogubpo3Hoil TKaHu ypeBHoro cmierenusi, COCH u
YaCTUYHO BHYTPEHHUX HOXKEK AuaparMbl, OUONCHUSI OHOM
u3 HuxX. [lumeBoiHOe OTBepcTHe AMadparMbl YMEpPEHHO pac-
IMPEHO, MHIIECBOTHO-3KETYI0UHOE COCIMHEHNE W KapIUaIbHBII
OTJIeN 3KeNyKa HaXOWINCh BhIIIEe TIepeHero Kpasi auaparmbl
He MeHee YeM Ha 2 cM 6e3 IpbDKEBOrO MeIKa, B 3TOM MecCTe
BBINOJIHEHA Guoncust mmdartuydeckoro ysna. [locne HusBeneHus
a0IOMMHAIILHOM YacTH MULIEBO/IA X MOOMIM3ALMK (PYHIATBHOTO
oTaena xenyaka Obuin npousseneHsl PIT no Hucceny (360°)
Ha MPOTSKEHWN 2 CM C BKIIIOYEHHEM B MAHXKETy Oy KTarOIInX
HepBOB U Kpypopadusi. [laTorucrosornyeckoe 3akJHOUCHHUE:
NeyeHb — 3EpHUCTast JUCTPO(US TeNaTOLUTOB, MbIIICUYHbIE
BOJIOKHA JiMa(parMbl C BbIPAXKEHHBIMU TPOSIBICHUSIMU OEJIKOBOI
aucTpodun, B TMMMATUIECKOM y37e — aTpodusi, CKIEpO3 CTPO-
MBI, JIMIOMATO3, OTJIOXKEHUE YEPHOTO MUTMEHTa (Yrouib).

IMocne omepauyy 3amMeTHOE YJIy4lIEHHE COCTOSIHHS GOlb-
HOTo HacTynuio 4epe3 2 Mmec. Uepe3 8 Mec mcuesnu mpeskHUe
KIIMHIYECKHE CUMIITOMbI, BOCCTAHOBUJIACH PAbOTOCTIOCOGHOCTb.
Mo pmamabiv Y3OC (cM. Tabmuimy; puc. 1, 6) HOopManu3aums
ocHoBHBIX nokazareneil B YC u BBA, [ICCK — 1,8 m/c; MCKT-
anruorpacus (cMm. puc. 1, T) — yMepeHHbIl S-00pa3Hblil U3rH0
YC, iuameTp ycTbst 6,5 MM 1 cTBOJIa — 6,5 MM Ha BIIOXE U BbIJIOXE.
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Puc. 1. Ixoepammol u cnekmpoepammol
(Ha 8bl00Xe) UpesHo20 cMeoad,
MCKT-anzuozpammot 60oavrozo B., 26 aem,
CO CMEHO30M UPEBHO0 CMEOAA
(obwscHeHue 8 mexcme).

a — IX02paMMa U CNEKMPOPAMMA YPEBHO20 CMBOAA
00 onepayuu (cmeHo3 ypesrnoz0 cmeoaa 6oaee 50%,
TICCK 6 upesrnom cmeoae 3,3 m/c); 6 — mo xe
uepes 8 mec nocae onepayui (HOpMAALHAL NPOXOOUMOCTD
upesnozo cmeoaa, [ICCK 6 upesrom cmeoae — 1,8 m/c);
6 — MCKT-aneuoepamma oprownoii aopmot (1),
upesno20 cmeoaa (2) u eepxuelt Opuviiceeunol apmepuu
(3) 00 onepayuu; 2 — mo xe nocae onepayuu 4epe3 8 mec
(HOpMAALHAS NPOXOOUMOCb UPEBHO20 CMBOAA)

K®UBJ: paccTpoiicTB jbIxaHusi HeT. BpoHxocnasm He BblsiB-
jgeH. Y3U ®A]l — ¢dyHKUMOHANbHAS aKTUBHOCTH MbILIEYHOMN
yacTu uagparMbl YBEIMUYMIACh TPH CIOKOMHOM M (hOPCUpO-
BaHHOM JibIxaHnu. Hopmamuzanus peixanus. DPITIC: numesop
CBOOOJIHO TMPOXOJUM, CJIM3UCTAsi 000JOUKa ero 0e3 BHUIMMBbIX
M3MEHEHWI1, HUYKHUI NMUILEBOJIHBIN C(OUHKTEP CMBIKAETCS MOJTHO-
CTBIO, KENyI0K OOBIYHOW (POPMBI U Pa3MEPOB, MEPUCTATBTUKA
NPOCNEKUBACTCS, ONpeessieTcs (PyHAONIMKALMOHHAS MaHXKe-
Ta, MOBEPXHOCTHbII aHTpasbHbli pedmtokc-ractput. PI' 2KKT:
CI'TIO[ He oOHapy>KMBaeTCsl, TUTIOMOTOPHASI TUCKMHE3UST KETy/I-
Ka W JBEHA[UATUICPCTHON KHMLIKM MEHbLUIE, YeM JI0 ONEepaLyH.
AHanu3bl KpoBu nocne onepauuu: 1) Ha 3-ii JeHb: OUIMpyOuH
obmmin 19,8 mMrmonw/n, AJIT 19 E[l/n, ACT 244 E[l/n, amu-
na3a B kposu 31,5 E[l/nm; 2) yepe3 7 mec: GUaMpyOuH OOLMit
36,8 MKMOJIb/JT; KOHBIOTUPOBAHHBI — 5,7 MKMOJIb/JI, HEKOH'BIO-
rupoBaHHblii — 31,1 MkMounb/m; 3) yepe3 8 mec: ap. 4,5x10'%/m;
remornooud 147 r/m, 203. 104%, COD 5 mMM/4; oOumii 6eI0K
80 r/m; Ounupy6uH oOwwmii 65,7 MKMOJbB/T; KOHBIOIMPOBAH-
HbIA 5,9 MKMOUIB/JT; HEKOHBIOTUPOBaHHbIN 59,8 Mmoub/n, AJIT
20 E[l/n, ACT 22 E[l/n; amunasa B kposu 43 EJ1/7.

2. BonbHoit B., 18 ner, cTyjeHT, mOCTynus B KIWHU-
Ky 29.07.2014 r. ¢ xanoGamy Ha OILIYLLIECHUE TSKECTH,
MOJIHOTHI U YMEPEHHYIO HOIOLIYI0 OO0JIb NMPEeUMYILIECTBEHHO B
HaIYpEBHON 00J1aCTU NPOAOLKUTENBHOCTBIO 10 30 MMH MOYTH
€3KEeJTHEBHO cpa3y MocJjie MpueMa MUY U (pU3MIecKoil Harpys-
k. MHOrga OoTMeuaeT HEe3HAUMTENbHYIO HENpOIOIKUTENBbHYIO
OfIbILIKY, 3aTPYJHEHHbIH BAOX W BbIOX, KOJoLMe 6oiau B
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nosipeGepbsix Mpu ObICTpoil XofLOe, 6ere U Ha XOJIOfie, KpaTKo-
BPEMEHHOE CeppledueHre Mpu MCUXO3MOLMOHATILHOM CTpecce,
OLLYILIEHUE MYJIbCAMU B >KMBOTE Mociie efbl He Oojiee 1 pasa
B HEJIEJI0, OJIHOKPAaTHO yMepeHHyIo 00Jb B 00iacTu cepama 3a
2 Mec, TONOBHYIO 6OJb MPH MEpPeyTOMIIEHNN, TOJOBOKPY KEHIe
TNpU Nepexojie B BEPTUKAJIbHOE MOJIOXKEHUe, Nociie pueMa MULLU
COHJIMBOCTD, CYIIECTBEHHOE YXYAIICHNE NMaMsITH ¥ BHUMAaHUS,
MOTEMHEHNE B TIlla3aX, HEMNEepPeHOCHMOCTb JYIIHBIX MOMellle-
HUI, CHUXKEHUE TOJIEPAHTHOCTU K YMCTBEHHbIM U (pU3MYECKUM
HarpysKkam, ObICTPYIO yTOMIISIEMOCTD, OOIIYIO CIa60CTh, 0COOEH-
HO K KOHILy JIHSI, YTO 3aTPyAHSJIO yueOy, ollyIieHne 350K0CTH,
CHUXEHMe Macchl Tesa. [Ipuctynsl yaylibst Obld ¢ 3-J1€THEro
BO3pacTa (TPaKTOBAIMCH KaK OPOHXMAJIbHASI aCTMa), C 7 JIeT OHU
cTam 6olnee TSKENIbIMH, JUTNTEILHOCTBIO 15-20 MuH 10 2 pa3 B
HEJIeJI0, HACTYNAJIO 3aTPy/JHEHUE BAOXa U BblIOXa (BO3HUKAJIM B
CBSI3M C MPOCTY/OH, KOHTaKTe C ObITOBBIMU aJlIepreHamMu U Ipu
¢usnueckoit Harpyske), ¢ 13-neTHero BospacTa JbIXaTelbHbIE
PacCTPONCTBA CaMOMNPOM3BOJILHO CTAIM MEHEE BbIPA>KEHHbIMH,
HemTeNbHbIMU (10 1 pasza B 3 Mec u pexe), MOCAeHUI SMU30]1
B ¢pespanie 2014 r. B mpouioM puHOCHHYyCONaTHsl, Ca3M akKo-
mopiaumu. C 2012 r. nosiBunach o6iast caadbocTb, YNOMSIHYThbIC
HellpOBereTaTUBHbIE PACCTPOICTBA, UCKOM(MOPT U Hepuoanye-
CKU yMepeHHast 60J1b B HaTupeBHON obnactu. B okTs6pe 2013 r.
nocje NpucTyna ocTpoil 60/u B KMBOTE AUCKOM(OPT M HOO-
masi 60Jb B HA[UPEBHOI OOJACTH CTaNM NPSIMO CBSI3aHHBIMU C
KOJIMYECTBOM OJIHOKPATHO MPMHUMAEMOH MUIIN 1 (PU3UIECKIMU
Harpy3kamu. Haromak uyyBcTBOBan ceGst syuie. B okTsiope
2013 r. 6b11 BeIsiBIEH KCUC.

O61uee cocTosiHue yaoBieTsoputenbHoe. Poct 182 cMm, Mmacca
tena 59 xr, UMT 17,8 kr/m2. Ilynbc putmuuHbli 74 yn/muH,
AJl 115/65 mm pr.ct. Tonbl cepaua uuctble. [IpIxaHue Be3UKY-
TSIPHOE, He3HAUNTENBLHO OCJIa6IIeHO, XPUTIOB HeT. Boie3HeHHOCTD
MO/l MEYEBU/IHBIM OTPOCTKOM, 3[IeCh K€ CHCTOJIMYECKUI LIYM.
[leyenb u cenesenka He nanbnupytorcs. ['pynma kposu 0 (1),
Rh (+); HbsAg u antu-HCV He oGHapy:keHbl; ap. 4,82x10'%/1,
remorjioonn 152 r/m; 203. 11%, COD 4 mm/4; obmmil 6e10K
69 r/n; MHO 1,1; 6unupy6un o6umit 29,9 MKMOJIB/JT; KOHBIOTH-
PpOBaHHbII 5,7 MKMOJIb/J, HEKOHBIOTUPOBAHHbIN 24,2 MKMOJIb/1I,
AJIT 10 E/n; ACT 18 Ell/n; ammnaza B kposu 48 E[l/m;
IgE 360 ME/wmu; SpO, 98%. [1pu penrrenorpacuu: opraubl rpyji-
HO1 KJIeTKM 0e3 BUUMbIX u3MeHenuit. KI' — cuHycoBbIil puTM™,
HEeroJsiHas GJI0Kafa MpaBOM HOXKKH MPEICEPAHO-XKENYI0UYKOBOrO
nyuka. 9xo-KI': [ITIMK ¢ MukcoMaTo3HOI1 iereHepauueii 1 Tpu-

KYCTIMJJATILHOTO KJIalaHa, KPaTKOBPEMEHHBIN TOK MUTPAJILHON 1
TPUKyCNUAAIBLHON peryprutauuu [ crenenun. ®pakuust BbIOpoca
JI2K 68% mno Teiholz. PacuetHoe cuctonuueckoe faBienue B JIA
21 mm pr.cr. Y3C: remopunamuyecku 3Haunmblit KCHC Bo
BceX (pazax JpIxaHus (cM. Tabauuy; puc. 2, a).

MCKT-anruorpacust: yerbe YC Ha 10 mm Bbiie CIIC, pac-
nojaralolieics Ha ypoBHe CpefiHeli TpeTu Tena L, ero quamerp
6,5 MM 1 cTBOma 7 MM He3aBUCHMO OT (pasbl AbixaHusi. Hesna-
yntenbHblil KCYUC. Opranbl OprolIHOi MOJOCTH 6€3 BUAMMBIX
mMeHennii. BBC: m3menennii He BoisiBieHo. KM®B/I: merkoit
CTeneHn OOCTPYKTUBHbIE HAPYILEHWsS, yMEPEHHAs! TUIepUuHIIs-
1ysl JIerKuX, HEe3HAUUTENIbHOE CHUXKEHME CUIIbI JIbIXaTeJIbHOM
MyCKyJaTypbl Bjoxa. bpoHxocnma3sm He Obln BbisiBieH. Y3U
DAJI: cHUXKEHA COKPATUTENIbHASI AKTUBHOCTb MBILLIEYHON YacTH
macdparmbl. BuneodPI'TIC: Z-nunus nuiiesoa B 40 cM ot pes-
LIOB; MOBEPXHOCTHBIN aHTpanbHbIi peditokc-ractput. PI" KKT:
CKJI[IKV CITU3KUCTOH 0G0IOYKY JKeITy/ika BbIIIe YPOBHS Aracpar-
Mbl HE MEHEe YeM Ha 2 CM, OH YMEPEHHO YBEJIMYEH B pa3Mmepax,
MepUCTAIbTHKA BsUTasl, 9BAKyalysi KOHTPACTHOTO BEILECTBA B
HEM U JIBeHA/IATUIEPCTHON KHUIIKE 3aMeiieHa, TacTPOyOfieHO-
napes, naccaxk 6apueBoi B3BECH B TOHKOI U TOJICTOM KHUILIKE He
HapyuieH. Knunanueckuii quarnos: CKUC, kappuanshas CITION,
pedmrokc-330dparut. 'mnepounmpyounemust, I[NIIMK ¢ mukco-
MaTO3HOI JiereHepalureil ¥ NpoJarnc TPUKYCHUIAIBHOIO KilanaHa,
OpOHXMAJIbHASI aCTMa AJIepruyuecKasl, Jerkoil CTeNeHN, PeMHUC-
cus.

Onepauus (12.08.2014 r.) (npocp. A.M.Hrnamos) — QUC
u PI1 no Hucceny, 6uorncust neBoii Joau NMevyeHn U HOXKKH Jina-
¢parmbl. Beuia BeisiBiena kappauansHas CITIO] 6e3 rpbizkeBoro
Mellka. BeinosHeHo HU3BeeHne aGIOMUHAIBHOM YaCTH MUILEBO-
1a, MoOMIM3anyst (PyHABHOI YacTh SKeJyjika ¢ TepecevyeHneM
Tpex ero Kopotkux aprepuit, PI1 mo Hucceny (360 °) ¢ Bkito-
yeHneM B My(Ty Omykparommx HepBoB. IlaTorucronornueckoe
3aKIIFOYEHNE: yMEpeHHasl 3epHUCTasi JUCTPO(USI IenaToLUTOB,
B MBIIIEYHBIX BOJIOKHAX AMaparMbl — GEIKOBast AUCTPODUSI.

Yepes 3 Hep mocie onepauuu OGONBHOM OTMETHIT MCUE3HO-
BEHVE TPEKHNX KIMHUYECKUX TposiBieHuil. [lamsTh, BHIMaHue
1 paboTOCHOCOOHOCTh BOCCTAHOBHJIMCH. [IbIXaHWE CTajo CBO-
6oaHbIM 6€3 3MU30[10B ero yxyaueHusi. Yepes 7 nHeit u 3arem
6 mec nocse onepauuu 1o AaHHbM Y 3J1C HOpManu3oBaluch
ocHoBHble Tokazatean B YC u BBA (cm. Tabauuy; puc. 2, 0).
KHW®B]I: HopManm3auysi NapaMeTpoB [bIXaHusi, OPOHXOCHa3M
He oOHapyxuBaercs. Y3U DAJl. Yepes 8 Mec yiyuuieHue

Puc. 2. 9xoepammbr u cnekmpoepammvt (Ha 6blooxe) 60abHo20 B., 18 aem, co cmenosom upesnozo cmeoaa (1).

a — 0o onepayuu (cmeno3 upesrnoz0o cmeoaa 6oaee 50%, [ICCK 3,1 m/c); 6 — mo xe nocae onepayuu uepe3 8 mec

(HopMmaabras npoxooumocmo upesroz20 cmeoad, [ICCK 6 upesrom cmeoae 1,4 m/c)
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(pYHKIMOHAILHON aKTMBHOCTHM MBILLEYHON 4YacTH Juagparmbl.
PI" KKT: uepe3 3 mec CI'TIO/] He BbIsIBASIETCSI, TUIIOMOTOPHAS
AVCKMHE3USI >KeJIyAKa W JBEHAANATUNEPCTHON KUIIKNA MEHb-
ure, yem 1o onepauuu. Ilocne onepauum: Ha 3-i JleHb OOLMIT
6umpy6oun 20 MKMoIb/I, yepe3 6 mec — 22,3 MMOJIb/I, yepes
10 Mec — OunupyOuH oOwwmit 18,5 MKMOJIL/J, KOHBIOTMPOBAH-
HbIII — 3,7 MKMOJIb/T, HEKOHBIOTUPOBAHHbBIT — 14,8 MKMOJIB/II.
JIpyrue nokasaTeny aHal3a KPOBU B HOPMe.

B cBsi3u ¢ rumepOunupyOuHeMueil y OMUCAHHBIX O0JIb-
HbIX MOC/Ie onepauud M UX 5 POACTBEHHUKOB IPOU3BEJCHA
MOJIeKyJIsIpHO-TeHeTnueckast puarHoctnka C2XK. Y mepsoro
6omnbHOro mytamusi reHa UGT1A1 BbIsiBIeHa B TOMO3UTOTHOM
COCTOSIHMM M Y BTOPOrO — B reTepo3uroTHoM coctosiuuu (HMJT
BUSPM um. A.M.Huxudoposa MUC Poccuu, 27.08.2014 r.),
ycTaHOBJIeH reHeruyeckuil puarso3 C2XK. Y orua OpaTbeB
obHapyxkena myTtauusi reHa UGT1A1 B reTepo3UroTHOM COCTO-
sHun  (mabopatopusi  «buoJlunk», r. Ycrhb-KameHHOropck,
24.02.2015 r.), y matepu mytauusi reHa UGT1A]1 BbisiBiieHa B
reTepO3UrOTHOM COCTOSIHUU (J1aboparopus «Xeauke», r. [lensa,
31.01.2015 r.). ¥Y pmepymku OpaTheB MO MATEPUHCKON JIMHUU
myTauusi reHa UGT1A1 B roMO3UrOTHOM COCTOSHHUM. Y 3THX
TpeX POACTBEHHUKOB IOCTaBleH reHeThdeckuii auarHo3 C2K.
Y 6abyliek OpaTbeB [0 MATEPUHCKOH M OTLOBCKOW JMHUU IO
MCCNEIOBAHHOMY T€HEeTHIECKOMY MAapKEpy KIMHMIECKH 3HA4U-
MOrO FeHOTHIIA HE BBISIBJIEHO. Y BCEX OOCIIE[IOBAHHBIX 5 UNEHOB
CeMbU cofiep>KaHue OUIMpyOuHa B KPOBU U ero (ppakuuil 61710 B
HOpMe. Y MaTepu 000UX OpaTheB UMeJlach OPOHXUAJIbHASL aCTMa
aNnyepruyeckas, B TeUeHne MOCIeHNX 5 JIeT CTOMKash PeMUCCHSL.
Y oTua nepruonuecKn OTMEYalliCh yMepeHHasi 60/1b B XKUBOTE B
Te4YeHUe 7 JIeT, YTO CBSA3bIBAIOT C AUCKUHE3UEN JKeTYeBbIBOMISLLINX
nyTei. Y MaTepu OTUa B NPOLIOM XPOHUYECKUIA KaJIbKYJIe3HbII
XONEIUCTUT U XOJELUCTIKTOMMUS, S13Ba SKEITyAKA, PEMUCCHSI.

Kaunuueckoe TteueHue 3aboJieBaHUil y 060UX
OOJILHBIX XapaKTePU30BAIOCh CHayala ajepruye-
CKOIl OpOHXMAJILHOW aCTMOW, JUArHOCTUPOBAHHOMN
y UX MaTepu. 3aTeM OKOJIO 2 JIeT Ha3ajl MOSIBUJINCH
pa3HOOOpa3HblE CHMIITOMBI, B OCHOBHOM MNPUCYILIVE
CKYC. Mcuye3HoBEHNE pecUpaTOPHbIX pacCTPOICTB
i cHikeHne ux Tskectn mocie JAUC wm PII
no HucceHy noka3biBaeT BEpPOSTHYIO B3aMMOCBSI3b
atux Hapyuwenunii ¢ CKYUYC wu Bozmoxkno CITIO[]
u pedarokc-a3ocparutom. OnpeneneHue NpPUYMAH
pPECIMPATOPHBIX PACCTPOWCTB, TaK Ha3bIBAEMOIO
«pecnmpaTopHoro 60Ka», y 60mbpHbIXx ¢ CKYC npepi-
CTaBjIsIeT 3HAuYUTeJIbHbIE cjiokHocTu [4, 6]. Ilo
nanabiM MCKT-anruorpacgum, y Toro m Apyroro
naguenTa yctbe UC okazanock Beiwe CICH noutu
Ha 15 u 10 mm cootBetcTBeHHO, KCYUC y BTOpO-
ro — He yOEWTENbHBINA, OH ObUT IOKA3aH TOJILKO
npu Y3JIC u Bo Bpems JUC. IlofoGHas cutyaums
HaOJrof1aslach IpyruMU aBTopamMu y 2 u3 8 onepupo-
BaHHbBIX 00JIbHBIX ¢ CKYC [7].

CITIO]l, cpaBHMUTENBHO pEAKO BCTpeYaeT-
Ccs B MOJIOIOM BO3pacTe€ M paccMaTpuBacTCs Kak
NOTEHUUANbHO BPOX/EHHas XuaTajbHas TpbLka
BCJIE/ICTBUE WCXO[HO WCTOHYEHHON U cJjabom
MUILEBOHO-IMA(parMabHON CBSI3KM WJIM  pacllu-
PEHHOro MUUIEBOJHOIO OTBepcTUsl auacparmbl [8].
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Y Hawmx GOJIbHBIX PEHTI€HOJOIMYECK! 1 MHTpaore-
pauroHHO ObuTa BeIsiBIeHa KapauanbHas CI'TIO/] 6e3
I'PbIKEBOrO MEILIKA, ITIMHA MULLEBO/A OblTa OOBIYHOM.
[TonaraeM, 4To y HUX MMeJach aHATOMUYECKasl aHO-
Majusl B3aMMOOTHOILEHMI aOlOMHUHAJILHOM YacTH
NUIIEBOfla M JKeNyjKa, OKa3aBIUMXCSl B CPEoCTe-
HUM, U TOSCHUYHOWM YacTu uadparmbl B CBSI3U C
HU3KUM PpACIIOJIOXKEHUEM TMOCIeHEeN, KaK W TIpH
KCYC. Bo3moxkHOe CHIDKEHWE aHTHPEQIFOKCHON
KOMIPECCUOHHO-KJIAMAaHHON  3alUThl NHILEBOAA
B cBs3u co CITIOJ] mcxogHO M racTponape3om
no mnpuunHe cpasiaeHnss YC, BeposTHO, NMpUBENN
K BO3HMKHOBEHHMIO peduitokc-330aruta y 060ux
6onbHbIX. [logTBEpXKaeHEM 3TOMY SIBJSIFOTCS KJIU-
HUYECKKME CUMNTOMbI — 0O0JIb B HQ/IYPEBHOI 00J1aCTH,
pecnupaTopHble HApYLICHWsS] W elle BbIpasKeHHast
M3XKora y oHoro u3 Hux [9]. BBugy yacTuaHoro pac-
CeueHMs] BHYTPEHHMX HOXEK AuaparMbl BO BpeMs
JUC u ocnabneHuss ux (PyHKUUU C BEPOSTHBIM
ycuneHueM peduiiokc-330(aruta U pecnupaTopHbIX
paccrpoiicts, PII no Hucceny Oblna BbINOJIHEHA Y
0060uX OOJNIBHBIX, YTOObI NPEAYNPEAUTb 3T SIBJICHUS
nocJie onepayu [12].

Y 5 ujeHOB 3TOM CEeMbU B TPEX MOKOJEHUSIX C
MOMOIBIO TEHETUYECKOrO TecTa ObI IMarHoCTUPO-
BaH CXK. M3BecTHO, 4TO MyTauusi B MPOMOTOPHOM
obmactu rena UGT1A1 xapakrepusyeTcsi yBennye-
Huem koauudectBa (TA)-nmoBropoB. O6s3aTenbHOE
ycnoBue niist BosHukHoBeHust CXK sBnsiercst 7 (TA)-
NOBTOPOB B T'OMO3MIOTHOM WM T€TEPO3UTOTHOM
COCTOSIHMM. Y TOMO3UTOTHBIX HOCHUTEJIe MyTauyu
atoro reHa C2K oTnmuaercs 6os1ee BICOKUM YPOBHEM
HEKOHBIOTMPOBAHHOTO OMJIMPYOWHA, Y IeTepO3UroT-
HBIX HOCHTeNeil — npeobiajaeT nateHTHast opmal.
Y nepBoro O6OJILHOIO, FOMO3UTOTHOIO HOCHTEIS,
yepes 8 Mec runepouanpyouHeMusi oKa3anach MoyYTu
Ha MCXOJHOM YpOBHE. Y BTOpOro, reTepO3HUroT-
HOro, — cpady mnocjie onepauuud u yepe3d 10 mec
nocJse Hee cofiep>KaHne HEKOHBIOTMPOBAHHOTO OUJIU-
pyOMHa, paHee He3HAYMTEILHO MOBBIIIEHHOTO, CTAJIO
HOPMaJIbHbIM. XHUPYprudeckoe JieueHue OOJIbHBIX C
CKYC c pa3nnyHbIMU KIMHUYECKUMU MTPOSIBJICHUSMUA
JYC n ®I1 no Hucceny no3Bonmian BOCCTaHOBUTH
aHATOMUYECKHEe W TeMOJMHAMUYECKHEe MOoKa3aTesu
B UC m BBA, ycrpanurs CITIO]l ¢ xopoummm
KIMHA4YecKUM pe3yabraTtoM. Cunrtaem, uto CXK un
[IIIMK He umenu cylmieCTBEHHOrO 3HAUEHUsI B POUC-
XOKJIEHUH psifia CXOIHBIX CUMITTOMOB, KaK IMOJIararor,
CBOWICTBEHHBIX y 3THUX OOJIbHBIX, @ TOYHEE CBSI3aHbI
¢ CKYC. B pazsutun CKYUC wumemuueckuit ak-
TOp B CBsi3M ¢ cyxkeHneM UC u HefporeHHbId u3-3a
UPPUTALUU CTPYKTYP YPEBHOTO CIIJIETEHUS SBISIOTCS

! Makaposa U.A. Cemeiinast xonemus // a3, poc. Bpaua. Meji. BectH. 13 anpensi
2015 r. Ne 10-11 (695-696). C. 15.
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CvIHOPOM KOMMPECCUM YPEBHOTO CTBOMA

ocHoBHbIMU [1, 10]. UpeBHOe crjieTeHue, HEPBHbIC
CTPYKTYpBI Aracparmsl, cepila, OpOHXOB, BEPXHETO
OT/eJla MUILEBAPUTENBHOIO TPAKTA WMEIOT TECHBIE
CBSI3U MEXKJly COOOM, YTO MO3BOJISIET OOBICHUTDL pa3-
HOOOpasue kauHuyeckux mnposisnenuit npu CKYC,
pedmokc-330¢harnte, XuaTaabHON TphiKe Anacpar-
MBI, BKJIFOYasl HEpoBereTaTUBHbIE, UUPKYJISITOPHBIE,
pecMpaTopHbIE W IUCTIENICUYECKUE, KOTOPBbIE MOTYT
HACJIAaMBATbCS U CO3/IaBaTh TPYAHOCTHU B IMAarHOCTUKE
W JIEYeHNM TaKuxX OOJILHBIX [2, 9, 11].
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