B ITOMOILb CEMEMMHOMY BPAYY

[lepBMYHAA LUNMAPHAA [MCKUHE3NA: aHA/IA3 CeMeHHBIX
cy4aes 3a00M1eBaHUA

A.E. boropap, E.B. CopokuHa, .M. 3axapos, H.H. Po3uHoBa

Mockosckuin HUW negunatpum n getckon xupyprum MuHsgpascoupa3sutusa Poccum

B cTaTbe paccMOTpeHbl CeMeliHbIe Cllyyau NePBUYHOI LUANAPHOI SUCKUHE3NH, YCTAHOB/EHbI BO3MOXHOCTU (HOPMUPOBAHUS B OAHOM CEMbE
pasfiNYHbIX BApUaHTOB 3a00neBaHMs — Kak C 06paTHbIM PacnonoXeHneM BHYTPeHHNUX opraHos (cuHapom KapTareHepa), Tak u 6e3 Hero.

MpuBeAEHO KNMHMYECKOE HABNIOAEHUE OHOI CEMbU.

KnioueBblie cnoBa: nepesnyHaa umnmapHasa oQUCKMHE3NA, CAHAPOM KapTareHepa, CeMbMU.

penu pasaUYHBIX (HOPM HACIEACTBEHHON

TTATOIOTUY JIETKUX 0COO0E MECTO 3aHMMAET

MepBUYHAS IUAMApHAs guckuHesws (ITLIT).
CormacHO ZaHHBIM 9IUAEMIOIOTUYIECKUX MCCAET0BA-
Huii, vactota IILI/] B 1te;iom coctasmszeT ot 1:12500
1o 1:60000 HOBOpOSKMEHHBIX [1-3]. 3abomeBanme ya-
1IIe BCTPEYAETC B IOMMY/LALNX, T/Ie TPAIUIIMOHHO IpK-
HATHI KPOBHOPOZCTBEHHDbIEC OPAKM; 3aBUCUMOCTU Ua-
CTOTBI OT TI0/1a He Habmromaeres [4, 5].

ITpumepuo 50 % Gombubix TTL/T mMetoT o6paTHOE
PACIIONOo>KeHME BHYTPEHHMX OpraHoB. YacToTa cMHAPO-
ma Kaprarenepa (CK) — kmaccuueckoit ¢popmsr TTLIT,
BR/TIOUAIOIIEN OPOHX09KTA3hI, 06PATHOE PACIIONO>KE-
HME BHYTPEHHUX OPTaHOB M CUHYCUT, COCTAB/IAET OKO-
10 1:50000 [6].

TILIT  CK mipesicTaBaeHs! B online-permncTpe Hac/e -
CTBEHHBIX Oonme3Hent gemoseka OMIM 1o HoMepaMu
242650 n 244400 cooTBeTCTBEHHO [7]. XaparTep Hac/e-
nmoBaauA ITLIJT, mo MHEHUIO OO/IBIIMHCTBA UCCAEL0BA-
Te/eN, ayTOCOMHO-peIlecCUBHEIN. BmecTe ¢ TeM npu
aHa/mMM3e POLOC/IOBHBIX C ITIOBTOPHBIMMU caydasimu TTLTT
u CK oTnenbHBIMM aBTOPaMU BBICKA3bIBA/IOCh IIPEJ-
TTOJIOSKEHNE O BO3MOSKHOM JIOMUHAHTHOM [8] 1 X-criemn-
JIEHHOM [9] HaC/Ie MOBAHMA.

CoBpeMeHHOE TTOHMMAHME OCHOB (DOPMUPOBAHUS
TILITT 6asupyeTcsa Ha uccrenoBanmsx B.A. Afzelius [10],
R. Eliasson, B. Mossberg u mp. [11], KOTOpbIe BHIABUIU
y GOMBHBIX ¢ cUHAPOMOM KaprareHepa BpOSKIEHHBIN
IeERT CTPOEHUA PECHUYUER MEPITATETHLHOTO SITUTE /TS
CM3UCTON 06OTOYRY PECTIMPATOPHOTO TPAKTA, TIPUBO-
SN K HAPYIIEHNIO TIMIMAPHON (PYHRITNM. DTa TIa-
TO/MOTHMA ObI/Ia TIEPBOHAYATBHO OTIPEIe/IEHa KAK «CUH-
JPOM HEMOABM>KHBIX pecHUYeK». [To3gHee 1o mpeasio-
skeumto C.M. Rossman [12], J. Rutland u P. Cole [13]
MTOHATHE «CUHAPOMA HETTOIBUSKHBIX PECHUYEK » OBIIO
3aMeHEHO H0/Iee TOUHBIM OTPEIETEHUEM — CUHIPOM ITH-
IMAPHON OUCKUHE3NI.

KrneTku, nuMmernomye peCHUYKY UM aHAJTOTUYHLIE
CTPYKTYPBI, 0OHAPY>KUBAIOTCS BO MHOTUX CUCTEMAX Op-

raamsmMa. Tag, B peciMpaTOPHOM TPAKTE PECHUIKI OCY-
LIECTB/IAIOT MYKOIM/INAPHBIN KAUPEHC; B OpraHax pe-
IPOLYKTUBHOM CUCTEMBI SKI'YTUKY CIIEPMATO30MI0B U
K/IETOK CEMSBBIHOCAIIETO KAHAIA Y MY>KYMH 1 (hajimo-
MMEBBIX TPYO Y SKEHIITMH 00ECIIEUNBAIOT JBUSKEHIE Ta-
MET; B 9MOPMOHATBHOM TIEPUOIE PECHUTUYATHIE CTPYK-
TYPBI ONIPEIE/IAIOT IPABUIBHOE MU 00PATHOE PACITO-
JIO>KEHNE BHYTPEHHMUX OPTaHOB Yy 3apoAbliia. B kamHm-
YECKOM OTHOTIEHUY HAMOO/MEe SHAUMMBIMU ABIAIOTCS
HAPYIIEHNSA TUANAPHON (PYHKIIUU PECTUPATOPHOTO
TpaKTa, YTO MPOSB/AETCSA TOTA/IbHLIM IIOPasKEHNEM C
paHHelm MaHn(ECTAIMEN CUMITTOMOB U OTIPEE/TAET TA-
>KeCTh 3a0omeBanms [14].

[MepBuyaHas uInapHas IMCKUHE3NS — TeHETUYEeCKNU
JIeTEPMUHMPOBAHHOE 3a60meBanme. [ToATBEP>K IEHMEM
HacmencTBeHHON npuponst [TLI]] B mepByto ouepeb sB-
JITETCA HAMMYIME CEMEN C TIOBTOPHBIMM C/TydYasmu 3a60-
neBaumsa. M. Kartagener u K. Mully [15], mabrromas ma-
IMEHTOB ¢ KAaccuuecKuM cuHIpomoM KaprareHepa,
OTMETU/IN, UTO CPEN UX OMUSKAIINX POICTBEHHUKOB
HEPEIKO BCTPeUaach OOMbHBIE KAK C TTOTHO TPUAIOTL,
TaK ¥ C COCTaB/AIOIINMN €€ KOMIIOHEHTAMMN. TaK, y
49 unenos 21 ceMby OB OOHAPY>KEHBI OPOHXOIKTA-
3BI; TIPU 3TOM Y 39 MMEI0 MECTO U 0OPATHOE PACIIONO-
SKEHE BHYTPEHHUX OPTaHOB.

[Ton HabMOmEHNEM KAMHUKY ITYIBMOHOIOTUY Moc-
koBckoro HVIU neayatpum 1 ZeTCKOM XUPYPIUK K Ha-
cTosmemMy Bpemenu Haxonutes 109 6ombubIx ¢ TTLI]T,
13 KOTOphIX 90 manmeHTOB — ¢ cuHEIpOoMOM Kaprare-
Hepa. Cpemm 06¢/1eJOBAHHOTO KOHTHMHTEHTA — 10 cemert
c nosTopubIMH caydaamu T n CK. B ka>k 1ot ceMbe
He MeHee IBYX cubOCOoB (B OMHOM — Tpy cubca) cTpamaroT
pasauuaabIMY BapuanTamu II1/T: y 9 meteit u3 aTux ce-
Men mMeeT mecto cuaapom Kaprarenepa; y 12 — TTLLIT
6€e3 00pATHOTO PACITONIOSKEHSI BHYTPEHHUX OPTAHOB. B
pPaMKax OIHOJN CeEMbM MMEIOTCA O0mbHbIE Kak ¢ TTLI]T,
tak 1 ¢ CK (cemb cemeri). B ABYyX ceMbsSX MMeMUCH 6O/Th-
ueie ¢ [T/ 6e3 06paTHOTO PACIIONOKEHA BHY TPEHHUX
OpPTaHOB; B OLHOM ceMbe — TobKO getn ¢ CK. B Tpéx m3
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00cme0BaHHbBIX ceMelt Hapsany ¢ 6ombabmvu [TLTT mme-
JIUCH U 3IOPOBBIE JETU (CM. Tabamiry).

Y Bcex 00C/IeMOBAHHBIX JETEN TOPasKeHMe OPOHXO-
JIETOYHOM CHUCTEMBI XapaKTepM30Ba/I0OCh HA/TMUNEM XPO-
HIUYECKOTO OPOHXUTA ¢ OPOHX0IKTA3aMU UMM OE3 HUX.
Moponorndeckme U3MEHEHNUsA, OIIEHEHHbBIE HA OCHO-
BaHUM PEHTTEHO-OPOHXOTOTMUECKUX METOIOB 0OC/IEIO-
BaHM, He 3aBucean oT Bapuanta [111/], omrHako Ha/mm-
une GPOHX0IKTA30B MBI HAOTIOMA/MN Y BCEX TATIMEHTOB
¢ CK, torma xak nipu ITIIJT 6€3 06paTHOTO paCIOIo-
SKEHVA BHYTPEHHMX OPTAHOB IIPe00/IaIamM N3MEHEHUS
o Ty AeGOPMUPYIOIIETO OPOHXMTA, KAK TIPABUIO —
IByXCTOpOoHHETO [16, 17].

TTopa>KeHUs OP-OPTAHOB BK/TIOYUA/N ¥ BCEX OOMBHBIX,
He3aBUCKUMO OT BapmaHTa [111]], Haam4dne XpoHUIeCKO-
'O PUHOCUHYCUTA C IPEMUMYIIIECTBEHHBIM BOB/ICUEHN-
€M TaIMOPOBBIX Ma3yX. Y MATU OOTBHBIX OTMEYATACh
TYTOYXOCTDb PA3/IMYIHO CTEIIEHN.

Y BCeX MAIMEHTOB MME/IU MECTO PA3HOOOPA3HBIE Ha-
pyirenusa GyHRIMM pecHUTIATOro anmre/ms [18]. Tak,
TIPY UCCIEMOBAHUY OMOTITATA MEPIIATETHHOTO SITATE-
JIVISL CTUBUCTOV OOOOYRY HOCA (OPOHXOB) XapakTep JIBU-
SKEHVSI PECHNYEK OBbI/T TPEMMYITIECTBEHHO CTA0BIM, Xa0-
TUYHBIM BIJIOTH JO IIO/THOM HEMOABVMSKHOCTHM, €TI0 MH-
TEHCUBHOCTD BO BCEX CAYyUaAX ObIIa HUSKE 3,5 6A/IOB,
a yactora — meHee 6,5 I'11. [TporeHT akRTUBHO JBUTATO-
IIUXCA PECHUUEK (TIPU CTAHTAPTHOM YBETUUEHUU) U
YMC/IO KAETOK C TOABUSKHBIMY PECHUYKAMIU (B HOPME
cocras/seT 6onee 90 %) y Bcex OOMBHBIX OBIIM CYIITe-
CTBEHHO CHVM>KEHBI M/ OTCYTCTBOBAIIL.

AHa/m3 pPOXOCIOBHBIX ITI03BO/IN/I YCTAHOBUTD, UTO Cpe-
TV O/TV>KATITIIX POACTBEHHMKOB HAIINX TATIMEHTOB MMeE-
/Ch GOMbHBIE XPOHMUIECKUM OPOHXUTOM, OGPOHXOIKTA-
TUYECKON OOMESHBIO (B TATH CEMBAX); B ONHO CEMBE Y
TeTV HAOMIOMABITINXCA IETEN OTMETATOCH Oecrumozye. Bos-
MO>KHO, Peyb UAET O HA/IMYIMA Y 9TUX POICTBEHHIKOB He-
IyarHOoCTHpoBaHHOM I I11JI, 0mHAKO OTCYTCTBUE TaHHBIX
006C/IeIOBAHIIS HE TI03BO/IAET OHO3HAYHO CYAUTH 00 9TOM.

B HaOIIOAABIIMXCST CEMBSX Y BOCHMU HAIIIUX TAIA-
€HTOB OTMEYaINCh IOPOKY Pa3BUTHA: BpOSKIEHHAS Jie-
(opmarus rpyIHOM KIETKY (B TIATH CEMBAX), TOPOKU
cepara (Terpama Oanno, aHOMATBHBIN IPEHASK TETOU-
HBIX BEH), HOMUAAKTUIUS U CUHIAKTUINS KUCTE U
CTOII, IIOPOK Pa3BUTI cene3€HKM. I [prMevdaTebHO Tak-
>Ke HA/TMYUE TTOPOKOB PA3BUTHUA Y OIM>KAIITNX POICT-
BEHHUKOB OOMHHBIX: B OHOM CIyYae YAAMOCH TIPOC/Ie-
IUTh HAMMYME BOPOHROOOPA3HO HehOpMAITUY TPY/I-
HOJ KJAETKY Y YWICHOB CEMB) B TPEX ITOKO/ICHUAX.

TTpu aranuse 3a60E€BAHNIT B CEMbBSIX OBITO TAKKE 00-
pallleHO BHMMaHMe Ha CPOKY YCTaHOB/IEHNA OMATHO3a
TTLI1. Tax, mepBble CUMIITOMBI 3a00/I€BaHIAs Y BCEX 0€3
VCK/TIOUEHSI TETEN OB OTMEYEHBI B TIEPUOJIE HOBO-
POSKIEHHOCTM, BMECTE C TEM HAMOO/IEE PAHO (B ABA [THS
sku3au) quarao3 CK GbIT yCTAHOB/IEH U Y OTHOTO
MAIMEHTa; HAaMOO/Iee TO3THEE YCTAHOBICHUE TMATHO3a
narmenTy ¢ CK — B Bogpacte 16 net. [Tpn aTom Hammuame
B C€Mbe OOTBHOTO C YK€ YCTAHOBAECHHBIM AMATHO30M

TIITT Tak>Ke HE BCETAa MPUBOAM/IO K PAHHEN AMATHO-
CTHUKe 3a00/eBaHNA y Apyroro cubca. Uto Kacaerca ITLI]T
6€e3 06PATHOTO PACTIONOSKEHNA BHYTPEHHUX OPTAHOB, TO
Hambo/Iee PAHO ITOT AUATHO3 OBIT YCTAHOB/IEH B BO3PAC-
Te 1,5 /et (ipu 9TOM y cTapirero cubca yske ObUT Tua-
raoctupoBad CK), a Haubonee mo3nuo — B 21 rog.

WsBecTHO, uTO OombHBIE [TLI/] 3a4acTyio Ha IIPOTA-
SKEHUM MHOTHMX JIET PaCCMaTPUBAIOTCS KaK CTpaLaio-
TIMe XPOHUYIECKUM OPOHXMTOM, OpOHX09KRTasmert [19];
0COOEHHDIE TPYAHOCTHU U JUATHOCTUYIECKUE OITUOKYU
BOSHMKAIOT Ipu pacnosHaBauum I1LIJ] 6e3 oGpaTHOTO
PACIIOMOSKEHNA BHYTPEHHUX OpranoB. Harru Hab/rome-
HIA 32 CEMBAMU C HOBTOPHBIMYU caydasamu 1111 mos-
BO/IAIOT 3aK/IIOUNTh, UYTO AyarHos IT11]] HeoOxommMo 3a-
TTOAO3PUTH (TIPYU HATUYUY KAUHUUECKON KAPTUHBEI) ¥
Ka>KI0ro caenyioero 3a 6oapaeiM ITLT maum CK cub-
ca BHYTPM OHOV CEMBM, YTO TIO3BOINUT U36E>KATD IO3]-
HEW MUATHOCTUKY 3a00/I€BAHMA.

Kaxk 656110 OTMEYEHO BBIITIE, BHYTPU OIHO CEMBU MBI
Habmogan pasanyunbie BapuanThl ITLI] — Kak ¢ o6pat-
HBIM PACIIONOSKEHMEM BHYTpeHHUX opranos (CK), Tak
u 6e3 mero. [Tpy aTom BapuasT [1LI] He 3aBUCKUT OT II0-
PAIKOBOTO HOMEPA MPOOAHIA (TIPY HATUYUY HECKO/b-
KX OOMBHBIX CUOCOB B CEMBE).

Huske miprBozM HaO/MIOAEHME OHON CEMBH, B KOTO-
POVt TBOE MIETE MMEIOT PasnnyIHbie (hOPMBI TIEPBUIHON
IVIVAPHON IUCKMHE3MN — K/Iaccudeckuii cuaapoM Kap-
TareHepa 1 BAPUAHT 6e3 0OPATHOTO PACIIONIOSKEHNS BHYT-
PEHHUX OPTaHOB.

Bomvaas 1]. nocmynu/za nog Haule HAOIIOgeHUe 8
sospacme 12 sem (8 2003 2.) ¢ ska106aMu Ha NPOGyK-
MmusHbIU KauleJb, 3amMpygHEHHOE HOCOB0€ gbIXAHUE,
CHUReHUE CAyXd.

HacregcmserHOCMD 8 CeMbe He OMA20UeHd, POgu-
meu pebéHRa u eé cmapuiasg cecmpa (1989 . p.) 3ago-
posbl. [lesoura poguiack om I 6epemerrocmu. Pogwi
cpounvle. Macca npu poxxgeruu 3700 e, gruaa 53 cm.

Usmenernus 8 1ézrux 6v1a11 0OOHAPYsKEHDbI HA B1MO-
potl geHb JKU3HU pebEHKA, JUAzHOCMUPOBAHA NHEBMO-
HUA, NpOBegéH Kypc aamubuomuromepanuu. Ha nep-
B0OM 20gy JKU3HU Jes0YKd NImb pas nepebosenia 6poH-
Xumom, 8 gsa MecAaud nepeHec/Jd eHOUHbIT omum,
gBASKgbl 20CNUMATU3UPOBAIACH B CBA3U C MSIKELIM
medeHueM 3a60/1e8AHUA.

C ngamu s1em 6ecnorouJ Kaulejb ¢ omgeaeHueM
2HOUHOU MOKPOMbI, NOCMOSHHbIE 84 KHble XPUNbl 8
JZI€2KUX, 2HOUHOe omgeageMoe U3 Hocd. B socembv 1em
obpamuiu sBHUMAHUe Ha CHIReHUe c/Iyxd. Pe6EHOK pe-
2Y/IIPHO OCMAMPUBAJICS CNeuuaucmamu, Npegnoia-
2a/IUCh pA3IuUYdHble JUAZHO3bL: A/I/IepeudecKull OpoH-
Xum, 3K302eHHbIU A/I/IepeudecKull d/Ibeo/um, XpPoHU-
YeCRAS NHEBMOHUS, 6POHX09KRMAMu4ecKas 60/e3Hb.
B so3pacme gessmu sem pebGEHKY ObLIa nposegeHa e-
B0CMOPOHHAL OpOHXO02pADU, OOHAPYIKEHbI 1JUTUH]-
pudeckue 6pOHX03KMA3bl 8 HUKHEl Jo/e, npousse-
geHa /1e0CMOPOHHAS HUKHEJOACBAS T0OSKIMOMUAL.
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Iocrre onepayuu cocmosHUE geBOUKU YXyJUIUIOCh:
obocmpeHUs 6POHX0./IE20YH0Z0 NPOUecca y4acmu/mich,
npomerau msURe0. Yepes mpu 2oga nocje onepayuu
6vLIa NposegeHa NpasocmMOpPOHHAA 6poHX0ZpApUA, 00-
HapysReHbl OPOHX0IKMAsvl 8 cpegHell goae. bviia npeg-
JIO3REeHA NOBMOPHAA ONepayusd, OgHARO pogume/Ii om
onepauuu OMKA3ATUCH U 00PAMUIUCH 8 HAWLY KAUHUKY.

IIpu nocmyn/eHuu 8 RAUHUKY COCMOAHUE peOEHKA
msprénoe. Kauea 8/aKHbI, ¢ Omge/eHueM C/IU3UCO-
2HOUHOU MORpombl. Hocosoe gvixarue 3ampygHeHo.
Ipygras Ri1emRa gepopMuposara, eé Jesad NoJI08UHA
YNJIOWeHd, UMeemcs NOCAe0NepayulOHHbIT KeJI0UgHbI
pybeu. Ogviuira npu Mazetwieli Guaudeckou Hazpy3Ke.
B 1éerux ma oHe 0c1ab/IeHHO020 gbIXAHUA BbICAYUILABA-
JTUCh cyxue U pA3HORAMUOEpHble 8/ KHble XPUNbL.

B anasruse kposu ommeueno ysemsudernue COD go
20 mm/4, popMysa Kposu He U3MeHEHd, NOKA3amenu
2yMOpAIbHOZO U KJIeMOYH020 UMMYHUmMema, Qpazouu-
MmapHAas aKMuUsHOCMb Heumpoduros nepudepudec-
ROU KPOsU 8 Npegesax HOPMbl.

Cogepranue xja0pa 6 nome COCMABUIO
10,9-11,5 MMOAb/ /I, TMO NO3B0O/IIIO UCKAIOYLIMDb MY-
ROBUCUUGO3.

Ha 0630pHOU peHMeeHOoZpAMME 0PZAHO8 ZPYJHOU
RJIemKU 0mMeYeHO YMeHbuleHue 06bEMa /1e8020 Téz-
R020, cCMewjeHlUe meHU cpegocmeHus 81e60. I1o pe-
3yIbmamam KOMNbIomepHou momozpaguu onpege-
e pubpoamesermas cpegHetl goall ¢ HAIUYLEM
6POHX09KRMA308.

Ipu purOCRONUU guAZHOCMUPOBAH 2ZHOUHDBIU PUHO-
CUHycum, Hd peHmzeHozpaMMe NPugamoyHblX Nd3yX
HOCA onpege/I/ICA 20pU30HMAIbHbIU YPOBEHDb KUGKO-
cmu 8 BepXHeUeJIOCIMHbIX nadyxax. [Ipu nyHRyuu 2ai-
MOPOBbIX NA3yX NoJay4deH eHol. OmocRoNuA caugeme/Ib-
cme0s8a1a 0 HaIu49ul §a8yCmopoOHHe20 CEKPEmOPHO20
omuma, ayguoMempus — 0 KOHJYKMUBHOU my2z0yXo-
cmu I-II cmeneru co causReHUueM cayxa Ha 30-40 6.

IIpu csemos0oti MURPOCKONII WemoYH0z0 buionma-
ma c/u3ucmoti 060/I09K1 HOCA 11 OPOHX08 §BUKeHUE
PEeCHUYeR MepuameabHO0z0 snumeaid 8 buonmame
omcymcmasos8aJjo, 9mo nogmeepguio guazHo3 nep-
BUYHOU YUJIUAPHOU gUCKUHE3UU.

Tarum 06pasoM, HECMOTPSA HA TO UTO Y OOTBHOM MMe-
JIACH KIACCUYECKYE TIPU3HAKY IIEPBUYIHON IININAPHON
MVCKUHE3UY (IOpa>kKeHre TETKUX, CUHYCUT U OTUT), a
TIEPBbBIE CUMITTOMBI 3200/IEBAHMS TTIOSBUIUCE EIITE B TIe-
pUO/Ie HOBOPOSKAEHHOCTH, JUATHO3 OBI/T YCTAHOBIEH
TOBKO B 12-71eTHEM Bo3pacte. HempaBuibHas TpaKTOB-
Ka 3260/1eBaHMsA TOBIEK/A 32 cOOOI HEOOOCHOBAHHOE
OIlepaTMBHOE /IeUCHHE.

Yepes Ba TOA B CEMbE POAU/ICS TPETUIT PEOEHOK.

Bomvaas A. pogurace om III 6epemerHOCMU, NPO-
merasuiel ¢ MOKCUKO30M 8 I no/108uHe, yzpo301i npe-
pvlsaHUAg 8 medeHue scell bepeMeHHOCIU, 2Uunepmo-
Huel. Pogvl cpounvie, onepamusHvie. Macca npu pox-

geruu 4150 2, g/ruaa 54 cM, 3aRpuvaIa nocjae omca-
CblBaHUA cIU3U. B poggome y gesouru 8vICIyIuBa-
JUCh BAASKHDIE XPUNbl 8 162KUX, NPOBOJUIACH AHMU-
barmepuaibHAL mepanud, sbinucada Ha 10-1 geHb.
Ha 141 gerv >ru3HU 8HOBb 20CNUMATUI3UPOBAHA C gUd-
2HO30M «OCMpAas §8yCMOPOHHII NHEBMOHU>».

ITocsre spinucku peb6EHOR npogo/ka 60/emb: om-
Medasich nepuoguyeckie nogbréMbl meMnepamypbl
meJia go 38 °C, nocmoAHHbIT 8/IAKHIT KaAwie/TIb, Ha-
CMOpPK, BJAKHbIEe Xpunvl 8 J1ézKRuX. B gsyxmecsurom
B0o3pacme 0OHAPY ReHA JeKCMPOKAPGUS. YxyguieHue
COCMOAHUSA OMMeYeHO NOocae NepeHecéHHOl sempi-
Ho11 ocnvi (8 1 20g 5 mec.): eunepmepmug go 38-39 °C
coxpaHsazacy Ha npomsReruu 10 gHeld, ycuuacs ra-
uie/b, NOABUIACH ZHOUHASI MOKPOMA, YBe/IUUIOCh KO-
ZUYecmas0 81 KHbIX XPUNOS 8 JEZKUX.

Jlesoura nocmynuia nog Haule HAOIF0geHue 8 803-
pacme 1,5 1em. I[Ipu nocmyn/eHUU cOCMOAHUE 6OTb-
HOT 0UeHUBAJIOCh RaK mskéaoe. Ommedanacs beq-
HOCMDb KOKHbIX NOKPOB0S, NepoOpaIbHbIll UAHO3,
0gblwiKa npu Gusudeckol HazpysKe, BAAKHbIT NPO-
JYRMUBHBbIU RAWe b, 3AmpygHEHHOE HOCOB0e gblXa-
Hue. B 1ézrux Ha poHe 0Cc1a6/16HH020 gbIXAHUS BbIC/TY-
wWusaAIUCHy pasHOKAIUOepHbIe B/IAKHDbIE XpUnbl ¢ 0He-
UX CIOPOH; MOHbI Cepgud NPoCAyUBATIUCH 8 NPABOU
noJI08UHe 2PYJHOU KIEMKU, Npu Nepryccull cepgye
PAacnoI0ReHO cnpasa.

B amasruse Rposu namos0zudecKux U3MeHeHUU He
oOmMedeHo, noRa3ame/r 2yMOPAaIbHO20 U KIeIOYHOZ0
UMMyHUmMemada, pazoyumapHas AKMusHOCMb HEUmMpo-
¢ur08 nepudeputeckoll Kposu 8 npegesax HOpMbl.

Cogepsramtie X/10pa 8 nome cocmasiiio 7,2 MMOJIb//I,
Ymo no3s0./1U/I0 UCKII0YUMb MYROBUCUUJO3.

Ha 0630pHOU peHMeeHOZpAMME OP2AHO8 2PYJHOU
KJIemRU onpegeassioch 06pamHoe pacnog0ReHue op-
2aHOB ZpygHOTL U OPIOWHOU N0/JI0CM, CHIUKEHUE NHEB-
Mamu3ayuu cnpasa 8 061acmu 8epxXyulKU.

Dxorapguozpaduyecroe ucciegosaHlie nogmasep-
guI0 Hasudue geKCmpoRapguu: 1es80cQOpMUuUpOsaH-
HOE npasopacnooReHHOe cepgue ¢ 3epRAJIbHOU UH-
sepcuetl Ramep. [IpusHAR08 cenma/IbHbiX U KAANAH-
HbIX NOPOKOB HE BbLIB/IEHO, pA3Mepbl noJocmeti cepg-
ua — 8 npeges1ax HOPMbL.

IIpu yrpmpassyRo80M UCCIegoBAHUU BHYMPEHHUX
0pzaHOB8 OOHAPYKEHO 3ePKAJIbHOE PACNOIOKEeHUe Ne-
YeHU, JReTIHO020 NY3bIPA, NOGIReJIVJOUHOU JKeIe3bl, Ce-
JIC3EHKU.

IIpu purocronuu omMmedajIach KAPMUHA XPOHUYe-
cKO020 puHocuHycuma. Ilpu onpege/reruu QyHKUUOHAIb-
HO020 COCIMOSHUA U CMPYRMYPbl PECHUYER Pecnupamop-
HO20 MpArRma ommedeHo ux cj1aboe, Xa0mudHoe gau-
JReHUe,; TUCA0 RIeMOK 8 NOJBIKHbIMU PeCHUYRAMU CO-
cmassaao 12 % (8 Hopme cocmas/iem 6osree 90 % ).

Tarum 006pasoMm, y peGEHKA MMET MECTO K/IACCUYEC-
kuit cuaapom Kaprarerepa (06paTHoe pacmomoskeHme
BHYTPEHHUX OPTaHOB, TIOPASKEHNUE TETKUX U HOCOITIOTKM).

NS+~
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Tabauua. XapakrepucTuka npo6aHAoB U3 cemeit C NOBTOPHbIMU cayyasamu ML
Ne W L LT AL Mon |[AmarHo3 Bospact ycraHoanenis ConyTcTByIOLME MOPOKU PA3BUTUA Y NPOOAHAOB
ceMby| obLyee KOIMYECTBO CUOCOB B CEMbe AnarHosa
I/2 XK CK 3 roga -
1 11/2 W nug 1 1o 6 mec. BpoxaéHHas BOpoHKoobpa3Has fedopmauus rpyaHoi
KNETKM
) I/2 K nug 5net -
11/2 X CK 1rop 6 mec. -
3 1/2 K CK 10 net -
11/2 X nua 7 net -
12 M nug 13 ner BpoxaéHHas BOpoHKOO6pa3Has fedopmauus rpyaHoi
4 KNeTKu
11/2 M nua 3 ropa -
5 11/3 X nua 12 net -
111/3 X CK 1 rop 6 mec. -
12 * K 16 neT BpoxpéHHas BOpoHKo06pasHas aedopmaLius rpyLHoi
KNeTKu
6 BpoaéHHas BOpOHKOO6pa3Has Aedopmalus rpyaHom
I1/2 XK CK 14 net 6 mec. knetku, BMNC (aHoManbHbI fpeHa NErouHbIX BEH),
NOPOK Pa3BUTUSA CeNe3EHKM
12 M nug 2 rona BpoxpaéHHas BopoHkoobpasHas aedopmaLus rpynHom
7 KNeTKn
11/2 M CK 9 mec. BMC: Tetpapa ®anno
V/9 M CK 11 net -
8** VI/9 XK nua 9 net -
IX/9 M nua 9 net -
9 I/2 K nua 14 net -
11/2 M nua 11 net -
1/3 X nua 21rog Monnpaktunus (KoxHas dhopma) Kucren
10 Monupaktunua u cunpaktunus IV, V npasoii ctonsl;
11/3 X CK 2 [HA XU3HU BPOXAEHHAsA BOPOHKOOOPa3Has aehopmaLmus rpyaHoil
KNeTKu
*HeT AaHHbIX; **KPOBHOPOACTBEHHBII Gpak.

B 3axkmoueHMe c/meayeT emé pa3 mogIepKHYTh, YTO
TII]T — reHeTUYECKY AETCPMUHMPOBAHHAS ITaTOTOT .
Habmonenne 3a ceMbsIMI, TIe MIMEIOTCS IIOBTOPHBIE CITy-
4au 3a00/1€BaHIAsL, HECOMHEHHO, PACIIMPAET HAII IIPE-
CTaB/IeHNUA 00 9TOM cTpamauuu. Hamdme B cembe 60/Ib-
HOTO C TeM W/ MHBIM BapuadToM IILTT TpebyeT crierm-
a7TbHOTO BHUMAHWST Bpade, BR/TIOYUAsI TIPOBEICHIE TEHETH-
YEeCKOT0 KOHCY/TETUPOBAHNS POANTEIEH, & TIPY POSKICHUN
cuOCOB — UX TIIATEILHOTO HAOMIOMEHA B IE/IIX CBOEBPE-
MEHHOTI'O BhIAB/ICHISI BO3MO>KHO TATO/IOT .

Cnucok ucnob308aHHOU AUMepPamypbl
cMm. Ha catime http://logospress.ru/zvrach
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Primary ciliary dyskinesia: analysis of family cases

A.E. Bogorad, E.V. Sorokina, P.P. Zakharov, N.N. Rozinova
Moscow Research Institute of Pediatrics and Child Surgery

The examination of 10 families with cases of primary ciliary dysk-
inesia is presented. The possibility of the existence of different vari-
ants of disease [with situs viscerum inversus(Kartagener syndrome)
and without situs viscerum inversus] in the same family is demon-
strated. There is a case report of one family.

Keywords: primary ciliary dyskinesia,Kartagener syndrome,
families.



