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Ileab uccaedosanus — cpasHumensHwlii AHAAU3 NAPAMEMPOE CREPMbL NPU CUHOPOME BPONCOCHHO20 O8YCHOPOHHE20 OMCYMCMEUS CeMS-
sviHocauux npomokosé (CBAVD) u myxosucyuodose.

Mamepuanvt u memooot. B ucciedosanue éxnouen 91 nayuenm ¢ azoocnepmueil, uz vux 38 — ¢ CBAVD u 53 — ¢ mykogucyudo3om.
Pezyavmamot. He évin61eH0 3HAMUMBIX pA3AUMULL 2DYRN RAUUEHIOE NO CHEPMUOA0UMEeCKUM noKazamensm (obsemy, ésskocmu u pH ce-
MEHHOU HCUOKOCMU, KOAUYECMEY CNepMamo3oudos u aeikouumos). B boavuiuncmee 06pa3yoe ocaoka 35Kyaama, Uccae008aHHbIX ¢ NO-
MOUBIO KOAUMECMBEHHO20 KAPUOA02UMECK020 AHAAU3A, OOHAPYICeHbI NOA0BbIE KACMKU, YMO YKA3bl6aem Ha YACMUYHOe COXPAHEeHUe npo-
xXooumocmu cemagviHocawux nymei kak npu cunopome CBAVD, mak u npu mykosucyudo3e, conpogoicoarouemcs azoocnepmueil.
3axarouenue. [loryuenHbie danHble ONPOBEP2AIOM 0OUENPUHAMOE MHEHUE 00 OMCYMCMEUU CEMABbIHOCAULUX NPOMOK08 Y OAHHbBIX NAUU-
eHmMOo8, N0IMoMy mpebyemcs nepecMomp MmepmMuHoAo2UY U danbHeliuiee usyHeHue namozeHe3d aHOMAAUU PA3eUmus CeMABbIHOCAUUX
NPOMOKO8 U CEMEHHbIX NY3bIPbKOE.
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Comparative analysis of the results semen examination in patients with azoospermia caused
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The study objective is to compare the results of semen examination in patients with the congenital bilateral aplasia of vas deferens (CBAVD)
syndrome and patients with cystic fibrosis.

Materials and methods. Ninety-one patients with azoospermia were included in the study, 38 of them with CBAVD and 53 with cystic fibrosis.
There were no significant differences in semen parameters (volume, viscosity and pH of the seminal fluid, the count of sperm and leuko-
cytes) between the patients’ groups. In most samples of the ejaculate sediment, investigated by quantitative karyological analysis, spermato-
zoa and/or immature germ cells were found, indicating a partial preservation of patency of the vas deferens in most of CBAVD patients, also
as azoospermic men with CF. Obtained data refute the generally accepted opinion about the absence of vas deferens in these patients, there-
fore, it is necessary to revise the terminology and further study the pathogenesis of abnormalities of vas deferens and seminal vesicles.

Key words: cystic fibrosis, CBAVD syndrome, male infertility, obstructive azoospermia, vas deferens, seminal vesicles, spermatogenesis,
sperm, immature germ cells, ejaculate
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BsepeHue

Myrtanuu reHa mykoBucuuaosa (CFTR) cuutaioTcs
OJTHOI M3 YaCTBhIX TeHETUIECKUX IIPUUYMH MYXCKOTo 6ec-
TUIOMSI, CBSI3aHHOTO ¢ a3oocriepmueii [1—3]. MykoBuc-
1103 — TOBOJIBHO PaCIIPOCTPaHEHHOE MOHOT€HHOE 3200~
JIEBaHUE C ayTOCOMHO-PELIECCUBHBIM TUIIOM HAC/ICIOBaHNS,
yacToTa Kotoporo B Poccum B cpenHeM cocTaBiisieT 1 city-
yaii Ha 10 TbIC. yenoBek [4]. OH xapaKTepu3yeTcsl CUCTEM-
HBIM TIPOTPECCUPYIOLINM ITOpaxkeHWEM Kejle3 BHEIIHEH
CEeKpEeLNH 1 XpPOHUIECKUM BOCTIAJICHUEM OpPTraHOB OpOH-
XOJIETOYHOM CUCTeMBI (JIerouHasi hopMa), KOTOPOE MOXKET
COYETAThCS C MOpaXKeHUEM MOIKETYI0IHOM XKeJie3bl (CMe-
maHHast popma). Dopma, KIMHUYECKKE TTPOSIBIICHUS U TS -
JKeCTh 3a00JIEBAaHMS U €r0 OCJIOXHEHUI B 3HAYUTEIbHOMN
Mepe 3aBUCST OT reHoTuIa [4].

benok MBTP (MykoBUCHIMIO3HBII TpaHCMEMOPaHHBIM
PeryysiTop MpoBOAUMOCTH), Kogupyembiii reHoM CFTR,
dyHKIIMOHMPYeT B cocTaBe HAM P-3aBUCHMOro HOHHOTO
KaHaJia, obecrieurBas TpaHCMeMOpPaHHbBIN TPAHCIIOPT HOHOB
XJIopa, HaTpusl, OMKapOoHAaTa M HEKOTOPBIX MOJIeKy. B pe-
synbrate myrauuii CFTR Hapymaercst pyakuuss MBTP
B PETYJISILIMUA BOAHO-3JIEKTPOJIUTHOTO OOMEHA B SITUTEIM -
aJbHBIX KJIETKAX, BBICTWJIAIOIIMX IIPOCBETHI ITPOTOKOB
BHEIIIHEH CeKpelny, B TOM YUCJIE OpraHbl PeIPOTYyKTHUB-
Holt cucteMsl [2, 4]. Bxcnpeccust reHa CFTR obHapyxXeHa
B CEMSIBBIHOCSIIIIMX ITPOTOKAX M UX IIPOU3BOIHBIX — CEMEH-
HBIX IMy3bIpbKax, B SIMIVANMUCE, TIPEACTaTeIbHOM XKee3e,
kietkax CepToiy M He3peJIbIX MY>KCKHUX ITOJIOBBIX KJIETKaxX
[3]. TToMrMO BIUSIHMS HA IIPOXOAMMOCTD CEMSIBEIHOCSIIIIX
MyTel U ABMXKEHUE XKUIKOCTH 10 MOJIOBBIM IyTsiM MBTP
OKa3bIBaeT BIMSHUE Ha CIIepMaToO- U CIIEPMUOTeHe3, 10-
3peBaHME CIIEPMATO30UI0B B IPUAATKE SIUYKA, CEKPEILINIO
B MPUIATOYHBIX MOJIOBBIX XeJie3aX M APYTHUe IPOLECChl
B OpraHax MY:KCKOi1 1ojioBoii cuctemsl |2, 3]. bonee 95 %
MY>KUMH ¢ MyKOBHCLIMIO30M CTPaIaloT OCIUIONrEM, B 00JIb-
ILIMHCTBE CITyJacB M3-3a 00CTPYKTUBHOM azoocriepMun [5—9].
7151 MyKOBUCITMA03a XapaKTEPHO MOPakKeHNE CEMSIBBIHO-
CSIIMX IIPOTOKOB M CEMEHHBIX ITYy3bIPbKOB, TMAarHOCTUPY-
emoe y 79 1 100 % nauMeHTOB C JISTOYHOM U CMELIaHHOM!
¢dopMamu cootBeTcTBeHHO [5]. YacTo OOHapy:KMBarOT
aQHOMAJIUHY Pa3BUTHUS U KUCTHI SIMUIUIUMKCA, TUTIOTUIA3UIO
TECTUKYJ U MUKPOJIMTHA3 TPENCTATeIbHON Xenesnl [5,
10—13].

ITomuMo mykoBucao3a Mytaunu reHa CFTR MoryT
BBI3BIBATh U Ipyrue 0oje3Hu, HazbiBaeMble CFTR-acco-
LIMMPOBaHHBIMU 3a00JIeBaHUSIMM, B TOM YKCJIE CUHAPOM
BPOXXIEHHOTO ABYCTOPOHHETO OTCYTCTBUS CEMSBBIHOCS -
KX IIPOTOKOB (congenital bilateral absence of vas deferens,
CBAVD), cocraBnsioniuii 0Kojo 25 % ciyyaeB 00CTpyK-
TUBHOM a300CIEPMUHU, U YACTO BCTPEYAIOLIUICS B CUMII-

TOMOKOMITJIEKCE MYKOBHCLIMI03a Y MY>KUUH [2, 3, 14—16].
DTUOJOTUS JAHHOTO FreHeTUYeCKHU 00YCI0BIEHHOTO 3200-
JIeBaHUS pa3anyHa, ¥ ToMumMo myTtanuii reHa CFTR, 06-
HapyxuBaeMbIx y 80 % mauueHToB ¢ cuHapomom CBAVD
[2], HeOobIIast yacTh ciyyaeB (MeHee 10 %) MoxeT ObITh
BBI3BaHa MyTallusIMU X-clieruieHHoro reHa ADGRG2 (cuH-
npom CBAVDX) [17]. B ocTanbHBIX clydasix IpUYMHA
aHOMAaJIMU Pa3BUTHUS CEMSBBIHOCSIIIUX IIPOTOKOB OCTAET-
Csl HEYCTAHOBJICHHOM, IIPU 3TOM YacTO OOHAapy>KHUBAIOT
ITOPOKM PA3BUTHSI MOUYEBBIIETUTEIEHOM CUCTEMBbI, HATIPU-
Mep aIia3uio WIK areHe3uro mouyku. Cieayer OTMETUTD,
YTO KJIMHUYECKUX Pa3IN4mii ayTOCOMHOM 1 X-CLEIJICHHO
¢opMm CBAVD He BrIsiBIeHO. OTIICaHO Y OMTHOCTOPOHHEE
HapylIeHUe MPOXOANMOCTY CEMSIBBIHOCSIITUX IIPOTOKOB —
cunapom CUAVD (congenital unilateral absence of vas
deferens), KOTOPBII OOBIYHO HE CBSI3aH C MyTallUSIMU Ir'eHa
CFTR n 4acTo cOnpoBOXAAETCS aHOMAJIUSIMU Pa3BUTHUS
MOYEITOJIOBOM CUCTEMbI Ha CTOPOHE MOPaKEHUST; STUOJI0-
rusi CHHAPOMa He ycTaHoBJIeHa [15, 16].

XoTs npuurHa 6eCIIoas IIPY MyKOBUCLIMI03€ U CUH-
npomax CBAVD gcHa, ux matoreHe3 ¥ reHO(peHOTUITNYE -
CKME 3aKOHOMEPHOCTHU ITOPaKEHMST CEMSIBBIHOCSIIINX ITy-
Teil HeZOCTaTOYHO M3ydeHbl. B HaydyHOll IuTepaType
OITyOJIMKOBAaHBI Pe3yJIbTaThl MCCACHOBAaHMS I1apaMeTPOB
CIIEpPMBI y MALMEHTOB, CTPAJAlOIIMX MYKOBHUCLIMIO30M,
a Takxke cuHapomom CBAVD, ogHako nx cpaBHUTEIbHBII
aHaJIN3 paHee He BBIMOJIHSICS.

Ilenp HacTosIIETO HCCAETOBAHMUS — CPABHUTEIIbHbIIA
AHAJIM3 MMOKAa3aTeJIeH 3KYJIITa Y My>KUMH C a300CIIEPMUEH,
BBI3BaHHOM MYKOBUCIIMA030M U cuHIpomoM CBAVD.

Mamepuanbl u Memopbl

B uccnenoBanuu npuHsII yyactue 91 manueHT ¢ a3o-
ocriepmueii. B 1-1o rpynmy Boiuiu 53 maiyeHTa B BO3pacrte
17—39 net, MeOLINEe KIMHUYECKU U TEHETUYECKU TTOJI-
TBEPKICHHbIM AMAarHO3 MyKOBUCLIMI03a; U3 HUX 36 MyX-
YUH UMEJIU CMEIIaHHYI0 popMy, a 17 — Jerounyio ¢gopmy.
Bo 2-10 rpynmny BKIIIo4eHBI 38 TallMeHTOB B BO3pacTe
22—57 neT, y KOTOPBIX B X0/€ KOMITJIEKCHOTO aHAPOJIOTH-
YECKOT'0 M TeHETUYECKOIo 00CIeIOBaHMSI 10 ITOBOIY Oec-
TUIOAUS fuarHocTupoBaH cuHapoM CBAVD.

V Bcex maleHTOB IIPOBOAVIIN CTAHAAPTHBIN CIIEpMU-
OJIOTMYECKHI aHAJIU3 COTJIAaCHO PYKOBOJACTBY BceMupHoit
opranuzauuu 3apaBooxpaHerus (2010) [18]. Jas getex-
LIMY ¥ UCCIICAOBAHMS TIOJIOBBIX KJIETOK B OCANIKe ISIKYJISITA
MIPUMEHSIIY KOJUYECTBEHHBIM KapUOJIOTMISCKUM aHAIN3
He3pebix nmoynoBbix KieToK (KKA HIIK) [19]. HaHHbIi
METOH TO3BOJIIET OLICHUBATh IIPOIIECC CIiepMaToreHes3a
U BBISBJISITh €TI0 HApYIIEHUS Ha pa3JUYHBIX CTAIUsIX Oe3
MpoBeAeHUsI OMorcuu sndka. B kaxknom obpasiie ocagka
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9SIKYJIATA TT0 BO3MOKHOCTH aHanmu3uposanu 200—300 suep
HIIK, nmpu MeHbIlIeM KOJIMYECTBE — BCe OOHAPYKEHHEIE.
HeranpHo Metoguka KKA HITK ommcana panee [20].
buoxumuueckoe onpeneneHue cogepkaHus GpyKTo-
3bl B CEMEHHOI1 I1JIa3Me BBITIOJIHSUIM T10 OOLIETTPUHSITON
METOIUKE COIJIACHO BBILICYIIOMSHYTOMY PYKOBOICTBY
BcemupHoii opranuzaiuu 3npaBooxpanerus (2010) [18].
I[IpuMeHAIM KOMMEPYECKUI JMAarHOCTUYECKUIA Habop
FertiPro Fructose Test (FertiPro NV, benbrus), ananus
MPOBOAWIN IO MPOTOKOJY IpousBonutesis. B kauecTse
pedepeHCHBIX 3HAUCHUIT KOJIMYeCcTBa (DPYKTO3bI B CEMEH-
HOM XUIKOCTH (13 MKMOJTb, WU 2,4 MT Ha 3SIKYJISIT) UCIIOJb-
30BaJIM JaHHBIE U3 BBILIEYTIOMSIHYTOrO pyKoBoacTBa [18].
CTaTUCTUYECKUI aHAIN3 PE3YJIBTaTOB OCYIIECTBIISIIN
B mporpamme StatSoft Statistica 8 (Dell Technologies,
CIHIA). CpaBHUTEILHBIN aHAIU3 BHIIOJHSIINA C TIOMOIIBIO
U-xputepusa MaHHa—YUTHU, CTATUCTUYECKU 3HAYUMBIMUA
CUYUTAJIU pa3Indus mpu ypoBHe BeposTHocTH p <0,01.

Pe3ynbmambi
WUccnenoBannl 105 00pa3LioB CEeMEHHOM >KUIKOCTU
(60 06pa3LoB ISIKYIISATA, TIOJYYEHHBIX OT ITALIMEHTOB C MYy-
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KOBUCLIMI030M 1 45 00pa3LioB — OT MALIMEHTOB C CUHAPO-
MoM CBAVD). ¥V 78 nalieHTOB ciepMUOJIOTMUYECKOe 00ciIe-
JIOBaHME BBITIOJIHEHO OJHOKPATHO, Y 13 — HEOOTHOKpaTHO
(2—3 pa3za). HekoTophble moKa3aTesu CriepMorpaMmsl (00b-
eM, pH, Bsa3koctb 3sKynsaTa) 1 KKA HITK (konuuecTBo
cnepmarozonnoB u HITK, o6HapyXKeHHBIX B OCagKe dSIKY-
ngTa, nojst cnepmaroumToB 11 mopsinka 1 cnepmaTu OT Ym-
cna HavimeHHbIX HITK) npuBeaeHs! B Ta01.

O0beM 3SKyJIATa BEIpAXEHHO BapbUPOBAJ B UCCIIE-
nIoBaHHBIX oOpasuax (ot 0,05 mo 5 mit), B OoJIbLIeH cTele-
HU B IpyNIle MYXXYUH C MYKOBUCIIMIO30M (CM. TaOIIL.).
OnurocnepmMusi (00beM 3SKYJIsITa MEHEe HOPMATHUBHBIX
3HaueHwui, T.e. <1,5 mu) BeisgBieHa B 97 (92,4 %) us 105
00pa3uoB ceMeHHOM xunkocTu. Ee yactora B 1-i1 u 2-i1
IpyInax CTaTUCTUYECKU 3HAYMMO HE pasinyaiach: y Ia-
LIMEHTOB C MYKOBUCLIMIO30M OJINTOCTIEPMMSI BBISIBJICHA B 55
(91,7 %) u3 60 o6pa3LOB SKYJIITa, Y MALIMEHTOB C CUH-
napomoMm CBAVD — B 42 (93,3 %) u3 45 obpasuos. B 85 %
00pa3LoB, MOJYYEHHBIX OT MYXXYUH C MYKOBHUCLIMIO30M,
1B 91 % 00pa3LoB, OJIYYEHHBIX OT MY>KUYMH C CUHIPOMOM
CBAVD, 00beM ceMeHHOM XXKMIKOCTU He TIpeBbIIIan 1 M.
B o6eux rpynmax onurocnepMus HabMOIanach y malMeHTOB

Pezynvmamer cmandapmmnoeo chepmuonoeuuecko2o uccaedo8anus U KOAUHECmeeHH020 Kapuoa02uuecKo20 aHaAu3a He3peabix noA08bIX KAemoK Y nayueH-
mog ¢ azoocnepmueil, UMeruWUux MyKogUCUuoo3 Uiy CUHOPOM 8POJICOEHHOL 08YCIMOPOHHEN anaa3ul CeMa8bIHOCAUUX NPOMOKO08

Results of standard spermiological study and quantitative karyological analysis of immature germ cells in patients with azoospermia and cystic fibrosis or

congenital bilateral aplasia of the vas deferens

Parameter

O0BeM daKyIITa™, MIT
Ejaculate volume*, ml

pH*
pH*

BsizkocTh asKyIsTa*, MM
Ejaculate viscosity*, mm

KonndecTBo JeMKOINUTOB B SKYISITE*, MITH
Ejaculate leukocyte count®, million

KonndecTBo criepMaTo30uIoB B OcagKe sKyIsaTa**
Number of spermatozoa in ejaculate sediment**

KonuuectBo HE3PECJILIX IMOJIOBLIX KJIIETOK B OCaAKE
asKyIsTa*™*, abe.
Number of immature germ cells in ejaculate sediment**, abs.

Cnepmaronutsl 11 mopsiaka v criepMatuibl (10J151 OT BCex
MTOJICYMTAHHBIX HE3PEJIbIX IMMOJIOBBIX KJIETOK)**, %
Secondary spermatocytes and spermatids (percentage of all
counted immature germ cells)**, %

Patients with cystic Patients with
fibrosis Significance, p
0,58
0,55
0,88
0 0,064
32,1 £40,6 36,9 £49,2 0.90
(0—160) (0—156) >
65,2+ 81,1 79,4 + 84,8 0.73
(0—483) (4-218) >
91,0 +£9,7 93,8 £6.8 0.49
(63—100) (75—100) >

*Hccnedosano 60 06paszuoe nauuenmos ¢ MyKogucyudosom u 45 obpasyoe nayuenmos ¢ cundpomom CBAVD.
**Uccaedosano 46 0bpaszuoe nayuenmoe ¢ Mykogucuyudozom u 13 obpaszuyoe navuenmog ¢ cundpomom CBAVD.
ITlpumeuanue. CBAVD — eposxcdennas 08ycmoponHAs ania3ust CemMsI8bIHOCIULUX NPOMOKO08.

*Sixty (60) samples from patients with cystic fibrosis and 45 samples from patients with CBAVD were examined.

**Forty-six (46) samples from patients with cystic fibrosis and 13 samples from patients with CBAVD were examined.

Note. CBAVD stands for congenital bilateral aplasia of the vas deferens.
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Puc. 1. Pacnpedenenue 3nauenuii o6oema s9Ky1ama 6 3a8UcUMOCMU OM 603pACMA RAYUCHMOE C MYKOGUCKUIO30M U CUHOPOMOM 8DONCOCHHOL 08YCMOPOH~-
Hell anaazuu cemagvinocauux npomokos (CBAVD). Kpachoii eopu3onmanbHoli NyHKMUPHOU AUHUEH YKA3AHA HUNCHSS 2PDAHULUA HOPMbL 006eMa IAKYAIMa
(1,5mn)

Fig. 1. Distribution of ejaculate volume depending on age of patients with cystic fibrosis and congenital bilateral aplasia of vas deferens (CBAVD). Red horizontal
dashed line shows the lower margin of the norm (1.5 ml)
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Puc. 2. Pacnpedenenue 3nauenuil 6a3xocmu I5KyASMa 8 3a6UCUMOCIU OM €20 006eMA Y NAYUEHMO8 ¢ MYKOBUCUUOO30M U CUHOPOMOM 8PONCOEHHOL 08Y-
cmopoHHel anaazuu cemagbiHocauwux npomokos (CBAVD). KpacHoii copu3onmansHoil NyHKMUpHOU AUHUel YKa3aHa 6epXHss ePaHULA HOPMbl 63KOCMU
aaxyaama (20 Mmm), KpacHoi 6epmuKarbHoll NYHKMUPHOU AUHUel — HUICHAS epaHuya Hopmbl obsema akysama (1,5 ma). bexceswiii cekmop — 3HaueHus
npu oaueocnepmuu

Fig. 2. Distribution of ejaculate viscosity depending on its volume in patients with cystic fibrosis and congenital bilateral aplasia of vas deferens (CBAVD).
Red horizontal dashed line shows the upper margin of the norm for ejaculate viscosity (20 mm), red vertical dashed line — the lower margin of the norm for
ejaculate volume (1.5 ml). Beige sector corresponds to oligospermia values

crapiie 31 roga. OgHaKo He BBISIBIEHO KOPPEIIINn 00b-
eMa dSKYJISITa M BO3pacTa B UCCIeI0BaHHOM BEIOOPKE B 1ie-
JIOM 1 B KaXIOM TPYIINE MO OTIeIbHOCTH (puc. 1).
Bsa3kocTh ceMeHHO# XKUAKOCTH BapbrupoBaia ot 0 10
100 MM (cM. Ta6:1.). [ToBbIiieHHas (>20 MM) BSI3KOCTb Ce-
MEHHOM XUAKOCTU Habmogansack B 18,1 % obpa3Los; ee
yacToTa y MYX4YMH ¢ MyKoBucuumao3om (18,3 %) u ma-

uueHToB ¢ CBAVD (17,8 %) He uMena cTaTUCTUYECKU
3HAYMMBIX pa3Inyuii. 3aBUCUMOCTb 00beMa U BSI3KOCTU
CEMEHHOI XMIKOCTU HE BBISIBICHA, IPU 3TOM 00bEM
3SIKYJISATa ObLI HOPMaJIbHBIM B 7 % 00pa31ioB, UMEBIINX
BsI3KOCTh <20 MM, 1 B 10,5 % 06pa310B C MOBBILIEHHOM
BSI3KOCTbIO, IIPEUMYILIECTBEHHO Y IallUEHTOB C MyKOBUC-
1ua030M (puc. 2).
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KuciaoTHocTh McclieioBaHHBIX OGPa3lLioB 3sIKYJIATA
BapbUpOBaIa OT 5,5 10 7,3 (cM. TadJ1.), IIpy 3TOM B 96,2 % 00-
pasLoB ceMeHHoI xxunkocty pH cocrasmn <7,0, a 8 91,4 %
00pa3L0B BbIABICHO BEIPAXKEHHOE CHIKEHME KUCIIOTHOCTU
(pH 5,5-6,6). B 92,4 % 00pa31i0oB OTMEYEHO OTHOBPEMEH-
HOE HaJIMYMe HU3KUX 3HaYeHU I o0beMa (OJIUTOCIIEPMUM )
U pH, HO KOppeJIsILiMY JaHHBIX ITOKa3aTeeil IKYJ/IsITa He
obHapyxeHo (puc. 3). HopmanbHast uiam 61m3Kasi K HOp-
MaJIbHOM KHUCJIOTHOCTb CeMeHHOI xunkoctu (pH >7,0)
BbIsIBJIEHA TOJIbKO B 4 (3,8 %) obpasiiax, MoJydeHHBIX OT
MalyeHTa ¢ JIeTOYHOM (POpPMOIi MyKOBUCIIMI03a, U B 2 00pa3-
11axX, MOJIydeHHBIX OT My>k4uH ¢ CBAVD.

Konnentpanusi JiedkonmuToB BapbupoBaia or 0 1o
6 MiH/Mi1. T1oBBIILIEHHOE KOJIMYECTBO JICMKOLIUTOB B Ce-
MEHHOMH XXKUAKOCTH (JIEMKOCIIEpMUS C KOHIIeHTparueit 1,3,
3,0 u 6,0 MutH/MJ1) BeISIBJIEHO B 3 (6,7 %) 13 45 o6pasLioB
B rpyrme CBAVD u He 06Hapy»XeHO B IpyIlIie NalueHTOB
C MyKOBHUCIIMI030M. B cBsI31 ¢ ojiurocnepMueii mpeacras-
JISJIOCH 11eJIECO00pa3HbIM CPaBHUTH 00IEe KOJIMYECTBO
JICMKOLIMTOB B 00beMe 251KyJisATa. CpeaHee 3HaYeHUE JaH-
HOTro noka3zaTesi 66110 Bhile B rpynie CBAVD, Ho pa3-
JIMYUSL MEXIY TPYIIIIaMU He JOCTULIA YPOBHS CTATUCTH-
yeckoii 3Haunmoctu (p = 0,064) (cM. Tabi1.).

KKA HIIK nposenen Ha 59 o6pasiax 3sKyJIsaTa, 1mo-
JIYYEHHBIX OT 46 MallMEHTOB ¢ MYKOBUCIIMI030M 1 13 ma-
meHToB ¢ CBAVD. Brimonnenne KKA HIIK 6b110 HEBO3-
MOKHBIM Y OCTaJIbHBIX MTAlIMEHTOB BCJICACTBIE OTCYTCTBUS
JIOCTATOYHOTO KOJIMYECTBA CEMEHHO XXUIKOCTU WIU He-
JOCTYITHOCTH GMOJIOTMYECKOro MaTepHaJa.

IMonossie knetku (cnepmarozounsl u/ i HITK) o06-
HapyKeHbI B OCaJIKe BO Bcex 00pa3lax 3sKyJisTa, uccie-

7,5
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noBaHHBIX ¢ omoliibio KKA HITK. KomaectBo HalimeHHBIX
B IIperaparax IOJIOBBIX KJIETOK BapbUPOBAJIO OT €AMHMUIL
JIO IeCSITKOB M coTeH (cM. Tabma.). CpeaHee KOMMYECTBO
cnepmaro3zounoB 1 HITK, o6Hapy>keHHBIX B OCagKe ISIKY-
ngTta B 1-1 1 2-# Tpynmax, He UMeJIo CTaTUCTUYECKH 3Ha-
YUMBIX pasianuuii. bonbmmHcTBo 00HapyxKeHHbIXx HITK
SBJISUTUCH criepMmaTouutamu 11 mopsiaka nav criepMaTtuaa-
MM, coctaBiisist oT 63 1o 100 % ot Bcex HITK B oGpa3slie,
TakXe 0e3 CTaTUCTUYECKM 3HAYMMBIX Pas3Iudyuil MEXIy
rpyniamu (cM. TabJ1.).

CrnemyeT OTMETUTD, YTO IIOMMMO HAJIMIMS a300CIIepMUK,/
KPHUIITO300CIIEPMUH, OJIUTOCTIEpMUU 1 HU3Koro pH (<7,2)
7151 00pa3lioB CEMEHHOM XUIKOoCcTH nanueHToB ¢ CBAVD
1 MyKOBUCLIMIO30M XapaKTepHbI HEIPO3PavYHOCTh WX IO~
JIYIIPO3paYHOCTD U OeJIblii LIBET 3SIKYJIATA, KaK U JUISL a30-
OCIIEPMMU U OJIMTO300CIIEPMUU TSLKEIOM CTEIIEHU IPYToil
5THUOJIOTUMU.

buoxummudeckoe uccieaoBaHne CeMeHHOM XKHIKOCTH
BBITIOJIHEHO Y 27 TALIMEHTOB, B TOM YKCJIE Y 25 C MyKOBHC-
uao3oM 1 'y 2 ¢ cuaapomMoM CBAVD. V ocTtanbHBIX Ma-
LIMEHTOB OMOXMMMYECKOE MCCIIEAOBAHUE HE ITPOBOIMIN
BCJICICTBUE HEOOCTYITHOCTH GMOJIOTMYECKOT0 MaTepuaia
WM MaJIOrO KOJIMYECTBa ISIKYJISITA.

ConepxaHue GpPyKTO3bI B SSIKYJISATE Y MALIMEHTOB C MYy-
KOBHUCLMI030M BapbupoBajo oT 0 1o 3,54 Mr u B cpeaHeM
coctaBuio 0,29 + 0,69 mr, y nanuenroB ¢ CBAVD — co-
otBeTcTBeHHO 0,12—0,47 11 0,59 + 0,25 mr. Tostpko B 1 mc-
clleOBaHHOM 00pa3siie (II0JIy4eHHOM OT MYXYMHBI C Jie-
rOYHOU (hopMOit MyKOBHCIIMI03a) €€ KOJUYECTBO OBbLIO
HOpMaIbHBIM — 3,54 Mr (HOpMa >2,4 MT), B OCTaJIbHBIX 00-
pasuax oHo He Tpesbiiano 0,6 Mr. Y gaHHOro nalueHTa

@ MMayveHTbl
C MyKOBUCLMAO30M/
Patients with cystic
anstt fibrosis

R2=00526 @

RO L ® MMayueHTbl
c cuHgpomom CBAVD/
Patients with CBAVD

0 0,5 1 1,5 2 2,5 3

3,5 4 4,5 5 55

O6bem asakynaTa, mi/Ejaculate volume, ml

Puc. 3. Pacnpedenrenue 3nauenuii pH sskyasma @ 3aeucumocmu om e2o 00sema y NayueHmos ¢ MyKoUcyuo030M U CUHOPOMOM BPOHCOCHHOU 08YCIMOPOHHElL
anaasuu cemagviHocauux npomoxog (CBAVD). Kpachoii 2opu3onmanshoil nyHKmMupHoU AuHUel YKa3ana HuxcHaAs epanuya nopmol pH asxyssma (pH 7,2),
KPACHOU 8ePMUKANbHOU NYHKMUPHOU AUHUE — HUMNCHAS ePAHUYa Hopmbl 00sema sskyaama (1,5 ma). bedicegulii cekmop — 3HaueHus npu 0Aucocnepmuu

Fig. 3. Distribution of ejaculate pH depending on its volume in patients with cystic fibrosis and congenital bilateral aplasia of vas deferens (CBAVD). Red
horizontal dashed line shows the lower margin of the norm for ejaculate pH (pH 7.2), red vertical dashed line — the lower margin of the norm for ejaculate

volume (1.5 ml). Beige sector corresponds to oligospermia values
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CIIEPMUOJIOrMYECKOe 00C/IeNOBaHUE, BLITOJIHEHHOE ABY-
KpaTHO, HE BBISIBUJIO OJIUTOCHIEPMUU (00BEM 3SKYJISITa
COCTaBMJI 2 U 5 MJI) ¥ BBIpaxK€HHOTO CHMXKEHMST KUCIOT-
Hoctu 3sKynsaTa (pH 7,1 u 7,3), 4T0 BMecTe ¢ HOpMaJbHbIM
KOJIMYeCTBOM (DPYKTO3bI CBUICTEILCTBOBAIIO O COXPAHHOM
CEeKpelL B CEMEHHBIX ITy3bIpbKaXx.

06cyxnenue

IMonyyeHHbIC JaHHbIE CBUIACTEILCTBYIOT O BHICOKOM
CXOICTBE CIIEPMATOJIOTMYECKUX U3MEHEHUIA TP MYKOBMC-
mupo3e u cuiapome CBAVD. O6cTpykTuBHast hopma azo-
OCIIEPMUU WIM KPUIITO300CIEPMMS, TUATHOCTUPYEMast
y Bcex nmauueHToB ¢ CBAVD 1 y 60JIbIIMHCTBA MALIMEHTOB
C MyKOBHCLIMI030M, BbI3BaHa IBYCTOPOHHEI HEIIPOXOIM -
MOCTBIO CEMSIBBIHOCSIIIMX ITyTeil Ha ypOBHE MpUAaTKA SIN4-
Ka U/WIN CEeMSBBIHOCSIIUX MPOTOKOB. OJIUrocnepmus,
obHapyxXeHHas Yy 93 % malueHTOB C MYKOBMCIMIO30M
u CBAVD, o0ycrioBeHa HapylIeHUEM Pa3BUTHUSI CEMEHHbBIX
MY3BIPHKOB, CEKPET KOTOPBIX COCTaBsAeT 2/3 o0beMa ce-
MeHHOM xunkoctu. CriepMaTooruueCKMMY IIPU3HAKAMU,
XapaKTePHBbIMM ISl JAHHOK OOCTPYKLMM U aIlla3yuu/TH-
MOIUIA3UM CEMEHHBIX MY3bIPbKOB, SIBJISIIOTCS a300CIHep-
MMS1/KpHUIITO300cTiepMust, omurocnepmust, pH <7,0 u Hu3-
Koe conepxXaHue GPYyKTO3bl B CEMEHHOM XUIKOCTH [6, 9,
21, 22].

Jpyrue aBTOphI TAKXKE YKA3bIBAIOT Ha BHICOKYIO 4aCTO-
Ty OJIMTOCTIEPMUU M KUCIIYIO PEaKIIUIO 3SKYJISITa Y Talu-
eHToB ¢ CBAVD u mykoBucimnozoM [7—9]. C.R. Denning
M COaBT. 00CTIeIOBAIN 8 My>KYMH C MyKOBUCIIMIO30M B BO3-
pacte 20—29 n1eT, U3 KOTOPBIX 7 UMEIN HEAOCTAaTOYHOCTD
(bYHKIIMM TTOMKETYyT0YHOM Xkene3bl. OT HUX ObUIO IOy~
yeHO 15 00pa3loB 2sKynsATa, MO pe3yjbTaTaM aHaiu3a
KOTOPBIX Y BCEX MALIMEHTOB AUArHOCTHPOBAHA a300CIep-
MHUsI, IPU 3TOM 00beM 3sKyagaTa coctaBwi 0,1—1,6 mi,
BSI3KOCTh M MYTHOCTb OBLIM YMEPEHHO ITOBBIIIEHBI B 20
1 60 % 00pa3LoB COOTBETCTBEHHO, (hPYKTO3a OOHApYyKEeHa
(TOJIbKO KaYeCTBEHHO) BO BCEX MCCICIOBAaHHBIX 00pa3Iax
[7]. B pabote E. Kaplan u coaBT. o0ciienoBaHa rpyIimna u3
25 Myx4uH B Bo3pacte ot 17 10 36 JieT ¢ MyKOBUCLINI030M
[8]. ¥V Bcex malimeHTOB BBISIBJIEHA a300CIIEPMUSI, CHUKEH-
Hast KUCJI0THOCTD (pH 5,5—7,0, B cpenHeM 6,6 + 0,4) 1 06beM
cemeHHo# xunkoctu (0,3—3,5 mu, B cpenteM 1,0 = 0,9 m),
0e3 3aBUCMMOCTH MoKa3areseil or Bo3pacta. Y 82 u 79 %
MYX4UH BbIsiBJIeH pH <7,0 1 06beM 2sikysaTa <1,5 M co-
oTBeTCTBeHHO. KoHLeHTpanust (ppyKTo3bl TakxKe ObLia
Huskoit (0,375—0,800 Mr/mi1), a KOHLIEHTPALIMS TUMOHHOMR
kucinotsl (0,023 Mr/mit) 1 aKTUBHOCTb KMCJIOM ¢hocdaTa-
3bl — MMOBBLILLIEHHBIMH |[§].

KoMIuiekcHoe GMOXMMHUYECKOE UCCIISIOBAHUE ISIKY -
JIITa MAaLMEeHTOB C MyKOBUCLIMIO30M I10KAa3aJ10, YTO KOJIM-
YeCTBO JIMMOHHO KMCIOTBI U KUCJION phocaTasbl, a TaK-
K€ 3JIEKTPOJIUTOB (Kajusl, KaJblUsl, MaTHUS W IIMHKA)
B CEMEHHOM XUAKOCTU Y MY>KYMH, UMEIOIINX OOCTPYKTHB-
HyI0 GOpPMY a300CIIEPMUM, IPUMEPHO B 3—6 pa3 MpeBbI-
IlIaeT TaKOBbIE B KOHTPOJIE — Y 3M0POBBIX MYXUMH [23].
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DTO 00YCIOBIIEHO CHIDKEHUEM 00beMa CEMEHHBIX ITy3bIph-
KOB 1 OTHOCUTEJIbHBIM YBEJIMYEHUEM J0JIM CEKpeTa Ipe-
CTaTeJIbHOM XKeJIe3bl, KOTOPBIM IIPU aIlla3huyd CEMEHHBIX
IIy3bIPbKOB COCTABJISIET OCHOBHYIO YacTh 3SIKYJIATA.

A. de la Taille u coaBT. cooOwwIH, 4T0 y 63 % U3 41
nalnyeHTa ¢ a3oocrnepmueii Beaeacrsue cuaapoma CBAVD
HaOJrogagach TpUaga CIepMUOIOTMUECKUX U3MEHEHMIA:
yMeHbIlIeHre oobeMa cepmbl (<2 mi), pH (<7,2) 1 KoH-
LeHTpauuu ¢hpykrossl (<1 mr/mi), npu atom 'y 73 % mna-
LMUEHTOB C TaKOW TPMAMO BBISIBJICHbI MyTallMM B I€HE
CFTR15].

M. Daudin u coaBT. TakxXe 00caeaoBanu 41 MyKUnHy
¢ cungpomoM CBAVD B Bo3pacte ot 23 10 42 net (cpenHuit
Bospact 31,5 rona) [22]. Myrauuu u/vnu ayuiens ST rena
CFTR 6bu1u o6HapyxeHbl y 75,6 % nauueHToB. CpeaHuii
00BbeM 25IKyJIsITa Y HUX coctaBui 0,9 + 0,1 mn, pH— 6,5+ 0,1,
IIPY 3TOM He BbISBJICHO 3HAYMMOI'0 PAa3IM4MsI MEXIY TPYII-
IMaMy MNalMeHTOB, UMEIOIIMX U HE MMEIOIIMX MYyTallMil
reHa CFTR. Y 78 % naiueHTOB 00beM ISKYJISITa HE Mpe-
BbILIAJ 1 MJI, IIPY 3TOM He 0OHAPYKEHO 3HAYMMBIX Pa3Jiv-
YU YaCTOTHI BBISIBJIEHUST HU3KOrO 00beMa IsKyJIsaTa (<1 M)
Y MYXXYMH ¢ MyTalUsSIMU 1 O€3 MyTallMii, a TAaKKe TJIUTeIb-
HOCTH I10JIOBOTO BO3JEPXKAHUS Y MAILUEHTOB ¢ 00BEMOM
agkyisaTa <1 mau >1 M [22].

KonnuecTBo pyKTO3bI B ISAKYINISATE 00CICAOBAHHBIX
MYXYUH COCTaBUJIO B cpeaHeM 5,3 £ 1,3 Mxkmoinb. Beipa-
>KEHHOE CHIDKEHHE KOJIMYeCTBa (PYKTO3bl B CEMEHHOI1
KMIKOCTH Y TIAIIMEHTOB C OOCTPYKTUBHOM a300CIIepMuUeii
n cunagpoMom CBAVD ormedeHO M B OpYrux MCCIENO-
BaHuUsX. Tak, y My>X4uH ¢ OecIUIOnUeM, He CTpaJalolnmnx
MYKOBUCILIMIO30M, HAJIM4KMe a300CIEePMHUU B COUYETAHUU
¢ HU3KUM 00beMoM 3sikysaTa (<1 mur) u pH (<7,0), a Tak-
K€ MaJIbIM KOJM4YeCTBOM (DPYKTO3HI B 2KyJsTe (<1 Mr)
B 79—90 % ciy4aeB CBUAETEIBCTBYET O HAJTUYMU CUHIPO-
ma CBAVD, BeizBanHoro mytauusimu reHa CFTR [22, 23].

B HailleM ucciiefoBaHMM HOpMaJibHasi KOHLIEHTpAlUsI
JIEUKOLIMUTOB B 3sKyJsTe BbIsiBieHa y 100 % malueHTOB
¢ MYKOBHMCIIUIO30M U Y 93 % matmeHnToB ¢ CBAVD, uto
corylacyercs C TaHHBIMU APYTUX YYEHBIX O TOM, UTO JICii-
KOCTiepMUsI He XapaKTepHa I MyKoBHUcLIMao3a [7—9].
OTCyTCTBHE JICMKOCIIEPMMU U HOPMaJibHasl BSI3KOCTh
9SIKYJISITA, BbISIBJICHHBIC Y OOJIbIIIMHCTBA ITAlIMEHTOB, CBU-
JICTEJILCTBYIOT O HEBOCIIAJIMTEILHOM XapaKTepe MOpaskKeHUs
CEeMSIBBIHOCSIIMX ITyTel U MPUAATOYHBIX MOJOBBIX XKee3
Y B3POCJIBIX MY>KYUH C MYKOBHUCIIMIO30M U C CUHAPOMOM
CBAVD. OgHako npy 3TOM CIeAyeT IOMHUTh, YTO ALy~
€HTbI C MyKOBHCLIMI030M IIPOXOIAT PETYJISIPHYIO, a MUHOT-
J1a OYEHb JUTUTEIbHYIO aHTUOMOTUKOTEPAIIUIO.

OO6HapyXeHHasl y OOJIBIIIMHCTBA MALIMEHTOB 00CIeI0-
BaHHOI BHIOOPKU YaCTHYHAS IIPOXOAUMOCTh CEMSIBBIHO-
CSILIMX ITyTei CBUAETEILCTBYIOT HE O IIEPBUYHOM OTCYTCTBUM
(areHe3un), a 0 HApyIICHUHU Pa3BUTHSI 3TUX IIPOU3BOIHbBIX
BOJIb()OBBIX IIPOTOKOB IPY MYKOBMCIIMAO03€ U CUHAPOME
CBAVD. Bto cornacyercs ¢ pe3yJbsTaTaMu ITaToMopdo1o-
TMYECKOTrO MCCIEIOBAHMS, IPOBEAECHHOIO Ha ayTONICUITHOM
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Marepualie, IoJy4eHHOM OT 15 MaJIb4YMKOB C MyKOBUCILIK-
JI030M, Y IOJIOBUHBI U3 KOTOPBIX O0OHAPYXEHO HaIu4yue
COXpaHHBIX CEMEHHBIX ITy3bIpbKOB [10]. B oTnmuume ot Hux
y B3POCJIBIX MYXYMH, CTPaJaloOlIUX MYKOBHUCIIMIO30M,
aHOMAaJIusl Pa3BUTUsI CEMEHHBIX ITy3bIDbKOB BBISBICHA
B 80—90 % ciyyaeB, IIpYU 5TOM OHU ITOJHOCTBIO OTCYTCT-
BYIOT IpUMeEpPHO Y 50 % NalMeHTOB ¢ MyKOBUCLIMIO30M [13].
HopMaibHble ceMeHHBIE ITy3bIpbKI OOHAPYKEHBI MEHEE YeM
y 10 % B3pOCIbIX ¢ MyKOBACLIMIO30M [12], MX OIHO- WK
JIBYCTOPOHHSIS arutasus BeisiBiieHa y 60—80 % malneHToB
¢ cunapomamu CBAVD 1 CUAVD, a ux oTcyTCTBHE C OTHOI
WIA 00EMX CTOPOH I10 JaHHBIM TPAHCPEKTAIBHOIO VbTpa-
3BYKOBOI'O MCCJIEIOBAHMSI, KOMIIbIOTEPHOM MJIM MAaTHUTHO-
pe30HaHCHOI ToMorpaduu o0HapyXuBaroT y 27—67 % na-
uuentoB ¢ CBAVD min CUAVD [14-16, 22, 25].
HccnenoBaHue IMHAMMKYA M MEXaHU3MOB ITOPAXKECHUS
CEMSIBBIHOCSILIIMX IIPOTOKOB, BBIMTOJIHEHHOE Ha MBIIIIAX C HO-
KaytupoBaHHBIM reHoM CFTR [25], ycTaHOBWIIO, UTO Y CaM-
LIOB MBIIIIECH Pa3BUTHE CEMSIBBIHOCSIIMX IIyTeid HE OTJIM-
4aJIoCh OT TAKOBOT'O B KOHTPOJIbHOI rpytre 10 20-ro gHs
MOCTHATAJILHOTO pa3BUTUs (HACTYIUIEHUE IIOJIOBOTO CO-
3peBaHUs Y MBIIICH TPOUCcXoauT Ha cpoke 30—35 mHeii),
HO K 40-My JHIO BBISIBIIEHBI MOP(OJIOTUYECKIE N3MEHEHMS
CEMSIBBIHOCSIIIIMX IIPOTOKOB, IIPY 3TOM OTMEUYECHO HAJIMYME
B HUX I'YCTOTO CEKpeTa ¥ CIIEPMAaTO301I0B B MX JIIOMUHAIb-
HOM 30HE [25]. DTH JaHHBIE HATJSIAHO AEMOHCTPUPYIOT
BO3HMKHOBEHME IIPU3HAKOB MOPAXKEHUSI CEMSIBBIHOCSIIIMX
MPOTOKOB B IIOCTHATAJbHOM II€PUOAE U ITOATBEPXKIAIOT
MpeaCcTaBIeHUE O TOM, YTO MYKOBUCLMIO3 M CHUHIPOM
CBAVD He npuBOIAT K areHe31M, a BbI3BIBAIOT IPOrpec-
CHpYIOIIIee C BO3PAaCTOM HapyllleHWe Pa3BUTHUSI vas deferens
M CEMEHHBIX ITy3bIpbKOB. OYeBHUIHO, YTO MX aIljla3usi BO3-
HHUKAaeT MocJIe Moa0Boi auddepeHIIaluyu 1 00ycaoBIeHa
FeHeTUYECKUMU puynHaMu. OHAKO MEXaHU3MbI U CPOK
BO3HMKHOBEHUSI HApYILIEHUI Pa3BUTHS I€PUBATOB BOJIb-
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(OBBIX TIPOTOKOB IIPM MYKOBHCIIMIO3¢ U CHUHAPOME
CBAVD y yenoBeka OCTalOTCS HESICHBIMU.

OtMmeTuM Takxke, 4yTo cuHapombl CBAVD u CUAVD,
B OTJIMYME OT MYKOBMCIIMI03a, IPAKTUYECKM BCETaa M-
arHOCTUPYIOTCS TOJIBKO Y B3POCIBIX MY>KUMH, KaK ITpaBU-
JI0, B X01Ie 00CIe0oBaHuUsI T10 TTOBOAY Oecrionus B Opake.
BriaBuTh 1aHHBIE 3a00JIeBaHUS B IETCKOM BO3pacTe BO3-
MOXHO TOJIBKO IPU MEITUKO-TeHETUYECKOM O0C/IeI0BaHUN
C IIPOBENCHNEM COOTBETCTBYIOIIETO MOJICKYISIPHO-TEHE-
TUYECKOIO MCCICAOBAHMSI.

3akniouenue

BhIsiBIIeHHBIE CIIEPMATOJIOrMYECKKME U3MEHEHUSI IIPU
MykoBucuungode u cunapome CBAVD obOHapyxuBaiorT
BBICOKYIO CTEIIE€Hb CXOACTBA. IpyIina MalueHTOB ¢ MyKO-
BHCLIMIO30M, COIPOBOXKIAOIIMMCS a300CIIEPMUEI, 1 ITPYII-
na nauveHToB ¢ CBAVD npuHUIMNMAIBLHO He pa3indaoTcs
I10 CTEIIEHU BBIPAXKEHHOCTU OOCTPYKIIMN CEMSIBBIHOCSIIINX
IIPOTOKOB M HapYIIeHUI B CEMEHHBIX ITy3bIpbKaX, KOTO-
pasi ompeesieHa 110 XapaKTepHBIM ITapaMeTpaM dSIKYJIsITa
(a300-/KpUNTO300CIIEPMHUSI, OJTUTOCIICPMUST, HU3KUM pH
U TIOHMKEHHOE coiepkaHue hpykTossl). Hammume criep-
MaTto3ounoB (kpurro3zoocrepmus) u HITK, HafineHHBIX
B OCaKe SIKYJISITa, YKa3bIBaeT Ha YACTUYHOE COXpaHEHUE
MPOXOAMMOCTH CEMSIBBIHOCSILIMX IIPOTOKOB Y OOJIBIIMHCTBA
MMalMeHTOB ¢ MyKoBuciao3oM 1 CBAVD. Bto cBuaeTeb-
CTBYeT O HECOCTOSITEJIbBHOCTH MMEIOIIETOCs OIMMCAHUs
MeXaHMU3Ma IIOpaXKEHMSI CEMSIBBIHOCSIIUX IIPOTOKOB
KaK BPOXICHHOTO X OTCYTCTBUSI U TPEOYET 3aMEHBI CO-
OTBETCTBYIOIIETO TEPMMHA Ha TEPMUH «aruia3us». [eHe-
TUYECKasl IPUYMHA JAaHHOTO HApyLICHMSI YCTaHOBJIECHA,
HO ITaTOreHETUYESCKUI MEeXaHM3M IOPaKEeHUSI CEMSIBbI-
HOCSIIMX MyTed IIpU MYKOBUCLIMAO3C U CHHAPOMAX
CBAVD u CUAVD u npyrue satuosiorndeckue hakTopsl
TPeOYIOT JaJbHEMIIIEro UCCICIOBaHNS.
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