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HapKO30M BHITIOJTHEHA HIDKHECPETUHHAS JTaapoTo-
mus. PeBusus opranoB OprourHoit monoctu. Kymon
CIIENON KMILKHU PAacCIMOJIOKEH BBICOKO B IMOANEYE-
HOYHOM INpOCTpaHCTBe. YepBeoOpasHbI OTPOCTOK
PacIoNOKeH PEeTPOLEKATbHO, BU3YaIU3UPYIOTCS
TOJIBKO OCHOBaHWE M Telo. Bepxymka orpocTka
YXOIUT B 3a0promMHHOE mpocTpaHcTBo. OTpoc-
TOK JUIMHOM OKOJO 7 cM, TonuuHoi 11 mMm, cocy-
Ibl MHBEIHMPOBAHBI, CTEHKH YMEPEHHO OTEYHBIE.
[ockonbky BepxXymIka OTPOCTKa HE BBIBOJUTCS B
OpIONIHYIO TIOJIOCTh, IIPOM3BENEHO IepecedeHne
OTPOCTKA y OCHOBAaHHWS, KYyJIbTSI HOTPYXKEHa B KH-
ceT (peTporpaiHasi anmeHIdKTOMHs). bpeikeiika
oTpocTka mnepeceueHa ammapatom «Liga Surex.
VYcTaHOBIIEHO, YTO BEpXyIIKa OTPOCTKA YXOAMT 3a
IIpeessl MaprueTaabHOH OPIOMINHEI B MEXMBIIIEY-
HEI1 1eheKT OKPYTII0it GOopMBI (TOSCHUIHAS TPhIKa
TpeyronbHuka [Ity; puc. 3).

[TyTéMm pacmnpenus aedexra 1 ¢ IpuMeHEHHEM
YCWJIHSI OTPOCTOK BBIBEJICH B OPIOIIHYIO MOJOCTb.
Bepxymnrka oTpocTka 4acTHYHO aTpodupoBaHa —
HCXO[ NECTPYKTHBHOTO BOCHAJICHUS (puc. 4).

JedexT B MpImmax pazmepom 1,5 cM B tuameTpe.
Ha nne nedexra nanpnupyercs KpbUIO MOAB3AOLIHON
KocTH. JleheKT yImuT qByMst y3/IOBBIMH LIIBAMHL.

IlocneonepanuoHHbIl auar€o3: «XpoHHUYEC-
KHUH anmeHAnIUT ¢ JUCIOKaIiel yepBeoOpa3HOTro
OTPOCTKA B MOSICHUYHYIO I'PBIKY MOSCHHIHOTO Tpe-
yronbsHuKa (IITH)».

I'ucronoruueckoe 3axiroueHue ot 11.01.2017:
«IIpoctoil annenAUIUTY.

Boinucan u3 cranmonapa 16.01.2017 nocne BbI-
3JIOPOBJICHHUSL.

BbIBO/1bI

1. OnucaHHBI} ciy4ail mpencTaBiseT KIMHU-
YeCKHH HHTEepeC KaK PeIKoe OCIOKHEHHE OCTPOTO

YK 616.24-002.17: 612.57: 616-056.7

anmeHaunuTa — abclecc MOSICHUYHOW o0yacTH,
pa3BUBIIKICS BCIEACTBHE JECTPYKTHBHOIO BOC-
najeHus] 4epBeoOpa3HOro OTPOCTKA, AMCIOLUPO-
BAaHHOTO B MOSCHHYHYIO TPBIKY IMOSCHIYHOTO Tpe-
yronpHUuKa (TpeyronsHuka I1tn).

2. OmuOKol MpH JICYSHUH XPOHHYECKoro abc-
ecca MosICHUYHOU 00JIacTH B TeueHue 2 JeT ObLIo
HEYCTaHOBJIEHUE MPUIKHEI abcuecca. [l 3Toro He
OBLIIN UCTIONB30BAHEI COBPEMEHHBIE METO/IBI HCCIIe-
JOBaHMUSL.

3. 13 coBpeMEHHBIX METOI0B HHCTPYMEHTAb-
HOM JHMAarHOCTHKHU OCTPOTO amMeHHIINTa MarHUT-
HO-PE30HAHCHAs TOMOTpaus M pPEHTTEHOBCKas
KOMITBIOTEpHAsl TOMOTpadusi OpIONTHOH ITOJIOCTH
Haunbosee HHHOPMATUBHBI U JIOJKHBI IPUMEHSTh-
cs1 6oJtee MUPOKO.
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Iepuonmueckas 601€3Hb, HIIN ceMeiHas cpeTH3eMHOMOPCKas JINX0paika, — HAaCIEeACTBEHHOE MOHOTEHHOE 3200-
JIeBaHME, PACIPOCTPAHEHHOE CPE/IH JPEBHUX HAPOJIOB, HACCIAIONIMX CTPAHbI CPEAU3EMHOMOPCKOro bacceiiHa: apMsiH,
eBpeeB, TYpoK, apa0oB. 3a pa3sutue 3aboneBanus orBedaeT red MEFV (Familian Mediterranean Fever Gene), pacmo-
JIOXKEHHBIH Ha XpomocoMme 16 B peruone 16p13.3. 'en MEFV koaupyet 0e10K MapeHOCTPUH (IUPUH), IPUHUMAIOLIUIT
y4acTHe B PETyJISIIIHU BOCIATHTENbHBIX IPONECCOB. THIHUHBIME MIPOSIBICHUSIMH OOJE3HU SBISIOTCS PELUIUBHPYIO-
1ast TMXOPajaKa, IEPUTOHUT, CHHOBHT, INICBPUT, PEAKO — MEPUKAPAUT, MCHHHTHUT, POXKETOA00HBIC TIOPAKEHUS KOKH,
XapaKTEepPHO Pa3BUTHE AMUIIONI03a, IJIABHBIM 00pa30M Io4eK. B onrcaHHOM KIIMHHYECKOM clydae 3a00JIeBaHAEe MaHH-
(becTrpoBaIoO PEUUANBUPYIOIINM HHTEPCTHIHAIBHBIM MOPAXCHUEM JEMKHX U CKICPOASPMOIIOO0HBIM MOPasKeHHEM
kxoxu. Ha mpoTspkeHHH 5 JeT maToJIOoTHIO JIETKUX PAacleHHBAHN KaK KPUITOI€HHYIO OPraHU3YIOIYI0 THEBMOHHUIO —
MalMeHTKa MoJyYalia IIIIOKOKOPTUKOUAEI (6e3 addekra). B 2013 r. mpu MONEKyIApHO-TEHETHIECKOM HCCIICIOBAaHUN

Anpec ans nepenucku: gorm74@mail.ru
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oOHapysxeHbl MyTauu V726A u A744S B KoMIayJ-re TepO3UrOTHOM COCTOSTHUH, TOATBEPKIEH AUArHO3 HEPUOANYEC-
Koit 6osie3nu. [Tpném KoIXUIMHA HA MPOTSKEHNH 3,5 JIeT 00ecreyrni pEMHCCHIO 3a00JI€BaHUs: OTCYTCTBHE 3IH30/10B
(heOpuIIbHOI THXOpa KH, 000CTPEHN MTHEBMOHHIH, PEHTI€HOJIOTHUECKUT perpece NopaskeHHst IETKUX U JINKBHALHIO
04aroB CKJIEPOAEPMOIIOI00HOT0 OpaXKeHUs KOXKH. [IposiBIeHHs IeproAnYecKoi 60Ie3HH B JaHHOM HaOIIOJCHUH OT-
HOCSITCS K PEIKO BCTPEYAOIIMMCS.

Karouesbie ciioBa: nepuoguyeckas 60e3Hb, ceMeitHas CpeJM3eMHOMOPCKas JINX0PaiKa, HHTEPCTUIIMAIBHOE TT0-
paxkeHHe JIETKUX, HACJICACTBCHHBIC 3a001CBaHUS.

CASE OF PERIODIC DISEASE WITH RECURRENT INTERSTITIAL LUNG DISEASE

A.V. Shestakova’, S.N. Volkova'?, G.V. Shestakova'?, M.L. Gorbunova', LV. D’yachkova®, E.V. Radovskaya’

INizhny Novgorod State Medical Academy, Nizhny Novgorod, Russia;
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Periodic disease or Familial Mediterranean fever is an inherited monogenic disease widespread among the ancient
peoples of the countries of Mediterranean region: Armenians, Jews, Turks, Arabs. MEFV gene (Familian Mediterranean
Fever Gene) located on chromosome 16 in the region 16p13.3, is responsible for the development of the disease. MEFV
gene encodes marenostrin protein (Pirin) involved in the regulation of inflammatory processes. Typical manifestations
of the disease are recurrent fever, peritonitis, synovitis, pleuritis, and rarely pericarditis, meningitis, erysipeloid skin
lesions, development of amyloidosis, mainly kidneys, is also characteristic. In the described clinical case the disease
has manifested as recurrent interstitial lung disease and morphea-like skin lesion. Over 5 years the lung pathology was
considered as cryptogenic organizing pneumonia, so the patient was administered corticosteroids (with no effect). In
2013, molecular genetic study detected mutations V726A and A744S in compaud-heterozygous state, the diagnosis of
periodic disease was confirmed. Receiving colchicine for over 3.5 years induced remission of the disease: there were
no episodes of febrile fever and exacerbations of pneumonia, radiologic regression of lung lesions and elimination of

morphea-like skin lesion was observed. Clinical symptoms of periodic disease in this case are rarely encountered.
Keywords: periodic disease, familial Mediterranean fever, interstitial lung disease, inherited diseases.

IMepuonuueckass OGoye3Hb, WINM ceMelHas cpe-
JIU3EMHOMOpCKasl JIUXOpajKa, — HacJIeICTBEHHOE
MOHOTEHHOE 3a00JIeBaHHE C ayTOCOMHO-PEIECCHB-
HBIM, MHOTZA ayTOCOMHO-IOMHHAHTHBIM MEXaHH3-
MOM HACJIEIOBaHUS, OTHOCSIIEECS K 3a00IeBaHUAM
C ayTOBOCHAJIUTENbHOM npuponoil. Pacnpocrpanena
T7aBHBIM 00pa3oM Cpeau apMsiH, €BPEeB, TYpOK U
apaboB. B cBsi3u ¢ MUTpallMOHHBIMHU MTPOLIECCAMH U
CMeIIaHHBIMU OpakaMH B HACTOsIIEe BPEMsl TaHHOE
3a00JIeBaHUe CTAIHM PErUCTPUPOBATH U B JIPYTHX pe-
ruoHax, nanéknx ot Cpenmuzemuoro mops, — B IlIBe-
uuu, GuansaHauu, Auriauu, Snonuu u np. B onpene-
JEHHBIX 3THHYECKHUX IPYTIIaX YaCTOTa HOCUTEIbCTBA
nmocruraer 1/10-1/7 [1, 2].

HW3BecTHO, 9TO 3a pa3BUTHE 3a001€BAHNS OTBEYA-
er redH MEFV (Familian Mediterranean Fever Gene),
pacnosioxKeHHbIH Ha XxpoMocoMe 16 B pernone 16p13.3.
I'en MEFV konupyet 6esok MapeHOCTPHH (IIMPHUH),
NPUHAMAIOIINH Y9acTHe B PEryJISILIMU BOCIAIUTEb-
HBIX IPOLECCOB, ITO3BOJISIET KOHTPOINPOBATH XEMO-
TaKCHC, CTAOMIM3UPYeT MeMOpaHy TPaHyJIOIUTOB.

Hapymenne cTpyKTypsl 3TOro 0elka, BBISBIISIE-
Moe IIpH NePHOANIECKOi OOJIe3HH, MPUBOINT K II0-
BBIIICHUIO CHHTE3a IIPOBOCTAIHUTEIBHBIX MEANATO-
POB B JIEHKOIMTAaX, AKTUBALUH MHUKPOTYOYIISIPHOTO
anmnapara ¥ CHOHTAaHHOW JEerpaHysaluH NEPBUYHBIX
I'paHyJl JICHKOLIUTOB, aKTUBALIMK MOJIEKYJI aATe3UU U
YCUJIEHHOMY XEMOTAKCHUCY JIEHKOLUTOB, PE3yJIbTaTOM
Yero CTaHOBUTCS BocIajieHHe. MoJeKy IsIpHyIo ana-
THOCTHKY C uaeHTU(uKanued Mmyranuii rera MEFV
WCHONB3YIOT ISl paHHeH M TOYHOH IHAarHOCTHUKH
JTAaHHOTO 3a0oeBanus [3—5].

3a0oneBaHne HaYWHACTCS, KaK MPAaBHUJIO, B JICT-
CKOM U IOHOIIECKOM BO3pAcTe, C OJMHAKOBON 4acTo-
TOH y JIMII MYKCKOTrO M >keHckoro nosa. Ilepuonu-
yeckasi OOJE3Hb XapaKTepU3yeTCsl IEepPHOIUYECKU
BO3HHKAIOIIVMY MPUCTYTIAMU JIMXOPAIKH, a0IOMH-
HaJILHBIX OOJIeH, OJIMApTPUTa, pexe — MepuKapIu-
Ta U IUICBPHUTA, POXKETIOJOOHOIO MOPasKEHHS KOXKH.
OnHAKO MOTYT BCTPEUaThCs Iy PITy PHBIC BEICHITIAHUS,
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BE3MKYJIbl, Y3€NKH, aHTHOHEBPOTHYECKHE OTEKH,
KpaluBHULIA. K oTHOCHTEIBHO PEAKUM ITPOSABJIICHUAM
HEePUOIUYECKOH OOJe3HH OTHOCAT PELUIHUBUPYIO-
IIyIO TOJIOBHYIO 0OJIb, ACENTHYECKUIT MCHUHTHT, TIe-
PUKapIUT, MUAJITUIO, TEaTOINCHAIBHBIH CHHAPOM,
OCTPBIl OPXUT. 3aKOHOMEPHO C TEUCHHUEM BpPEMEHH
pa3BUTHE aMMIIOWI03a, TTaBHBIM 00pa3oM IOYeK C
HCXO/IOM B yPEMHIO.

B nepudeprueckoii KpoBH MOBBIIIASTCS KOTHYEC-
TBO HEHTpodmiIoB U ocTpodaszHbIX OEIKOB (TaKuX,
kak C-peakTHBHBIH O€JIOK, CHIBOPOTOUHBIH Oelok
ammonsia A u ip.). HecriennpuuHOCTh KITHHUYESCKON
KapTHHBI IIPH CYCTAaBHOM BapHaHTE MEPHOANYECKOI
00JIe3HH IPHBOIUT K TOMY, YTO Y OOJIBHBIX JHarHoC-
THUPYIOT PeBMAaTOHTHBIH apTPHUT, pEBMAaTH3M, CHCTEM-
HYIO KPacHYI0 BOT4aHKy u mp. [1, 2].

Crnegyer OTMETHTH, YTO 3a00NEBaHHE OTHOCH-
TENBHO MaJlo U3BeCTHO B Poccuu, moaToMy AuarHos
HEPEIIKO CTaBAT C 3aM03AaHKUeM, a YKCIIO THArHOCTH-
Yyeckux omuboK Bennko. OmundOka B TUAarHOCTHKE
ceMeHOI cpeau3eMHOMOPCKON JIMXOPAaJKU MOXKET
noporo o6oiTHCh manueHTy. CHMIITOMAaTHKa aTaku
HEePUOIUYECKOH OOJIE3HH HAIIOMHHAET XHPyprudec-
Kyl0 TaTOJNOTHIO, B CHIy 3TOrO TaKHe MaIueH-
TBI HEPEJKO IOBEPraloTCi HEOOOCHOBAaHHOMY
XUPYPrUIeCKOMY BMEIIATEILCTBY (JIATTAPOTOMUH).

JuddepeHinanbHy0  JUarHOCTUKY HPOBOIST
TaKke ¢ IMIUPOKUM KPyroM MH(PEKIHOHHBIX 3a0oie-
BaHMH, COIPOBOXKAAIONIUXCS INXOPAJIKOH, U HEPEIKO
NOJOOHbIE MAIMEHTHI MOJTyYaloT He OUH KypC aHTH-
6notuxorepanuu. B kxpyr muddepennuaisHo-1na-
THOCTHYECKHX COCTOSTHHH BXOISIT TAKXKE PEeBMaTHIeC-
KHE, OHKOI'€MAaTOJIOTMYECKUE, IEepPMaTOIOrHIeCKHe
3aboeBanus. boiee Toro, HECBOEBPEMEHHO ITOCTAB-
JIEHHBI AMArHO3 MPUBOAUT K OTCPOUEHHOMY Ha3Ha-
YEeHHIO TepanuH, YTO yBEIWYMBAET PHUCK Pa3BHUTHUS
aMMJIONI03a U COOTBETCTBEHHO XPOHMYECKON Moued-
HOM HEIOCTaTOYHOCTH — OCJIOKHEHHSI, CO3JAI0IIEr0
YTpo3y KH3HH ManueHTa. Mexay TeM COBpeMeHHas
Tepanus BIOJHE CIOCOOHA IOJHOCTHIO NPENOTBpa-
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THUTB Pa3BUTHE 3TOTO TPO3HOTO COCTOSHUSL.

[TaunenTtka M. 60 net, apMsHKa, TOCTOSHHO MPO-
xwuBatonias B I. Hioxkaem HoBropoze, nocrymua sxc-
tpenHo 14.03.2013 ¢ xanobamu Ha 00UIyIO CI1a0OCTh,
¢bebpunbHylo Temmeparypy Tena (mo 38-39 °C),
OJIBIIIKY, CYXOH Kamlemb.

Anamnes 3aboneéanus. BonpHOI ce0st cUnTaeT ©
2006 1. — mocie TymHoii TpaBMBI IIpaBoro dexpa, oc-
JIOKHUBIIEHCS TpoMOOGIeOnToM, MOTpedoBaBIINM
XUPYpPru4ecKoro BMeNaTesbcTsa. B qanpHelinem Ha
MecTe TpaBMbI cHOPMHUPOBAIACh 30Ha aTPOGHH U Je-
MUTMEHTAIMK KOXH pa3MepoM 110 30 cM. AHanoruu-
HBI O4ar JeMUIMEHTAlUH U aTpO(hHUU KOXKH, HE CBSI-
3aHHBII C TPaBMOIi, ITo3/jHee 00pa30Bascs B 001aCTH
MOSICHUIIBI U JIEBOM MOJIOYHOH »kene3bl. JlepmaTono-
ramu B 2007 . ObLT YCTAHOBIICH IUArHO3 OJIALICYHON
CKJIEPOLIEPMHUH.

B 2007 r. moctynuna B CTallMOHAp C HAIllpaBU-
TEITBHBIM ANArHO30M (ITHEBMOHUS». [lomydana aHTH-
OMOTHKH, a 3aTeM NpeJHU30JIOH. Beimucana ¢ nua-
raHo3oM: «CMelaHHOe 3a00JIeBaHNe COSTNHUTEILHOI
TKaHU C YePTaMH 09aroBOH CKIEPOIEPMHH, MOpake-
HUEM JIETKUX».

B manpHeiimem GonmbHas o0ciIeioBaHa ISt yTOU-
HEHUsI TUarH03a BO MHOTHX JICYEOHBIX YUPEKICHUIX
I. MOCKBEI: Hay‘lHO-I/ICCJ'[eILOBaTCHbCKOM UHCTUTYTE
(HUW) peBmaronornu (maHHbIX 32 auddysHse 60-
JIE3HW COEIWHUTENBHON TKaHW He moiy4eHo), OH-
KOJIOTHYECKOM LIeHTpe, MIHCTUTYTe ajuiepronoruu u
KkinHM4Yeckod uMMyHonoruu. B 2009 r. Beinonzena
TPEemaHOOHOICHS TI0 TIOBOAY YIOPHOW aHEMHH B CO-
YeTaHUH CO CIUICHOMerayiueil, oOHapy kKeHHOH Ipu
YIBTPa3ByKOBOM HCCIICIOBAaHHHM. JJaHHBIX 3a MHUENO-
JIUCIUIACTUYECKUH CHHIpOM U JuMdponponudepa-
THBHOE 3a00JIeBaHNe HE BHISBIICHO.

B 2007 r. mpu ob6cnenosannn B HUM mymnemo-
Hoorn# (. MOCKBa) MpH MYJIBTUCIIUPATBHON KOM-
MIBIOTEPHON TOMOrpauu JIETKUX BBISBICHA KapTHHA
HMHTEPCTHIHATFHOrO 3a00IeBaHus JETKUX, TPEIIo-
JIOKUTENBHO OOYCIIOBJIEHHAsI CApKOMI030M OPTaHOB
JIBIXaHUSL.

B nanbHeiiem naTonorus 1€rkux paclieHeHa Kak
KPHIITOTEHHAsl OpTaHMU3YIOIasi THEBMOHMS, U MAaIH-
SHTKa B TEUCHHUE 5 JIET HAXOAMJIACh 110]] HAOJIOICHH-
€M W NIPOXOAMJIA CTAI[OHAPHOE JICUYeHNE B KIIMHUKE
10 MOBOAY JaHHOro 3aboineBaHus. Ha ¢oHe pexo-
MEHIOBaHHOM MOJJIeP>KUBaOUIEH IepopaIbHOM IITo-
KOKOPTHKOHITHOH Tepamuu (5—10 Mr mpemHu3010HA
BHYTPb B CyTKH) HOBTOPSUIUCH 00OCTPEHNUS JETOYHO-
ro nporecca ¢ (HeOpHIIbHOM JIMXOPaIKOii, B TCUCHHE
TIOCTIEIHETO TOJa MHTEPBAI MEXKAY ITHEBMOHHSIMH
coKpaTtuics 10 3 Mec.

U3 comyTcTBYOIIMX 3a00JCBaHUI — CaxapHBIN
nuabet 2-ro Tuma, KOMOMHUPOBAHHAS JTydeBas Tepa-
1S 10 IOBOAY paka mieiiku Matku 30 JeT Ha3al.

HacnencTBeHHOCTh OTATOIIEHA IO CaXapHOMY
IrabeTy co CTOPOHBI 000MX poAUTENEit.

Crny4yan mnepuonuueckoid OOJe3HH Cpeand poa-
CTBEHHUKOB HEH3BECTHBL.

Tlpu nocmynnenuu TOCHUTANIN3NPOBAHA B CBS3U
C TSXKECTBIO COCTOSIHUSI B OTAENICHHE PeaHUMalluu
U UHTEHCUBHOU Tepanuu: runeprepmus no 39 °C,
ompimka 10 30 B MUHYTY, yIOPHBIIH CyXOil Kallemb.

842

B nérkux kpenuTtanus B HHKHEOOKOBBIX OTHEIaX
ciieBa B OOJBIIOM KOJIMYECTBE, YACTOTA CEPIEIHBIX
COKpaIeHIH §2 B MHHYTY, apTepHAIbHOE J[aBICHHE
120/80 mm pr.ct., carypaius Ha (OHE HHIASLUU
kucnopona 1o 98% (6e3 kucnopona — 88%). Ha koxxe
paBoro Oezxpa y4acToK aTpohuu U JeNUTMEHTaluu
KOXH pa3MepoM 110 30 cM, aHaJIOTMYHBIH o4ar — B
MOSICHUYHOM 00JIaCTH U B 00TACTH MPABO MOJIOYHO
JKene3bl. Baprko3Hoe pacmmpeHre BeH HIDKHHX KO-
HEYHOCTEH.

Ha pentrenorpamme JI€rkux mpy MOCTYIUICHUH
CclieBa B HIDKHEH J0J1€ BBISBIICHO OOIIMPHOE 3aTeHe-
HHue 0e3 4éTkux KoHTypoB. Kopens, neBas rpaHuna
cep/ua Heu€TKue, cripaBa 0e3 0COOCHHOCTEH.

Huaenos npu nocmynnenuu: «BrHeOGOMPHUYHAS
JIEBOCTOPOHHSSI TTHEBMOHUSI TSDKEIOTO TEUEHHSL.
JuddepennuansHas TUarHOCTUKA ¢ KPUIITOT€HHOM
opranusyioieii nueBmMonuel. Ilono3penue Ha nepu-
OINYECKYIO OOJIC3HD.

Hasnauena smmmpudeckast Tepamnus MepoIeHe-
MOM (MEpPOHEMOM), BAHKOMHUIIMHOM B KOMOWHALIUH C
METUIIIIPEAHN30JI0HOM (MeTuIpenoM) B go3e 500 mr
B CYyTKHM BHYTpPHBEHHO B TeueHue 3 naHeil. Cocto-
ssHHEe OOJBHOM OCTaBaOCh TSKEIBIM, B TEUYCHHE
4 cyT BO3HHUKAIIM MOXBEMBI TEMIEPATypsl Tela 0
39,6 °C, ¢ 5-r0 qHS — CHUXKEHHE TeMIIepaTyphl Tella
10 cyOdeOpuIbHOH, yMEHbIICHHE OABIIIKY, KA,
BJIQXKHBIE MEJIKOITY3bIpYaTbIC XPUIIbI B HUXKHUX OT-
JieN1ax JEBOro JIErKOro.

Bvinonnennoe obcnedosanue.

OO01uii aHau3 KPOBU: TeMOrIo0uH 76 1/1, 3puT-
poruTsl 2,94x10'/11, nefikouuTsl 9,5%10%/71, mamouko-
saepusle 2%, HerTpodmasl 88%, mmmdoruter 6%,
MOHOIUTEl 4%, TpomOormTel 136x10%1, cropocTh
OCeqaHusI SPUTPOLIUTOB 69 MM/4.

broxumuueckuii  aHamM3  KPOBH:  IJIFOKO3a
15,6 mMmonw/n, obmuit Oemok 41,2 1/m, amsOymuH
24 t/n, C-peakTHBHBIH Genok 187 mr/n, ¢pudpuHoreH
5,6 T/n, XonecTepuH 3,55 MMOJB/IT; acmapTaTaMUHO-
TpaHcdepasza, alaHWHAMHUHOTpaHc(epasa, JIaKrar-
JIeTHIporeHasa, OUIMpyOruH, MOUEBHUHA, KPEAaTUHHH,
TPOIOHHH, MOYeBasi KNCJIOTa — B IpeJieNax HOPMBL.

OOmuii aHau3 MOUH: yAENbHBIH Bec 1025, Gemok
0,231 /71, caxap — OTpPHUIATEIBHO, JICUKOIUTHI 1-2 B
TIOJIE 3PEHUS, SPUTPOLIUTOB HET.

DneKTpoKapauorpagus: pUTM CHHYCOBBIH, Yac-
TOTa CEpAEYHBIX CcokpameHuil 117 B MuHyTY, OT-
KJIOHEHHUE DJIEKTPUUECKOH OCH cepllia Pe3Ko BIIEBO,
HeronHas ONoKaja MepeqHeil BEeTBU JIEBOW HOXKKH
nyuka ['uca, runepTpodus JIEBOro xKeryaouka.

Oxokapauorpadus 6e3 CymecTBEeHHBIX OTKIIOHE-
HUHN OT HOPMBI.

PenrtreHonoruueckoe HCClieNOBaHUE T'PyIHON
KJIETKH Ha 3-if IeHb TOCIHUTAIN3aNI: TOTaILHOE He-
OIHOPOIHOE 3aTCHEHHUE JIEBOTO JIETKOTO.

PenrtreHonoruyeckoe HCClieOBaHUE T'PyIHON
KJIETKU Ha 7-i1 IeHb TOCINTAIM3AIHH (ITI0CIIE ITyJIbC-
Tepaniy METHITPEIHNU30IOHOM B 103¢ 500 MT B cyT-
KU B TeUeHHUE 3 JTHEil): He3HAYUTEIIbHOE YMEHBIIICHHE
pa3MepoB, HHTEHCUBHOCTH HHMHMIIBTPALUY B HIDKHEH
JI0JIE U A3BIYKOBBIX CErMEHTaX CIJIEBA, TTOSBHJICS OTpa-
HUYEHHBIH (oKyc 3aTeHeHus B S3 crpasa.

KommneloTepnas Tomorpadust n€rkoro u cpeno-
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Puc. 1. KomnbiorepHas ToMorpaMma OpraHoB I'pyJJHOM
kJeTku 6osbHOU M. o1 28.03.2013

cTeHns Ha 14-i nens rocnutanu3zanui. HixHss gomst
clleBa yMEHbIIeHa B 00bEMe, €€ TKaHb HHHIBTPHPO-
BaHa, NPOCIISKUBAIOTCS POCBETH OpOHXOB. Tarke
Ha (poHe HHPUIBTPAIHHN ONPENEISAIOTCS 1B BO3LY -
HBIE MOJIOCTU JI0 2 CM. Y4YacTKU NHEBMOCKJIEpO3a B
3aJHNX, 0a3aJIBHBIX OT/eaX HYDKHEH oMM IpaBoro
JIETKOT0, B IPUKOPHEBON 30HE BEpXHEH J0JIU JIEBOTO
nérkoro. CTpyKTypa KOpHel JIErkux oT4ETIrBoO aud-
(epenmmpyercs. BpoHXH HIKHEH NOJMH CONMKEHEL,
nehopMHUPOBaHBI, MPOXOAUMEL Tpaxes, JOJIeBbIE U
CErMEHTapHble OPOHXM IPABOr0 JIETKOTO XOPOIIO
MPOCIISKUBAIOTCS, TPOXOAUMBL. CTEHKH OpOHXOB
yIIoTHeHsI. [1neBpa He yTonmeHa, 6e3 maronorniec-
KUX n3MeHeHnH. KoCTHO-IecTpyKTUBHBIX H3MeEHe-
HUH Ha HCCJIEIOBAHHOM yPOBHE HE OIPE/esIeTCs
3aKIItoueHHe: KOMITBIOTEPHO-TOMOT pauieckue
MIPU3HAKH JICBOCTOPOHHEH HMKHEIONEeBOH abcuenu-
py!o1eit THeBMOHUY, ITHEBMOCKJIEpo3 (puc. 1).

PentreHonoruvyeckoe HcCCleIOBaHUE TpyAHOU
KJICTKU Ha 28-if eHb TOCIUTAIH3ANN: HHPHUIBTpa-
LM HE BBISBJICHO, ClieBa I'pyOble GuOpO3HBIE H3Me-
HEHHS. 3aKIIfodeHne: MOCTITHEBMOHUIECKHI IUPPO3
HW>KHEH JI0JIU JIEBOT'O JIETKOT 0.

Ha 26-if nenp rocrnurtanu3aluy IOJYyYEHBI pe-
3yNBTaTBl HCCIEAOBaHUS MpPoOBl KpoBH Jabopa-
TOpuel JMarHOCTUKU  JIE30KCHPUOOHYKIIENHOBOM
kuciotsl (JAHK) Menuko-reneTnaeckoro HayIHOTO
ueHtpa Pocculickoll akazeMuu MEIULIUHCKUX HayK
(MockBa): «IIpoBeneHo uccnenosanue oopasna JJHK
C LEJBI0 TOMCKa MYTaldi, PErHCTPUPYEMBIX HpPH
«TepuonuIecKoil Oome3Hm». B pesynsrare mpsaMoro
ABTOMAaTHYECKOTO CEKBEHHUPOBAHUS BCEH KOAUPYIO-
nieit obnactu rena MEFV, Briroyasi 3K30H-HHTPOH-
HBIE COSTUHEHMS, B 9k30HE 10 00Hapy KeHbI My Talluu
V726A u A744S B KOMIIayI-reTepO3UTOTHOM COCTO-
STHUW. JIMarHo3 «mepuogndeckas 00Je3Hb» MOJIEKY-
JISIPHO-TEHETHIECKUMH METOAAMH ITOATBEPIKAEH.

3axnouumenvuvitl Kaunueckuti ouaznos: «Ilepu-
onudeckasi OOJNE3Hb C JTMXOPAZOYHBIM CHHIPOMOM,
PELHINBHPYIOMNM HHTEPCTUIIMAIBHBIM MOPasKeHH-
€M JIETKUX, KOXH (CKJIEPOICPMONOI00HBIN CUHAPOM).
INono3penue Ha aMUJIONI03 TIOYEK, CETE3EHKU.

HasHaueH KOTXWIMH B CYyTOYHOH no3e 1 M B
CYTKH.

Puc. 2. KomnbioTepHas ToMOrpaMma OpPraHoB I'DyJHOM
kJeTku 6osbHOU M. o1 16.09.2016

Jlo cents6pst 2016 r. 6onpHAS B KIWHUKY HE 00-
paranacs.

B cenTsiope 2016 1. manpieHTKa BhI3BaHa JUIs IPO-
Be/ICHUsI 00CIIeIOBaHHS C LETbI0 OLEHKN TUHAMUKHU
3a00JIeBaHuUs U aIeKBATHOCTH MTPOBOAUMON Teparuu
konxunuHoM. Ha mpoTsokenuu npomeqmux 3,5 net
MAIMeHTKA PEryJISIPHO MPUHUMAJA KOJXHLHUH B CY-
TOYHOH 03¢ | MI' B CyTKH, HE OTMeuasia MPUCTYTIOB
JIMXOPaJKU ¥ JIETOYHBIX IPOSBICHUH 3a001eBaHU.
[pu ocMmoTpe xanod He IPenbIBIISET.

ITpu 06BEKTHBHOM 00CIIEIOBAHUH OTMEUYEHO HC-
YEe3HOBEHHE paHee BBIIBICHHBIX KPYIHBIX OYaroB
aTpouu U JeNUTMEHTAMU KOKU Ha MpaBoM Oezpe,
B 00J1aCTH TIOSICHUIIBI M TIPABOM MOJIOUHOIT skele3bl. B
NErKUX TPH AyCKYJBTAI[MH XPUIBl HE BBHICIYIINBA-
10TCSL. B ocTasibHOM 1O CpaBHEHUIO C MPEABLAYIINM
HeprosIoM — 0e3 THHAMUKHU.

HccnenoBanre (QyHKIMHM BHEIIHETO JBIXAHHS:
(opcupoBaHHas JKU3HEHHas EMKOCTh JNETKuX 76%,
00bEM (opcupoBaHHOTO BbITOXa 84%, uHmeke Tud-
¢uO 114%, MrHOBEHHast OOBEMHAS CKOPOCTH TIPU BBI-
noxe (FEF25-75%) 92%, nukoBast 00bEMHas CKOPOCTh
BeIoxa 57% (ykazaH % JIOIDKHOrO). 3aKIIIOYeHHe:
JKU3HEHHAS EMKOCTb JIETKUX HEPE3KO CHIKEHA, BEHTH-
JISIMOHHBIE HAPYIIEHHUS PECTPUKTUBHOTO THITA.

B o0mmem ananuse Mmoun ynenbHbiii Bec 1017, Ge-
JIOK — OTPHLATENBHO, JICHKOIUTH 2—4 B TIOJNE 3pe-
Hus. B cyrounoii Mmode Oenok He onpexnensercs. Kpe-
AQTHHHH KPOBHU 72 MMOJIB/JL.

[lpu ynBTPa3ByKOBOM HCCICIOBAHUU OpPraHOB
OpIOLIHOM IOJOCTH BBISBIEHO B AMHAMHKE COKpa-
HICHHUE pa3MepoB cene3éuku 1o 14x4,5 cm (B 2007 1.
IUTHHHUK ceNe3¢HKH 19 cm).

16.09.2016 BBINOJNIHEHA MYJIBTUCTIMPATIbHAS KOM-
IBIOTEPHAS TOMOT pa(ysi OPraHOB I'PYIHON KIIETKH MO
nporpamme «Hi resolution», HATUBHO U ¢ BBEJCHUEM
KOHTpacTHOro BemecTBa nmo mporpamme Chest CT
JUTS BU3yaJIM3alliyd OpraHOB CPENOCTEHUs (OmTHpen
50 mm, 350 mr/mo). [IpoBeneHo Takke HCCleJOBaHUE
B [IOJIOXKEHHUH [TALIMEHTKU Ha XKUBOTE [T yCTPAHEHUS
rpaBUTAIHOHHOTO 3 dekTa (puc. 2).

3aKIItOUYeHUE PEHTICHONIOTA 110 TAHHBIM MYJIBTH-
CIMpaJIbHOW KOMIIBIOTEpHOH Tomorpaduu: «JIérou-
HBIE TIOJISI PaBWIGHOHW (OPMBI, MpHIIEKAT K Tpyad-
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HOW CTEHKE M0 BCeW moBepxHOcTU. He3HauurtenabHO
YMEHBIIEH 00BEM JIETOYHON MAapEeHXUMBI B CPEIHUX
M HWKHHMX OTHEJax JIeBOro JIErkoro. B cpennux u
HIDKHUX OTHenax o0oux JErkux, Oonee BBIpa)KeH-
HO CIIEBA, ONPEAENAETCS HE3HAYMTENbHOE HEPaBHO-
MEpHOE CHIDKEHHE TJIOTHOCTH JIETOYHOW MapeHXH-
MBI [I0 THITY «MaTOBOTO CTEKJa», Ha (hOHEe KOTOPOro
nudhepeHIUPYIOTCS PEeTHKYJISIPHBIE U3MCHEHUS B
BUJIE HECHMMETPUYHOTO YMEpPEHHOIO YTOJIICHUS
NepupepuIeckoro MexkJI0JIBKOBOIO HWHTEPCTHIIHS,
TIapeHXUMATO3HBIX 1 CyOIIIeBpanbHbIX Tsokei. CreBa
B SI3BIYKOBBIX CETMEHTAX BEPXHEH JI0JIN 1 Oa3aJIbHBIX
oTAeNnax HIDKHEH JONM BBIPAXXEHHOE YTONIIEHHE U
rpyboe HapyIIeHHe apXUTEKTOHHKH MEXKIOIBKO-
BOTO M BHYTPHIONBKOBOTO HHTEPCTUIHS 3a CUET
¢ubpo3a. CneBa B 30He rpyOBIX MHEBMOGHOPO3HBIX
PETUKYJIpHBIX M3MEHEHUI HM)KHEH IO/ OTMeda-
10TCsl cOmmkenue u aepopmanus cyocerMeHTapHbIX
OpOHXOB C HaJIMYUEM TPAKI[HOHHBIX OPOHXOIKTa30B.
B nepudeprueckux otaenax o0oux JErKUX onpese-
JISIOTCSI HEMHOTOYHCIIeHHbIe Menkue (1-2,5 MM) 1ieH-
TPUIOOYJISIPHBIE Y3€IKOBbIE 0Opa3oBaHUs, a TaKKe
TIATOJIOTHSl «MAJIBIX OPOHXOB» B BHIE HAJIMUMS 30H
«Mo3anmdHOU Tiepdy3um» ¢ (HOpMHpPOBAHMEM «BO3-
IOYIIHBIX JIOBYIIEK» KaK IPOSBICHHE OOIHTEPHPY-
fomero Oponxuonura. IIpUCyTCTBYeT eIMHUYHBII
MEMIOTYATEIH OPOHX03KTa3 CyOCerMeHTapHOH BETBH
S2 ©poHxa BepxHEH I0IH CIpaBa ¢ HATUYHEM B HEM
HE3HAYUTETBHOTO KOJIMYECTBA COASP>KUMOTO U ITaTo-
JIOTHUSI KPYTTHBIX OPOHXOB B BHJIE METKHX SAMHHUYHBIX
JUBEPTHKYIISPHBIX BBINAYMBAHUN CTEHKH TTIaBHBIX
OpoHxoB. CTpPYKTypbl KOpHEH IErKHX OTYETIHBO
nubdepenuupyrorcs. Tpaxes, raBHbIe, JONEBbIE U
CerMEHTapHble OPOHXH XOpOILIO IPOCIEKHUBAIOTCS,
IIPOXOAUMBL.

VYTounmeHa 3aaHs1s KOCTaJIbHAS IJIeBpa B 0a3alib-
HBIX OT/IeTIaX, Oosee BeIpaskeHHO ciieBa. HepaBHOMep-
HO YIUIOTHEHa, Ie()OpMHPOBaHa MEKI0JIeBast IIIeBpa
¢ obenx ctopoH. CruHychl auddepeHupyrorcs, 6e3
MIATOJIOTUYIECKOTO CONEPKUMOTro, 3aaHUi pEdepHO-
nradparMaibHBIA CHHYC CIIeBa YaCTHYHO OONMHUTEPH-
pOBaH.

CpenocTeHne pacHoNIOKEHO 10 CPEIUHHON JIH-
HUH, He pactnpero. Cepalie ¥ KpyIHbIE COCYIbI pac-
TIOJIOXKEHBl OOBIYHO. YMEPEHHO pPaCIIMpEHbI JIEBbIS
KamMmepsbl cepana. Jlnctku nepukapaa Toukue. Kanubp
aopThl (36 MM B BOCXOJISIIIIEM OT/IEJNE) K MAarUCTPalib-
HBIX JIETOYHBIX COCYHOB (JIErOYHBIN CTBOJ 28 MM,
npaBas JIErouHast aptepus 24 MM, JeBasi JErodHas
aprepus 22 MM) He pacmmpeH. OOBEMHBIX IaTo-
JIOTHYEeCKUX 00pa3oBaHWil B IepeqHeM, CpPelHEeM U
3aHEM CPEIOCTEHHH TOCTOBEPHO HE OIPENENSeTCS.
Kneruarka cpegocTeHus He ymiuoTHeHa. B kinerdaTke
CPEeOCTEHNUS OIpPENEeSIOTCS OBOMAHON (DOPMBI OT-
JETHHO JIeXKanre TUM(paTHIECKHE Y3IIbI OT 3 10 5 MM
10 KOPOTKOH OCH. YBEIMYEHHBIE, NATOJOTHYECKHE
nuMbatHyecKue y3ibl He qudhepeHInpyeTcs.

Jnadparma pacnonokeHa 00bI4HO. I pynHas kiet-
Ka MpaBUJIbHOM GOpMBI, cUMMeTpHYHas. MArkue TKa-
HU TPYAHON KJIETKH 0€3 MaToJIOrHYeCKUX H3MEHEHHIH.
KoCTHO-IeCTpyKTUBHBIX M3MEHEHUH Ha HCCIeNOBaH-
HOM ypOBHe He orpefensercs. [lereHepaTiHBHEBIE H3Me-
HEHHMSI [I03BOHOYHHKA B 30HE HCCIICIOBAHYISL
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3aKIIOuCHHE: KOMITBIOTEPHO-TOMOTpauIeCKHiA
MaTTepH  HeCHeU(UUECKOW  HMHTEPCTUIHATBHON
ITHEBMOHHM».

[NanmeHTKe PEKOMEHAOBAHO MPOJOJDKEHHE MpPH-
€éMa KOJIXMIIMHA B IIPEXHEN J103€.

B naHHOM HaOIIOJEHWU OMHCAH MONTBEPXKIEH-
HBI TEHETUYCCKUM HCCIICIOBAHHEM CIy4all MepHo-
nuueckoi 0ose3Hu. OCOOSHHOCTH IaHHOTO Cilydas
CIIeTy FOIITHE:

— mo3mHAs MaHu(pecTanus 3a0oneBaHus (B BO3-
pacte 53 ner);

— HE TUIHYHOE IJIs TIEPUOAUYECKOH OoJe3HU
PEUMIMBHAPYIOIIEE HMHTEPCTULHAIBHOE IOPAXKECHUE
NETKUX U CKJIEPOAECPMONONOOHOE TOpaskeHUE KOXKH,
YYBCTBHUTENBHBIE K KOIXUIUHY.

I[lo nmamaeiM  Mordechai Shohat (Director,
Maccabi Genetic Institute Medical Genetics, Cancer
Research Center, Sheba Medical Center at Tel
Hashomer Head, Adler Chair for Pediatric Cardiology,
Professor, Pediatrics and Genetics Sackler School of
Medicine Tel Aviv, Israel) [2], BoBieueHHe JErKMX
TIPY TIEPUOANIECKOI OOJIC3HH Yallle OrpPaHUINBACTCS
IJICBPUTOM, PEIKO MPHUBOIUT K aMHIIOUI03Y JErKHX
(HapaIy C aMHMJIOMI030M TIOYEK, CENe3EHKH, cepalia U
T.1.), KOTOPBIH HE BBI3BIBAET KIMHUYECKUX MPOSIBIIC-
HUH y IAIIMEHTOB U SIBIISICTCS MO3AHUM MTPOSBICHUEM
OoIe3Hu.

Bo3MoKHO pa3BUTHE TPOMOOIMOOJTHIA M BACKYJIU-
TOB COCY/IOB JIETKUX BCIICACTBUE ACCOL[MAPOBAHHBIX C
neprognueckoil 00JIe3HBIO BACKYIUTOB (y3€IKOBOIO
nonuaprepunta, mypnypsl Lléansitna—Ienoxa, 6o-
ne3nn bexdera), MPOSBISAIOMUXCS TSXKENOH OIBIMI-
KOM, KaIllJIeM, KPOBOXapKaHbEM M JIETOYHBIMU KPO-
BOTEUCHHSIMU; OJHAKO B JAHHOM CITyJae XapaKTepHbI
CHCTEMHBIE NpOSBICHUS BacKynuTa. V3omupoBaH-
HBIM BaCKyJIUT JIETKOTO 1O HACTOALIETO0 BPEMEHU He
obu1 ommucaH [2]. Ilo mHeHnto Mordechai Shohat, B
JIUTEpaType BCTPEUACTCS TOIBKO OJTHO ONCAHHE WH-
TepcTuiranpHoil maronoruu nérkux: H. Kushima u
c0aBT. [6] COOOIIAIOT O PAa3BUTHUH M3MEHEHHH B JIET-
KHX II0 THITy «MaTOBOTO CTEKJIa» M HEKPOTU3HPYIO-
[IUX TPAHYJIEM MIPH CPETU3EMHOMOPCKOH JTHXOpaaKe
TOJIBKO y OJTHOT'O B3POCIIOTO TTAI[UCHTA.

B nanHOM cnyyae HaOIIONANOCh PEIMIUBHPY-
I0IllEe MHTCPCTUIIHAILHOE MOPaXKECHHE JErKHX, 3Ha-
YHUTENBHO perpeccupoBaBliee Ha GoHE MPUMEHEHUS
KONXHIMHA. He MCKITIOUeHO coueTaHne mepruoauyec-
KOii 0OJIC3HU C IPYTHMHU KONXHIINH-1yYBCTBUTEIBHBI-
MU HEYTOYHEHHBIMH ayTOBOCHAJIUTCIBHBIMUA CHH-
JPOMaMH.
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IonnucHble HHACKCHI KypHaJIa:

73205 — moamucKa Ha HOJTroAa.

Ilena mognucku:

Yearicaemvie uumamenu!

C 1 cents6ps 2017 roma Bo BceX MOYTOBBIX OTICICHUIX cBsi3u PP Havamack moamuc-
ka Ha nepBoe nonyroaue 2018 rona Ha «Ka3aHCKUI MEAUIIUHCKUN Ky pHAID).
ArenrctBo Pocneuars: 48073 — romoBas moamucKa

Ilouta Poccum: I12376 — mopamucka Ha IOJaroaa,
https://podpiska.pochta.ru — onnaitH-moamUCKa.

Harox — 1350 pyOGueit 6e3 yciyr cBsI3H.
Ha moryrogue — 675 pyOuieit 6e3 ycnyT cBs3u
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