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Pesrome

Beenenne. Azoocnepmus, omnpenensieMas Kak OTCYTCTBHE CIEPMAaTO30MAOB B ISKYJIATE IOCIE
LHEHTPU(YTHUPOBAHUS, SBISIETCA OJHOM M3 BEAYIIUX HPUYMH MYXKCKOTO OECIUIONUs, BCTPEYAsCh
npumepHo y 1,0 % MyxuuH B oOmieit nomynsiuuu U a0 15,0 % y manueHToB ¢ HapylLIeHHEM
¢deprunpHOCTU. I depenunanus ooctpykruBHoil (OA) u HeobcTpykTuBHOM (HOA) a3oocnepmun
UMeeT KPUTHUYECKOE 3HAueHHe JUIsd BbIOOpAa TAKTHKH JIEYEHHs, MPOTHO3UPOBAHMS HCXOIOB U
IUTAHUPOBAHMS IPUMEHEHHS BCIIOMOTaTeIbHbBIX PENPOIYKTUBHBIX TexHosnorui (BPT).

Heab: U3yuyuTh pacupOCTPaAaHEHHOCTh PA3JIMYHBIX (POPM a300CHEPMHUN Y MYKUHH C OECIUIONUEM B
YCIIOBUSIX pEaJbHOM KIMHUYECKOW MPAaKTUKH HECHEIUAIU3UPOBAHHOTO 3HIOKPHHOJIOTHYECKOTO
amMOyJIaTOPHO-TTOJMKIMHUYECKOTO OTAENCHUS B CPAaBHEHHHM C pE3yJbTaTaMHM MEXIyHApPOAHBIX M
POCCUMCKHMX AMUAEMHOIOTMYECKUX UCCIEA0BAaHUMN.

MarepuaJsbl U MeToabl. [Ipoananu3upoBaHbl JUTEpaTypHbIE JaHHBIE, KIMHUYECKHE PYKOBOACTBA U
pe3yabTaThl COOCTBEHHOTO MCCIIEI0BaHus, BKITtoUaoero 450 My 4uH ¢ a300crepMueil B Bo3pacrte
2545 ner. Bcem mnamueHTaM MPOBOAWIIOCH KOMILIEKCHOE OOCIefoBaHMe, BKIIOYaBIiee cOOp

aHaMHe3a (PenpoAyKTUBHOTO, COMAaTH4YeCKOro, XMPYpPrudeckoro); (usukaabHOe O0OCiIenoBaHUE C

MbI npeiocTaBisieM JaHHYH aBTOPCKYHO BEPCHIO ISl 0OeCIeUeHHs PaHHero J0CTyna K CTarhe. JTa PYKOIHCh ObLia
NpUHATA K MyOJIMKalMu M MpOIUIa HPOLECC PELEeH3UMPOBAHMS, HO HE IPOLLIAa MPOLEcC PEAaKTHPOBAaHUS, BEPCTKH,
IIPUCBOCHHMS MOPSIIKOBOM HyMEpalUH M KOPPEKTYPHI, YTO MOXKET NMPUBECTH K pa3lIMuUsIM MEXIY JaHHOW Bepcued u
OKOHYATEJIbHOW OTPEaKTHPOBAHHOM BEpCUEH CTaThU.
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OLICHKOM BTOPHYHBIX TIOJIOBBIX TPU3HAKOB, DPAa3MEPOB U KOHCHCTEHLMHU SIMYEK; JBYKpaTHOE
UCCIIEIOBaHME AKYIATa (IEHTPUPYTUPOBAHHE, MUKPOCKOIIHS ); UCCIICIOBAHUE COIEPKAaHMsI B KPOBU
TOPMOHOB  ((OJUTUKYIOCTUMYIUPYIOIIEr0 TOPMOHA, JIIOTEHHU3UPYIOIIETO TOPMOHA, O0OLIero
TECTOCTEPOHA, MPOJAKTUHA, AHTHUMIOJIJIEPOBA TOPMOHA, IIIOOYJIMHA, CBS3bIBAIOIIETO IIOJIOBBIC
TrOpMOHBI, UHTHMOMHA B; 1o moka3zaHusM — 3CTpaanolia, THPEOTPOMHOrO TOPMOHA, THPOKCUHA);
ynpTpasBykoBoe wuccnenoBanue (Y3UM) opraHoB MOIIOHKH C Joruieporpadueil; reHeTHYecKoe
o0clieioBaHNEe — KApUOTUITUPOBAHKE, TECTUPOBAHIE Ha MUKPO/IEIeny (pakTopa a300CepMHUH (HTIL.
azoospermia factor, AZF) Y-xpomocomsbl, uccienopanue reHa CFTR (anrn. cystic fibrosis
transmembrane conductance regulator; TpaHCMEMOpaHHBIH PETYIATOP MYKOBHCIHA03d); IPH
MOKAa3aHUsAX MPOBOMIIACH OMOTICHS sSTuueK (aHTu. testicular sperm extraction, TESE).

Pesyabrarbl. HOA BoisiBnieHa y 63,3 % nanuentos, OA —y 30 %. Cpean nprunna HOA nipeo6iananu
uanonaruueckue ¢popmel (19,6 %), cunnpom Knaitndensrepa (8,4 %), Y-mukponenenuu (5,8 %) u
TUIOTOHAAOTPOIHBIN TUnoroHaausm (6,7 %). Bapukouene coueranocs ¢ HOA y 12 % wmyxuuH.
[Tony4yeHHbIE JaHHBIE COOTBETCTBYIOT MEXKIyHAPOAHBIM TCHJICHIIMSIM, BBISBICHBI HE3HAUNTEIbHBIC
STHUYECKUE U METOJOJIOTHUECKUE PA3TIHUIUSI.

3ak/roueHue. A3oocrnepMusi MPeICTaBIseT cO00W KIMHUYECKU U ITHUOJOTUYECKU T'eTePOTeHHOE
cocrosiare. CBoeBpeMeHHas auddepennnanus GopM U BKIIOYEHUE TEHETUYECKOTO TECTHPOBAHUS
MO3BOJISIFOT TIOBBICHTH TOYHOCTh JTUArHOCTUKH M ONTHMHU3UPOBATh BBIOOP JI€YEOHOW TAKTHUKH.
CrannmapTuzaiysl alropuTMOB OOCIIEOBaHUS W TEPCOHATU3UPOBAHHBIN MOAXOA 00ECIIEYHBAIOT
noBsieHue dpdexruBHoctd BPT 1 BeposTHOCT BoccTaHOBIEHUS HEPTUIHLHOCTH

KiroueBble cioBa: asoocrnepmus, MyKCKoe Oecruionue, oOCTpykTHUBHas aszoocnepmus, OA,
HeoOcTpykTuBHas azoocnepmus, HOA, runoronanusm, cunapom KnaitHpensrepa, MUKpoenenuu
XpOMOCOMBI Y, TUTIOTOH/IOTPOITHBINA THITOTOHAIM3M, BapuKoIele, OnoMapKephl
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Abstract

Introduction. Azoospermia, defined as the absence of spermatozoa in the ejaculate after
centrifugation, is one of the leading causes of male infertility, affecting approximately 1,0 % of men
in the general population and up to 15,0 % of infertile patients. Timely differentiation between
obstructive (OA) and non-obstructive (NOA) azoospermia is critical for selecting appropriate
treatment strategies, determining prognosis, and applying assisted reproductive technologies (ART).
Aim: to investigate the prevalence of different azoospermia forms of azoospermia in infertile men,
within the context of real-world clinical practice at a non-specialized endocrine outpatient
department, including personal observations, with consideration of/in comparison with the results of
international and Russian epidemiological studies.

Materials and Methods. A comprehensive analysis of literature, clinical guidelines, and original data
was performed. The study included 450 men aged 25-45 years with confirmed azoospermia. All
patients underwent a comprehensive examination, including collection of anamnesis (reproductive,
somatic, surgical); physical examination with assessment of secondary sexual characteristics, size
and consistency of the testicles; double examination of ejaculate (centrifugation, microscopy);
examination of blood hormone levels (follicle-stimulating hormone, luteinizing hormone, total
testosterone, prolactin, anti-Miillerian hormone, sex hormone-binding globulin, inhibin B; if
indicated — estradiol, thyroid-stimulating hormone, thyroxine); scrotum ultrasound examination with
Doppler ultrasonography; genetic testing — karyotyping, testing for microdeletions of Y chromosome
azoospermia factor (4ZF) of the Y chromosome, CF7TR (cystic fibrosis transmembrane conductance
regulator) gene testing; when indicated, testicular sperm extraction (TESE) biopsy was performed.
Results. NOA and OA were identified in 63.3 % and 30 % of patients, respectively. Among NOA
cases, the leading causes were idiopathic forms (19.6 %), Klinefelter syndrome (8.4 %), Y-
chromosome microdeletions (5.8 %), and hypogonadotropic hypogonadism (6.7 %). Varicocele was
associated with NOA in 12 % of cases. These findings are consistent with global data, although minor
ethnic and methodological differences were observed.

Conclusion. Azoospermia is a clinically and etiologically heterogeneous condition. Timely
differentiation between its forms and the inclusion of genetic testing improve diagnostic accuracy and
help optimizing management strategies. Standardization of diagnostic algorithms and a personalized

approach increase ART effectiveness and the likelihood of fertility restoration.
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OcHOBHbIE MOMEHTbI

Highlights

Yto yke u3BECTHO 00 3TOH Teme?

What is already known about this subject?

Azoocnepmust Bctpedaercs y ~1,0 % MyxuuH B
nonymsiuuad u y 10-15 % cpenu manueHToB C
OecCIUIOHUEM.

Azoospermia occurs in approximately 1,0 % of men
in the general population and in 10—15 % of infertile
patients.

Paznenenune TUIIOTOHAJAOTPOIHOM u
TUINEProHaIOTPONHONH  (opM  HEOOCTPYKTUBHOM
a300CHEPMHUU  OINpEAEseT IPOrHO3 U BBIOOD
TaKTHKH JICUCHHUS.

Distinguishing between hypogonadotropic and
hypergonadotropic  forms of non-obstructive
azoospermia determines both prognosis and
treatment strategy.

CranmapTHBIH anropuT™M 00CIEeNOBaHHUS BKIIOYAET
CIIepMOTpamMMmy, TOpPMOHAJIbHbIC TECTBI,
yIbTPa3ByKOBOE  HCCIEJOBAaHUE, TI'CHETUYECKOE
TECTHPOBAaHHE W TIPH HEOOXOAWMMOCTH OHOIICHIO
TECTUKYIL.

The standard diagnostic algorithm includes semen
analysis, hormonal testing, ultrasound examination,
genetic testing, and, if necessary, testicular biopsy.

Y10 HOBOTO JaET CTAThA?

What are the new findings?

[oapoOHo paccMoTpeHBI (QOPMBI THIIOTOHAIN3MA

FHHCpFOHa,Z[OTpOHHOﬁ a300CIICpMUHU.

N The forms of hypogonadism (hyper- and
(rumep- W TUNOTOHAJOTPONHBIA), MX BKJIAX B . . T
hypogonadotropic) and their contribution to
pa3BuTHE  a3zoocnepMuH.  [IpoaHanM3MpPOBaHBI . . . ) .
COBCTBEHHBE W MEXIYHADOIHBIE JaHHBE O developing azoospermia are examined in detail.
N Both original and international data on Klinefelter
cuaapome  KnaliHpenbTepa,  MHUKpPOJIEIEIHIX . ) .
fokycos  axtopa  asoocmepmun  (AZF) Y- syndrome, microdeletions of the azoospermia factor
(4ZF) loci of the Y chromosome and
XPOMOCOMI " PHTOTOHAROTPOIHOM | 1o oonadotropic hypogonadism are analyzed
THIIOTOHAU3ME. ypog pic hypog yzed.
[IpuBenen ITOPUTM muddepennuansHoi | An algorithm for the differential diagnosis between
JTUarHOCTUKH TUTIOTOHA/IOTPOITHOH u | hypogonadotropic and hypergonadotropic

azoospermia is presented.

Kak 3T0 MOXET MOBIMATh Ha KIMHUYECKYIO
MPAKTUKY B 0003pHMOM OyayIiem?

How might it impact on clinical practice in the
foreseeable future?

Crannmaptuzanms  alrOpuTMOB  00CIEeIOBaHUS
MO3BOJUT CHU3UTH YHUCIO JAMAarHOCTHYECKHX
ommn6OoK. Vcnonp3oBaHue ajaroputMa M MapKepoB
mudepeHnaTbHON  TUAaTHOCTUKH  a300CTIEPMUHN

Standardization of diagnostic algorithms will help
reduce the number of diagnostic errors. The use of
algorithms and markers for the differential diagnosis

MEPCOHAIM3UPOBAHHOIO TMOJX0Ja K MAIeHTaM C
a300CIIEePMHUEH.

MO3BOJIUT ~ YCIEIIHO  HCMOJIBb30BaTh  MeTofpl | of azoospermia will enable successful application of
(hapMakoIoruuecKon ctuMynsiquu | pharmacological stimulation of spermatogenesis.
CIIepMaToreHesa.
VYuer €THOHANBHBIX AHHBIX TIOBBICHT o . oy

P A Taking into account regional data will increase
3((HeKTUBHOCTH BCIIOMOTaTEIbHBIX : . . )

N effectiveness of assisted reproductive technologies

PENPOIYKTUBHBIX TEXHOJIOTHH u

and support a personalized approach to patients with
azoospermia.

Beenenue / Introduction
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A3zoocriepMust (OTCYTCTBHE CIIEPMATO30MIIOB B DISKYJATE TMOCHE LEHTPpU(PYrupoBaHUs)
BBISBIISIETCS IPUMEPHO Y | % My»xuuH obmiei nomynsauuu 1y 10—15 % mysxunH, oOparuBIIuXCS 1O
noBony Oecrmomgmust [1, 2]. CBoeBpemennas auddepenumamust oOctpyktuBHoii (OA) wu
HeoOctpyktuBHoit (HOA) a3oocnmepMuu ompenenser TAaKTHKY JICUCHUS: MHUKPOXHpYpruueckas
TECTHKYJISIpHAs SKCTpakKIusl crepMaro3onaoB (aHmi. testicular sperm extraction, TESE) —
WHTPAIMTOIIa3MaTHYeCKasi MHBEKIUS criepMaro3onga (aHDI. intracytoplasmic sperm injection,
ICSI), ropmoHanpHasi KOPPEKIUS TPU THIIOTOHAJAW3ME, BCIIOMOTATEIbHBIC PENPOITYKTUBHBIC
texnosoruu (BPT) u nporuo3 naneHelmen GepTHIbHOCTH C TEHETHYSCKUM KOHCYIBTUPOBaHUEM [ 1,
3, 4]. CoBpeMeHHBIC MEXIYHApOJIHBIC PYKOBOJCTBAa EBpormeickoil accoruanuy ypoJjoroB (aHTIJI.
European  Association of Urology, EAU, 2024), AMepuUKaHCKON  ypOJIOTHYECKOU
accolanuu/ AMEpUKaHCKOTO O0IIeCTBa PenpoayKTUBHOW MemaunuHbl (aHnI. American Urological
Association/American Society for Reproductive Medicine, AUA/ASRM, 2024), Bcemuphoii
opranmzanuu 3apaBooxpaneHuss (BO3, 2021) npeanaraioT CTaHIapTU3HUPOBAHHBIA alTOPUTM
BEJICHUS TAKUX MMAIIMEHTOB, HO HEIOCTATOYHO YYHUTHIBAIOT ()OPMBI HEOOCTPYKTHBHON a300CIICPMHUH:
TUIOTOHAJOTPOITHOW M THUIEPTrOHAOTPOITHON, YTO MOXKET CYHICCTBEHHO IOBJIHAITH HA TAKTHKY
BeJIeHMs nmauueHToB [1, 3, 5].

CoBpemenHas kiaccuuKkalus a3oocnepmMun Bkitodaer [ 1, 3]:

1. MPETECTUKYISIPHYIO a300CTIEPMUIO (TUIIOTOHAIOTPOIHBIN THIIOTOHAIA3M ) — TIEPBUYHO
rUno(GU3apHO-TUTIOTATITAMUYCCKUE IPUIHHEI;

2. TECTUKYJSPHYIO a300CIEPMHUIO — IEPBUYHOE TOPAKEHUE CIIEPMATOTEHE3A;

3. MOCTTECTUKYISIPHYIO (OOCTPYKTHBHYIO) a300CHEPMHUI0 — OOCTPYKIIHsI/HapyIlIeHUE
ISKYJISILUY TIPU COXPAHHOM CIIEpMaTOTreHes3e.

B xmuamke HOA wame BcTpewaroTcs TECTHKYJSIpHBIE (OPMBI  a300CHEPMHH, YEM
MIPETECTUKYIIAPHBIE (TUIIOTOHAIOTPOITHBIE); IO BapbUPYIOT MO BeIOOpKaM oT 40 10 60 %.

CoBpeMeHHBIH alNropuTM 00CIIeI0BaHUS MY>KYHH C a300CTIEPMUEH BKIIIOYAET:

l. MOBTOPHYIO ~cIiepMOrpaMMy (= 2) o00s3aTeIbHO C OLIGHKOM oOcajaka T1ocie
HEeHTpUPyrupoBaHusi (UCKIIOUEHHE KPUIITO300CHEPMHUHN), a TaKXkKe OIEHKY oObema IsKyjsTa,
u3Mepenue ero pH, onpenenenue conepkanus B HeM (PYKTO3bI U anbda-TiIoKo3uaassl [6, 7];

2. aHaMHe3 ¥ OCMOTp: OIleHKa MyOepTaTHOTO pAa3BUTHUS, MPUEM aHJPOTCHOB,
TOHAJIOTOKCUYHBIE  (DaKTOPBI, HMH(PEKIIMOHHO-BOCTIATUTEIbHBIC 3a00JI€BaHUS, XHUPYPTUUYCCKHE
BMEIIATENhCTBA (TPHIXKA, BA39KTOMHUS), PETPOTPAIHAS ISAKYIISIIHS; OlIEHKa 00beMa U KOHCUCTCHITUH
SIMYEK, COCTOSIHHSI STIUIUANMUCA, HAMUYUS vas deferens, Bapukouene [1, 3, 5];

3. rOpMOHajJbHOE  00CiIeqOBaHUE: ompeleIeHue B KpPOBH CoIepKaHUS

dbomnmukynoctumynupytomiero ropmona (®PCIY), mroremnusupyromiero ropmona (JIIN), obmiero



TECTOCTEpOHA (YyTPOM), MPOJIAKTHUHA; MIPU MOKa3aHUSAX — U3MEPEHUE YPOBHS ACTPaanoiia, UHIHOMHA
B, antumtomneposa ropmona (AMI) [1, 3, 8, 9];

4. BU3YaJIM3UPYIOIIME METOMBI: YIbTpa3BykoBoe wuccienoBanue (Y3UM) momoHku ¢
nomieporpadueit  (Bapukorene, (okaabHble HW3MEHEHHs), TpaHcpekrtanmbHoe Y3U (TPY3N)
MpeJICTAaTEeNbHOM JKee3bl (KUCThI/O0CTPYKIUS ISKYISTOPHBIX IPOTOKOB, CEMEHHBIE My3BIPBKH), TIPU
IIOJJO3PEHNUHU HA PETPOrPaJHYIO AKYISALHUIO — OCTISKYIATOPHBIN aHanu3 mouu [1, 3, 5].

5. TeHeTHYECKOe 00CTIeI0OBaHNe: KAPUOTHIIMPOBAHUE M TECTUPOBAHUE HA MUKPOJICICIIUN
(dakropa azoocrnepmuu (aHmI. azoospermia factor, AZF) — yyacTka JJIMHHOTO Tuieda Y-XPOMOCOMBI
(Yqll), comepkamiero TeHBI, KPUTHYECKH BaxkHble s cnepmarorene3a (mpu HOA/Tspxenoi
OJIUTO300CIIepMHH); a Takxke uccienopanne reHa CFTR (aHmi cystic fibrosis transmembrane
conductance regulator; TpaHcMeMOpaHHBIN pETYIATOP MYKOBHCUHWI033a) NPU BPOXKIACHHOM
JIBYCTOPOHHEM OTCYTCTBHUH ceMsBhIHOCAIIMX mpoTokoB (BJOCII) [1, 3, 10].

6. nociie CcTpaTU(UKAMU PHUCKAa W OOCYXKICHUS C CEeMEHHOW mapod MNPOBOAUTCA
nuarnoctuaeckasi/tepanesruueckas TESE mpu HOA [1, 3, 5].

OteyecTBeHHBIE 0030pBI M CEPUU CIY4YaeB JAEMOHCTPHPYIOT THUIIMYHBIE OLIMOKHA TIpU
muddepennnansHoit nuarnoctuke OA u HOA 1 moguepkuBarOT BaXKHOCTh KOMILIEKCHOTO MOAX0Aa
(ananu3 ropmonoB + Y3U + reneruyeckoe o0cieoBanue + npu HEOOXOAUMOCTH OUOTICHSI TECTHKYI)
[11]. Poccuiickue uccnenoBanus Gukcupyrot 3HauumMyto goiato CFTR-accomuupoBannbix BJIOCII u

MOJATBEPKIAIOT HEOOXOIUMOCTh pyTUHHOTO TecTupoBanust CFTR B atoii koropte [12].
Oo6cTpykruBHasi popma azoocnepmuu / Obstructive azoospermia

OO6ctpykTuBHast azoocrepMmusi Berpedaercss y ~30-40 % MyX4uH C a3oocnepMued u
XapaKTEPU3YETCsl COXPAHHBIM CIIEPMATOr€HE30M IIPH HApyLIEHWH TPAaHCIOPTa CIEPMaTO30MIO0B.
Onnoit u3 kmoueBslx npuunH OA sBisiercs BJIOCII, koTopoe paccmarpuBaeTcsi Kak «FeHUTaJIbHas
dbopma myxoBucummosa» [1, 2]. Jo 80-90 % myxuun ¢ BJIOCII umeror myrtauuu rena CFTR,
nokanu3oBaHHoro Ha 7q31.2 [2, 3]. Haubonee pacnpoctpanennsie Bapuantsel: AF508, ST/7T/9T-
nonumopdusm B untpone 8 (IVS8-5T), R117H, W1282X [3, 4].

Kaunnuyeckas kapruna / Clinical picture

[TonoBoe pa3BuUTHE 1 BTOPUYHBIE TOJIOBBIE MPU3HAKH OOBIYHO HOPMAJIbHBIE; 00BEM ISIKYIISITA
yacto cHuxkeH (< 1,5 mu), pH xucnsiii (< 7,2), GppykTo3a B 5KYyIATE OTCYTCTBYET; NPH HaJlbHAllUU
OTIPENIENAETCS OTCYTCTBUE CEMSBBIHOCSIINX MPOTOKOB, HEPEIKO COUETAIOLIEECS C JIByCTOPOHHEMN
areHe3Wel CEMEHHBIX Iy3bIPbKOB, 4TO mnoarBepxkaaercs TPY3UM winm MarHWTHO-pEe30HAHCHOU
tomorpadueir (MPT) [5]. CiepmaToreHes B simukax coxpaHeH: o0beM simuek u ypoBeHb OCI, kak
IIPaBWJIO, B HOPME.

Juarnocruka 3adoaeBanus / Diagnostics



[TonTBepxaaeTcsi manblaTopHO (OTCYTCTBUE Vvas deferens) M METOJAMU BHU3yaIM3aIluU
(TPY3M - areHe3uss CEMEHHBIX IIy3BIPbKOB, KHUCTBI); reHeTHueckoe TtectupoBanue CFTR
00s13aTebHO; COBPEMEHHBbIC TMaHeNH BKIIOYaroT Oosiee 30 BapHaHTOB, IMOCKOJIBKY Yy pPa3HBIX
STHUYECKHUX TPYIII CIEKTP MyTalui pasiaudeH [2, 6]. Poccuiickre KOropThl MOKa3bIBAIOT BHICOKYIO
yactoty myTtanuu AF508 (nenenns 3 aykneorunoB B CFTR, npuBosIias K yrpare peHuIaIaHHA B
no3uiuu 508 — Hanboliee pacpocTpaHEeHHBIN MATOTeHHbIN BapuaHT) u amutens [VS8-5T (Bapuant B
uHTpoHe 8 reHa CFTR, HapylIaOIKi NpoLece CIIJIaiiCUHra), a TAK)XKe HAJIMYUE PEIKUX BApUAHTOB,
YTO OIPABJIbIBAECT UCIIOJIb30BAHUE PACIIMPEHHOTIO CEKBEHUPOBaHu4 [7, 8].

I'eneTnueckoe koHcyabTupoBanue / Genetic counseling

Myxuunnbl ¢ BAOCII knuHUYecKr MOTYT OBITH 3710POBBI, HO SIBJISIFOTCS. HOCUTEIISIMU MYy TallUi
CFTR. O6cnenoBanre mapTHEPIINA 0053aTeNbHO: €CIH 00a POAUTENS HECYT IMaTOreHHBIC BApUAHTHI,
PUCK pOXIeHUs pedeHKa ¢ MYyKOBUCHUAO030M npocturaer 25 % [1, 2]. Ilpu Hammuuu pucka
pPEKOMEHAyeTCs MPEeMMIUIAHTAllMOHHAs TeHeTHYecKas Tuarnoctuka B pamkax BPT.

Jleuenne u nporuo3s / Treatment and prognosis

Tak kak crepMaroreHe3 COXPaHEH, CHEPMAaTO30MIbl MOTYT OBITh IOJIYYEHBI C BBICOKOM
3¢ GEKTUBHOCTHIO € MOMOIIBIO YPECKOKHOM acIUpaly CIepMaTO30UI0B U3 MpHUIaTKa SHYKa (QHTI.
percutaneous epididymal sperm aspiration, PESA), MuKpoXupypruyeckou >muIuANMaIbHOMN
acniupalruu crepmato3ousioB (anmi. microsurgical epididymal sperm aspiration, MESA), a Taxxke
TESE. HUcnons3oBanue ICSI mo3BossieT AOCTUYL COMOCTAaBUMBIX PE3YAbTaTOB C MYXXYMHAMHU 0e3
BZIOCII [9]. HonrocpoyHble UCXO/BI 110 POXKACHUIO 3J0POBBIX JeTel O1aronpusTHbIe IPU YCIOBUU
MPEABAPUTEIIHOIO T€HETUYECKOTO KOHCYJIETUPOBAHUS M UCKITFOUEHHUSI IBY CTOPOHHETO HOCUTENIbCTBA
y nmapTHepu [2, 9].

IocTundexnuoHHas WIN MocTTpaBMaTuyeckas oocrpykuus / Post-infectious or post-
traumatic obstruction

[TocTrH(EKITMOHHBIE U TIOCTTPABMATHYECKHE TTOPAKEHHUSI CEMSBBIHOCSIIUX MMyTEH — OIHA U3
Haumbosee YacThIX MNPUYMH OOCTPYKTHUBHOHM azoocrnepMuu y MyK4MH. K TMOBpeXIeHUIO0 WU
pyOLIEBaHUIO CEMSIBBIHOCSIIMX IPOTOKOB MOTYT MPHUBOAMTH BOCHAJIUTEIbHBIE 3a00JIE€BaHUA
(AMUIUAMMHUT, OPXOIMUAUIUMUT, TPOCTATHUT, BE3UKYIUT), BEI3BaHHbIC OAKTePHAILHBIMU areHTaMu
(Chlamydia trachomatis, Neisseria gonorrhoeae, Mycoplasma genitalium u nip.), a Takxke TyOepKyse3
MOJIOBBIX opraHoB. [locTBocmanuTenbHbIil pUOPO3 ANUAUIUMHUCA UM CEMSBBIHOCSILETO MPOTOKa
MPUBOJUT K HAPYLIEHUIO TPAHCIOPTA CIIEpPMAaTO30MI0B IIPU COXPAHEHHOM CIIEpMaTOreHese.

[TocTTpaBMaTHueckast OOCTPYKIIHUS MOXKET BOSHUKHYTh MOCIIE XUPYPrUUYeCKIX BMEIIATEILCTB
B MaxOBOW oOnacTu (IpbDKEceueHHe, Ba3dKTOMHS, ONepald Ha MOLIOHKE, MPOCTare, MOYEBOM
My3bIpe), TpaBM Ta3a WM MOLIOHKH. Y psijia MAlleHTOB BBISBISAETCS COYETaHHE WHOEKIHMOHHO-

BOCHAJMTEIHHOTO U TPABMAaTHYECKOTO (PaKTOPOB.



Jlnaruo3 oCHOBBIBaeTCsl Ha JaHHBIX aHAMHE3a, MajbIallly MPUAATKOB AUYeK (YIUIOTHEHHE,
yBeIHUEHUE, OOJC3HEHHOCTh), YIBTPA3BYKOBOW BU3yalM3allMd M Pe3yiabrarax OHMOXHMHYECKOTO
aHanM3a dSAKyJIATa (MOHWKEHHBIM 00beM, cHIbKeHHe pH, oTCyTcTBHE (PYKTO3bI IPU BOBICYCHHU
CEMEHHBIX My3bIpbkoB). [Ipu HeoOXoguMocTH MPOBOAUTCS Bazorpadus WIM MUKPOCKOIMUYECKAs
PEBU3US TPOTOKOB.

Xupypruyeckoe JIeUeHUE BKJIFOYAET MUKPOXUPYPTAYECKYIO PEKOHCTPYKIIHIO
CEMABBIHOCAIIMX IMyTeH (Ba303MHUAUIMMOAHACTOMO3, Ba30Ba30aHAcTOMO3). B ciywasx, xorma
PEKOHCTPYKILIMS HEBO3MO)KHA MM HEA(h(DEKTUBHA, HUCIIONIB3YIOT METO/IbI ACTIUPAIIMH CLIEPMATO30U10B

(PESA, MESA) ¢ nocnenyromum npumenenuem BPT [2].

HeoOcTpykTHBHAsI THIIEProHaoTponHas ¢gopma azoocnepmuu /

Hypergonadotropic non-obstructive azoospermia

['mneproHagoTponHbli (MEpBUYHBINA) TUIOTOHAAU3M — OAHAa M3 mIaBHBIX npuunH HOA
XapakTepu3yeTcss a300cmepMueii ¥ BBICOKUMHU Tokazatensimu  DOCI/JII, HH3KUM ypOBHEM
TectocTepoHa u uaruouHa B B kposu [1, 4, 10].

Cunapom Kuaiindgeasrepa / Klinefelter syndrome

Cungpom Kunaitudensrepa (CK) — camas pacnpocTpaHeHHas XpOMOCOMHas MpUYMHA
Myskckoro Oecrutonus, yactora ~1:600—1:800 mansunkoB [5]. bonee 90 % manunentoB umeror HOA
u3-3a2 Mporpeccupyrome arpopuu M CKiIepo3a CEeMEHHbIX KaHaiblieB. B MozanmuHbIX (opmax
(47,XXY/46,XY) denotun Marde: BO3MOKHA TsDKeTasi OJIMTO- WM KPUIITO300CTIepMUsL. Y MOJIOJIBIX
nanueHToB (20-30 ner) mukpo-TESE no3Bonsier nonyunuts criepmaro3onsl B 30-50 % cimyuaes [6,
71.

Cunapom e as Hlaneas / De la Chapelle syndrome

Cungapom ae ns Ilanens (46,XX TecTHKYNIApHbIE HapyIIeHUs: (OPMUPOBAHUS I10JIa) — ITO
penkast popma HapylieHUI popMUpOBaHUS T0J1a, CBA3aHHAasl ¢ TpaHcloKanuei rena SRY (anm. sex-
determining region Y; TeH, Ompenemsiomuid pa3BUTHE MYKCKOTO moja) Ha X-xpoMocomy y 46, XX
MyxuuH [8]; wactota ~1:20000-25000 HOBOPOXIEHHBIX MaIBIMKOB. MEHOTHI: HOpPMaIbHOE
MYKCKO€ pa3BUTHE BHEIIHHUX TE€HUTAJIMM, HO MAaJCHbKUE SWYKH, THIEPrOHaJ0TPOIHBIN
TUIOrOHAAN3M, Oecruioane. XapaKTepHbl TsKeNble HapyIIeHUs cliepMaToreHe3a (CHHAPOM TOJBKO
kietok Cepronu). /[narHo3 craBuTCs 1Mo KapuoTUTIUpoBaHUIO (46,XX) U MOJEKYIIPHOMY aHaIU3y
SRY. B GonbIMHCTBE CllyyaeB JieueHHE — 3aMECTUTENIbHAsl TepaIusl TECTOCTEPOHOM. BO3MOXXHOCTD
n3BieueHns cnepmarozouaos npu TESE npakruuecku orcyrcTByerT [8].

Cunapom Peiidenmreiina / Reifenstein syndrome

Cunapom Peiipenmreitna oOycnoBineH Myrtanusmu reHa AR (anmi. androgen receptor;

aHAPOTEHHBINA PELENTOP) U MPOSIBIAETCS Pa3IN4YHON CTENEHbIO PE3UCTEHTHOCTH K aHaporeHam [9].



Krnaccuueckuil ¢geHoTun: rumocnaausi, MUKPONEHHC, KPUNTOPXW3M, T'MHEKOMACTHS, CHI)KEHUE
oBosocennst. Kapuotun o0bryHO 46,XY, HO CTENeHb BHUPWIM3AIMHM TAalUEHTOB pas3Has. B
PENpPOAYKTUBHOM BO3pacTe OOJNBIIMHCTBO MY)KYMH UMEIOT TUIIEPrOHAJOTPOIHBIN THIIOTOHAIN3M U
azoocriepmuto.  OOs3aTenbHO  HHAOKPUHOJOTHMYECKOE  HAOMIOIEHHWE M aHJIPOJOTHYecKoe
COIPOBOXK/IEHUE, KOPPEKLIMS IMIIOrOHaIUu3Ma TecTocTepoHoM HeaddekruBHa [9].

Y-muxponeneuuu (AZFa/b/c) /| Y-microdeletions (4ZFa/b/c)

Mukponeneuun B peruoHax AZF-nokyca Y-XpOMOCOMBI SBISIIOTCS OJHOM U3 HauOolsee
YacThIX TEHETHYECKUX NpHYUH MYyxckoro Oecriomuss u HOA. AZFa-nenenyuu B OONBIIMHCTBE
CITy4aeB acCOIMUPOBAHBI ¢ PEHOTUIIOM «CHHAPOM TOJIbKO KieTok Cepronm» (anmi. Sertoli cell-only
syndrome), uto nemaer monydeHue crnepmarto3ousioB npu TESE mpakthueckn HEBO3MOXHBIM H
MPOTHO3 KpaiiHe HeONaronpusiTHeIM. AZFb-nenenuu  damie COMPOBOXKIAIOTCS  TOTaIbHBIM
MEHOTUYECKUM apecTOM; BEPOSTHOCTh YCIEUIHOTO BBIACJICHUS CIIEPMATO30HMIIOB  TaKXkKe
MUHUMaNbHA. AZFc-nenenu XapakTepu3yoTcsl BEICOKOM (PEeHOTUMHYECKON BapruabenbHOCTHIO: OT
TSKEJION OJIMr0300CIEPMUH JI0 a300CIIepMUn. B 3T0il rpymine BO3MOXKHA ycIlelIHas XUpyprudeckas
skcrpakuus crepmarozounoB (TESE), B cpemnem no 50 % ciyyaeB mo JaHHBIM KPYIHBIX
uccinenoBanuii. OHAKO BBIABICHHBIE CIIEPMATO30MIbI MPH HUCHOIB30BaHUM B mporpammax [CSI
MPUBOAT K Mepeaaye MUKPOJIEIICIIH 0 MY>KCKOW JIMHUU, YTO JieJlaeT 00s3aTeIbHbIM MPOBEICHUE
TeHETUYECKOTO KOHCYJIbTUpOBaHMs mapel [2, 10—12]. Poccuiickue uccienoBanus JEMOHCTPUPYIOT
4acTOTYy BBISBICHUS Y-MUKPOJIENEeNH y MAaMEHTOB ¢ Maro3oocnepmueii Ha ypoBHe ~15-20 %, uto
3aBHCHT OT KpuUTepueB oTOopa marueHTos [13, 14].

CuHapoM nepcucTeHUM MIOJLIepoBbIX MPoTokoB / Miillerian duct persistence
syndrome

CHUHIIpOM MNEpCUCTEHIIMH MIOJIEPOBBIX MPOTOKOB — PEIKOE ayTOCOMHO-PELECCUBHOE
3a0ojeBaHue, MPU KOTOPOM y TeHEeTH4ecKH U (eHorunuuecku MyxuuH (46,XY) coxpaHsrorcs
CTPYKTYpPBl — TPOHM3BOJIHBIE MIOJUIEPOBBIX MPOTOKOB (MaTKa, MAaTOYHbIE TPyObI, BEpXHsS 4YacCTh
Braranuia). OcHOBHas MpuuMHa — MyTauuu B reHax AMH (anri. anti-Miillerian hormone;
AHTUMIOJIIEpOB TOpMOH) win AMHR?2 (anrn. anti-Miillerian hormone type-2 receptor; peuentop
aHTHUMIOJIJIEPOBAa TOPMOHA 2-TO TUMA), TPUBOJSAIINE K OTCYTCTBHIO WK HE3()(HEKTUBHOMY JIEHCTBUIO
AMI [15]. Kapuorun 46,XY, HOpMaabHOE pa3BUTHE HAPYKHBIX IMOJOBBIX opraHoB. HambGonee
4acToe MPOSBICHUE — KPUNTOPXU3M (OTHOCTOPOHHUMN WM JIByCTOPOHHHMI), YACTO COUETAIOIIUINCS C
MaXOBBIMU MM aOJJOMUHAJIbHBIMU 0Opa3zoBaHusMU. [Ipu XupypruyeckoM jedyeHUH KPUNTOPXU3Ma
HEOXKHMJIAHHO BBISBIISIIOTCS MIOJUIEPOBBI CTPYKTYPHI (MaTKa/TpyObl).

Y psga manumeHToB HAOMIOAAETCs THIEPTOHAIOTPONHBIN T'MIIOTOHAAM3M  BCIIEACTBUE
MOBPEXKACHHS TECTUKYISIPHON TKaHU NpU KpunropxusMe u ¢pudpose. Hapymienue cnepmaroreHesa

BBIPA)KEHO, YaCTO Pa3BUBACTCS CEKPETOPHAs azoocnepmust. [lomo3peHne Ha CHHAPOM BO3HUKAET NIPU



COYETAaHMM KPUIITOpXH3Ma M OOBEMHBIX 00pa3oBaHui Majnoro Tasa. [lonTBepikmaeTcst AMarHo3
JanapoCKOIUeN U THUCTOJIOTMYECKUM HCCiIel0oBaHUEM. M3-3a KpUNITOpXU3Ma U MOBPEXIECHUS TKaHU
A4eK y OOJIBIIMHCTBA TMAIMEHTOB CIIEPMATOTeHEe3 HapylleH. BO3MOXHOCTb MOJIYYECHHUs
criepmaro3ousioB nipu TESE kpaiine Huszkas. OCHOBHAs 1€/1b TEpANUU — XUPYPrUYeCKOe yaajJeHUue
MIOJJIEPOBBIX CTPYKTYp (IpU Yrpo3e MaJMTHHU3AIUH), OPXUOMEKCHs, 3aMECTUTENIbHAs Tepamus
TECTOCTEPOHOM IpHU TunoroHaausme [15].

Kpunropxusm nanonarnyeckuii / Cryptorchidism idiopathic

Kpuntopxusm uauonaTHueckuii — 3T0 NaToJIOTUYECKOe COCTOSIHUE, TPU KOTOPOM OFHO HIIU
o0a siuKa He OIyCKalTcsa B MOIIOHKY. YacToTa coctapisieT 2—4 % y TOHOIIEHHBIX HOBOPOXKIEHHBIX
u 10 30 % y HENOHONIEHHBIX, HO K | rogy >KM3HM CIIOHTAHHOE OIyIlleHUWE HalOromaercs y
OonpmmHCTBA. [lepcucTupyronmii KpUTOPXU3M BeTpedaercs: mpuMepHo y 1,0 % B3pOCIbIX My>KIWH
[16].

W anonaTiyeckuii KpUMTOPXU3M TUATHOCTUPYETCS B CIy4asiX, KOrJa He yJaeTcsl BBISIBUTH
IFEHETUYECKYI0 MJIM  aHAaTOMUYecKyro npuuuHy. OH paccMaTpuBaeTcsi Kak  pe3yJbTar
MOJIMATUOIOTMYECKOTO HApyIICHUsT TporeccoB auddepeHunpoBKd W MHUTpanuu simuka [16].
JUTMTeNbHBIA KPUNTOPXU3M MPUBOAUT K MPOrPECCHUPYIONIEMY MOBPEXKICHUIO CIIEPMATOT€HHOTO
NUTeNus. Yke mocie 1-2 JeT KU3HM B HEOMyCTHUBIIEMCS SIMYKE OTMEYAeTCs CHUKCHHE YHUCIIa
cnepmaroronuii. B 3penom Bospacte y 30-60 % mamueHTOB C HEIEYEHBIM JBYCTOPOHHUM
kpunrtopxusmoM paspubaercs HOA. [Ipu o1HOCTOpOHHEM KPUITOPXU3ME PUCK OECTIONUS HUXKE, HO
y ~20 % manueHToB OTMEYaeTcsi CHUKEeHHE (EepTHIIBHOCTU Ja)ke MPU HOPMAJIbHOM BTOPOM SIMUKE
[16].

Y B3poChBIX MYXYMH C KPUITOPXU3MOM YacTO BBISABISETCS THIEPrOHAIOTPOIHBIN
runoroHaan3M (mossiteHue OCI, camxenue narnOrHa B), 94TO 0TpaxkaeT morepro criepMaroreHesa.
B xmunanueckux cepuax 50—70 % MyK4MH ¢ JBYCTOPOHHHUM KPUIITOPXHU3MOM UMEINH a300CIEPMHUIO,
y OCTaJbHBIX — BBIPAKEHHYIO onurozoocnepmuto [16]. Pannss opxuonekcus (no 12—18 MecsiieB)
3HAYUTEIHPHO TIOBBIIIAET IAHCHI COXPAaHEHUs CcliepMaroreHe3a. Y B3pPOCIbIX MalMEeHTOB IpHU
UIMONATHYECKOM  KpuUnTopxu3me 3(G(GEeKTUBHOCTh OpPXHMONEKCMH B IUIaHE (QEepTHUIBHOCTH
orpaHuueHa. Bo3MokHOCTh mosydeHus crepmaro3onnioB pu TESE y MyX4uuH ¢ ABYyCTOPOHHUM
HeJIEYEHBIM KpUITOPXU3MOM ocTaeTcst Hu3Ko# (10-30 % citydaeB), HO B OTJeNbHBIX CIyYasX yAaeTcs
JTOCTHYb ortogoTBopeHus meronom ICSI [16].

AyTOMMMYHHBIN opxuT / Autoimmune orchitis

AyTOMMMYHHBI OPXHUT — XpPOHMYECKOE BOCMAJIMTENbHOE 3a00JIeBaHUE SUYEK, CBA3aHHOE C
BBIPAOOTKOM aHTUTEN MPOTHB AHTUTEHOB CIIEPMATOTCHHBIX KJIETOK (AHTUTECTHKYJISIPHBIC aHTUTENA).
B HOpMe ciepMaTo30uabI 30IMPOBAHBI OT UMMYHHOI CUCTEMBI FeMaTOTECTUKYIIPHBIM OapbepoM,

onHako WMH(MEKIMU (MapoTUT, TyOEpKyie3, BUPYC MaluUIOMbl YeJIOBEKa), TPaBMbI, ONEpaliu Ha



MOIIIOHKE, BapUKoOLeNle, a TAKKe ayTOMMMYHHbIE 3a00JIeBaHMsI MOTYT NPUBOAMTH K HAPYIIECHUIO
Oapbepa U 3aIyCcKy ayToMMMYHHOTO Tiporiecca [17].

Knunuyecxue nposenenus / Clinical manifestations

Yame HaOmomaercs nepBuyHoe  Oecriopue.  XapakTepeH  TUIEProHaJ0TPOIHBIN
runoroHaau3M (Beicokoe comeprkanue OCIT u JII, HU3Kkui ypoBeHb TecTOoCcTepoHa). B aHamHese:
SMHUIUAUMOOPXUT, TPAaBMBI, oniepanuu. Horna ormMeyaetcs 00J€3HEHHOCTh U YBEJINYCHUE INYEK, HO
qarie 3a00JIeBaHme MPOTeKaeT cyokmmandecku [17].

Jluaenocmuxa / Diagnostics

. Cnepmorpamma: a300CrnepMus WIK TsDKeINask OJMIoacTeHOTEPATO300CIIEPMUS.

. BrisBienne antucnepmanbHbix antuTen: MAR-tect (ammi. Mixed Antiglobulin
Reaction test; Tect cMemanHOW aHTUIIIOOYIIMHOBOM peakuuu), MPSIMONH UMMYHO(IYOpECICHTHBIN
TECT).

. V3U snuex: nuddy3Hble THI03X0reHHbIE U3MEHEHUS, 04aroBble 30HbI (hudpo3a.

. buoncus smuka: muMdonuTapHas MHOUIBTPALUS, CKIEPO3 CEMEHHBIX KaHAJIBIIEB,
3aMelIeHNe COCTMHUTEILHON TKaHbto [17].

IIpoenos u neuenue / Prognosis and treatment

TESE B ycnoBusix BelpakeHHOro (hubposza manosddexruBHa. B psae ciyyaeB Bo3MoOXHa
KPUOKOHCEpBallMs CIIEpMaTO30MA0B Ha paHHUX dTanax Oose3Hu. [Ipu Hanuuuu criepMaTro3ouioB B
asKyssiTe — MeTo]l BbiOopa ICSI, Tak kak aHTHCTIEpMasIbHbIE AHTUTEINA MPENSATCTBYIOT €CTECTBEHHOMY
OII0A0TBOPEHHUIO [17]. I TroKOKOpTHKONIHAS Tepanus MOXKET BpEMEHHO CHI)KATh YPOBEHb aHTUTEIL,
HO  KJIMHUYecKas  A(PQPEKTUBHOCTh  OrpaHWuYeHa.  VICmoib3yloTcss ~ MMMYHOMOIYJSATOPHI,
aHTHOKCHJaHTHAs Tepamnus, HO JoKa3areabHas 0a3a cnadas. OCHOBHOM MyTh JOCTHKEHHS OTIIOBCTBA
y Takux nauueHToB — nporpammsl BPT (ICSI) [17].

Bapukonene / Varicocele

Bapuxonene — uyacrasg Haxonka y OeCIJIOAHBIX MyK4MH. Y 4yacTu nauueHToB ¢ HOA wu
KIIMHUYECKUM BapUKOIIENE TI0CH€ MHUKPOXUPYPrUYECKOW KOPPEKIMH BO3MOXKHO IOSIBICHUE
CIEpMaTO30M/I0B B D34KYNIATE€ W MOBBIIEHHE BeposiTHocTu OepemenHoctu npu TESE [18, 19].
MeTaaHa/In3bl COOOIIAIOT O MOSBIEHUH CIIEPMATO30UI0B B ISKYNATe puMepHo y 20—45 % myxuuH
c HOA nmocne BapuUKOLEIIKTOMHM M O POCTE YACTOTHl HACTYIUICHHS OEpeMEHHOCTH
(ciontanHoi/BPT) B cpaBHenuu c HaOmonenuem [15]. Poccuiickue 0030pbl MOATBEPKIAIOT
KJIIMHUYECKYIO MOJIb3Yy y TaKuX nanueHTos [20, 21].

Bapukouene n cunapom Kaaiingeasrepa / Varicocele and Klinefelter syndrome

Bapuxonene auarnoctupyercst npumepHo y 15-20 % MysxunH B oOmiei nomysiuu u'y 30—
40 % Gecrumonubix marueHToB [ 1]. Y 6onpHbIX ¢ CK wacToTa BapuKoIesne, o JaHHBIM Pa3HbIX CEPUi,

cocraBmsier A0 20-25 % [5]. V mnaunumentoB ¢ CK mnoBpexaeHue crnepmaroreHe3a CBSI3aHO



MIPEUMYIIECTBEHHO C XPOMOCOMHOW aHEyIUIouAuel W arpoduell CeMEHHBIX KaHabIEB. TeM He
MEHEE BapUKOIIENIe MOXKET YCYTYOJSTh JIOKAThHYIO THIIEPTEPMUI0, OKCHIATUBHBIN CTPECC U alloNTo3
CIIEPMATOTEHHBIX KJIETOK, JOMOIHUTEIILHO CHIKASI BEPOSTHOCTH OOHAPYKEHUS CIIEPMATO30UI0B IPU
Mukpo-TESE [5]. B enuHUYHBIX MCCAEIOBAHUSIX OTMEUYEHO, 4TO Bapukolnesne y myxkuuH ¢ CK He
M3MEHSAET OCHOBHOW MAaTOT€HETHMUYECKHH MeXaHU3M OeCIUIOAMs, OJHAKO €ro KOPPEKIUsS MOXKET
VAy4IIUTh  (YHKIWIO sSAYKa. Y MOJIOJBIX TMAalMEHTOB (MO3aWYHBIX WM C OCTaTOYHBIM
CIIEPMATOTEHE30M) TMOCJI€ BapHUKOLEIIKTOMHM OMHCAHbl CIy4yauh TMIOSBJICHUS EIUHUYHBIX
CIIEPMATO30MAOB B DJSKYJIATEe, YTO oOnerdano mocieayomyw nporpammy ICSI. Omnako
CUCTEeMaTHYECKUX JAHHBIX O 3HAYUTEIBHOM YyiyullieHuHu ucxonoB BPT mociie Bapukouemd KToMun
ripu CK HeT. BOIbIIMHCTBO AKCIIEPTOB CUMTAIOT, YTO XUPYPrudecKas KOPPEKIUs BAPUKOLIETIE Y TAKUX
MalMeHTOB  ONpaBJaHa TOJBKO TPU  BBIPAKECHHBIX KIMHUYECKUX MPOSBICHUSAX  (00Ib,
Iporpeccupymomas arpodus ssuuka), Ho He KaKk MeToJ JieueHus oecroaus [5].

B oreuectBenHbIx cepusix nanueHtoB ¢ CK Bapukonene Bcrpeyanoch B 18—20 % cimydaes;
XUPYPTUUECKOE JICYCHHE MPOBOJUIOCH OTPAHWYCHHOMY YHWCIY NAIMEHTOB U HE MPUBOAUIO K
BOCCTAHOBJICHHIO CIIEPMATOreHe3a, HO IMO3BOJSUIO CHHU3UTH OOJEBOH CHHAPOM M 3aMEUIUTh

TECTUKYISIpHYIO aTpoduto [22].

HeoOcTpykTHBHAsI THIIOTOHAA0TPONHANA hopMa a3oocnepMuu /

Hypogonadotropic non-obstructive azoospermia

BpoxeHHbI 1 NPHOOPETEeHHBIH IMIIOrOHAA0TPONHBINH runoronaausm / Congenital
and acquired hypogonadotropic hypogonadism

Bpoxnennsiit  u npuoOpeTeHHbI  runoroHaforponHbiii  runoroHagusm  (I'TT)
XapakTepHu3yeTcst HelocTaTouHoM cekpenueit ronagorponuHoB (OCT, JII') BcnencTBue HapyleHUn
TUIIOTANIaMO-TUNIO(HU3apHON CHUCTEMBI. DTO NPUBOIUT K CHIKEHHMIO HPOIYKIMH TECTOCTEpPOHA
KJIeTkamu Jlefiaura ¥ HapylIeHMIO CliepMaToreHe3a BIUIOTh JI0 a3oocnepmMuu. B ormuume ot
runeproHagorponyHoro runoronagusma, npu I'TT yposens @CI/JII" HU3KMI WM «HEaJAEKBaTHO
HOpPMaJIbHBIN», & TECTOCTEPOH CHHIKEH.

Bapuant 3aboneBaHusi, IpoTeKalOUIMii ¢ aHocMHed, — cuHapoMm Kamnmana. DTHOnOrUs:
mytauuu B reHax KALI (anrm. Kallmann syndrome 1 sequence gene; reH mocienoBaTeIbHOCTH
cuaapoma Kammmana 1), FGFRI (anrn. fibroblast growth factor receptor 1; peuenrop 1 dakropa
pocra pubpodnactos), PROKR?2 (anr. prokineticin receptor 2; peuentop npokunetukuna 2), CHD7
(anm1. chromodomain helicase DNA-binding protein 7; XpomomomeHHas renukasa, JIHK-
CBS3bIBAIOUIMI Oenmok 7) W [p., HapylIAloUMe MUTpalui0 W/WiaM (YHKIUIO HEHPOHOB,
CEeKPETUPYIONIMX  TOHAAOTPONUH-pHIM3UHT-TopMOH  (aHm1.  GnRH  neurons;  He#poHHI,

CEKpPETUPYIOUINE TOHA0TPONMH-PUITU3UHT-TOPMOH) [23].



Myxuunsl ¢ [TT/cunngpomom Kamnmana wame umeror aszoocnepmuio, Ho 'y 60-70 %
BO3MOXKHO JIOCTH)KEHUE CIIEpMATOreHe3a IpU JUINTEIbHOM TEpalnud TOHAJOTPONHMHAMU
(xopuoHnueckuii ronagorponuH yenoBeka (XI'Y) + pexkomOunanTHbii @CI') win mynsCHpyOIUM
BBEJICHUEM FOHA0IN0EepHHA.

[Tpuobperennsiit I'TT BcTpevyaeTcs vaiie U MOXKET pa3BUTHCS B J1000M Bo3pacte. OCHOBHbBIC
IIPUYMHBI:

1. OIyXOJIM THUIIOTaJdaMo-rUnopu3apHoii obmactu. AneHoMsl runoduza (0coOeHHO
MaKpoaJ€HOMbI), KpaHHMO(GapUHIMOMBI, T€PMUHOMBI. MeXaHHU3M: KOMIIpECCHS WJIM pPa3pylLIeHHE
TMIIOTAaMO-TUIIO(U3apHON TKaHU —> CHIDKEHHE CEKpelUM TIOHAaJoTponuHOB. KimHuuecku:
CHIDKCHHE JMOWIO, SPEKTHIIbHAS IUCOHYHKIUSA, a300CHEePMHS, 4YacTO COYETaHHE C ACPHINTOM
JPYTUX TPOIHBIX TOPMOHOB;

2. TUIEPIPOIAKTUHEMHS. ITpyunHsL: IIPOJIAKTUHOMBI, MEIUKAMEHTO3Has
(aHTUNCUXOTUKM, AHTHUICNPECCAHThI, METOKJIONpaMua). MexaHu3M: NPOJIAKTUH IOJABIIET
CeKpeluio roHaaonubepuHa. JleueHue: NOMAMMHOMHMETUKHM (KaOeprojiuH, OpOMOKPHUIITHH) —
BOCCTAHOBJICHUE CIIEPMATOTE€HE3a BOBMOXKHO Yy OOJIBIIMHCTBA MalueHToB [23];

3. cucTeMHble 3a00sieBaHus. [ eMoxpomaTos (OTJIOKEHNUE JKenne3a B runopu3e U sudKax),
capkou103, ructuouuto3, BUU-undexuusa. Yacto npuBOAUT K COUETAHHOMY TMIIONUTYUTApU3MY;

4. TpaBMbl M BMeEIIATENbCTBA. UepernHo-Mo3roBas TpaBMa, ONepalud Ha Turnoduse,
JyuyeBas Tepamus, XUMUOTepanus. OTH IOBPEXKIEHUS MOTYT BbI3bIBaTb TPAH3UTOPHBIA WM
MOCTOSIHHBIN A€(PULUT rOHA0TPONUHOB U 2300CIEPMHUIO;

3. ¢ynkumonansHbiil I'TT. Ctpece, xpoHnueckue 3a0oneBaHus (IUPPO3, XPOHUUECKAS
MOYeyHasi HEJIOCTAaTOYHOCTh), AHOPEKCUs, Ype3MepHble (U3HUECKHE Harpy3KH BBI3BIBAIOT
HapylLIeHUE CEKpEelUH TOHaJoduOeprHa, YTO MPUBOAUT K (OPMHUPOBAHUIO TMIIOIOHAIOTPOMHON
a300CIEPMUH.

JlnarHocTtuka 3a00neBaHNs: HU3KUN WIN «HeanekBaTHO HopManbHbli»y OCI/JII mpu HU3KOM
TE€CTOCTEPOHE; OTCYTCTBHE IOBBIIIEHHS TOHAJOTPOIHMHOB IMOCIE CTUMYJISIUU TOHAI0JINOEpUHOM
yKa3bpIBaeT Ha IeHTpaidbHbIi Aedexkt; MPT runodusza npoBomuTes 00s3aTenbHO ST UCKITIOYCHUS
OITyXOJIEH.

Bpoxnennsiit u npuodperennsiii [TT' B oTinune OT runeproHajoTpoIHOrO TMIIOTOHAAN3MA
MPUHLIMITHAIBHO OTIMYAETCS TEM, UTO CIIEPMATOTE€HE3 MOXKET ObITh CTUMYJIUPOBAH MIPH MPaBUIIbHON
tepanuu [23]. YV 60-70 % MyX4MH BO3MOXKHO JOCTHXKEHHME CIEpMaToreHes3a IMpH CTUMYISIHMU
ronagorponuHamu (XI' + @CI') wiu mynscupyomum BeeeHrneM ronagoiautepuna [23]. [Tpu I'TT
MoHotepanuss XI'U crumynupyer kinetku Jleiiaura M TOBBILACT TECTOCTEpoH, HO 0e3 DCI
crepmaroreHe3 oOblYHO He 3amyckaeTcs. JloOaBnernne OCI' (MOYEBOTO WM PEKOMOWMHAHTHOTO)

HEOOXOIMMO I CTUMYJIAIHMH KieToK CepTonu u mHunmupoBanus meiosa [23]. [Ipenaparsr OCI:



moueBord OCI" (cogepkut OCI u JIT'), pekombunanTabiii OCI (GommuTpornuH anbda, GO TPOTHH
6era). Haumnaror neuenune c¢ XI'U (15002500 ME 2 pasza B Henmenmo) A HOpMalU3aldu
TectocTepoHa. Yepes 3—6 mecdlleB Mpu OTCYTCTBUU CIEPMATO30MA0B B 3sikyJsite n06asistor OCI'
(75—-150 ME 3 paza B Hepenmto). OOmias IIUTeIbHOCTh Tepanuu — 6—24 mecsia, HHoraa aoblie. Y
nanueHToB ¢ BpokaeHHbIM [ T'T unu npuodperenusiM ['TT uHayKIus criepmaroreHesa J0CTUTaeTCst
y 60-80 % cuyuaeB [23]. Cpennee Bpemsi 1O MOSBICHUS CIIEPMATO30UJIOB B ISKYisTe — 6—12
mecsineB. @CIT — xmroueBoit ropmon B Teparuu [TT: ©e3 Hero HEBO3MOXKHO IIOJIHOLIEHHOE
BOCCTaHOBJICHHE CIIEPMATOreHe3a.

®dakTopbl MporHo3a pGHEeKTUBHOCTH JieueHHs azoocnepmun npenaparamu OCI': Gonpmmii
UCXOJHBIA 00beM sAnYeK (> 8 M), OTCYTCTBUE KpUIITOpXH3Ma B aHaMHe3e, Oojiee KOpOTKas
JUTATEIHHOCTh TUIIOTOHAIM3Ma TPH MPUOOPETEHHBIX (POpPMAxX THIOMUTYUTAPU3MA, CIIOHTAHHBIN
myOeprar [23].

Takum 00pa3oM NPEACTABISIOT OCOOBIH HMHTEPEC HCCIENOBAHMS HHAOKPUHOJIOTUUYECKUX
neaTpoB Cankr-IlerepOypra u TamikeHTa U BBISBICHHUE I[EJICBOM TPYIITBI MY>KYHH C OCCILIONNEM, C
KOTOPBIMH pa0OTaOT KaK Bpadu-3HIOKPHHOJIOTH, TaK ¥ YPOJIOTHU-AHIPOJIOTH B YCIOBUSIX «PEATTBHONY
KIIMHUYECKON MPAKTUKH.

Heab: W3yduTh pacHpOCTPAHEHHOCTh PA3IUUYHBIX (QOPM a300CIHEPMHH Y MYXKUUH C
OecruiogeM B YCIOBUSIX pPEIbHOW  KIMHUYECKOM TMPAKTUKH  HECHeIHAIM3UPOBAHHOTO
SHJAOKPUHOJIOTUYECKOT0 aMOyIIaTOPHO-MTOJMKIMHUYECKOTO OT/IEJIEHHS B CPABHEHUU C pe3ybTaTaMu

MCKAYHAPOAHBIX U pOCCHfICKHX SMUACMHOJIIOTHYCCKHNX I/ICCJIC,Z[OBaHI/Iﬁ.
Marepuanbl u metoabl / Materials and Methods

3anauu uccaenosanus / Study objectives

JUIs  JOCTWIKEHHS TIeIM  TPEJCTABISICTCS]  HEOOXOAMMBIM  OOOOIIUTH COBPEMCHHBIE
AMHUIEMHOIOTUYECKUE JIaHHBIE O PaclpOCTPAaHEHHOCTH pa3IMYHBIX (OPM  a300CIEPMHUH,
MPOaHATN3UPOBaTh COOCTBEHHBIC pE3yAbTaThl OOCIETOBAaHMS TAIMEHTOB C a300CHepMUEH H
CPaBHHUTH UX C MEXKIYHAPOAHBIMU M POCCUHCKUMHU JAHHBIMH, a TaKXkKe 3a3padoTarh MpaKTUYeCKUN
anroput™ U GepeHIMATEHON JUArHOCTHKU a300CTIEPMUN JIJI KIIMHWYECKOTO TPUMEHEHUS B
PYTHHHOI MPaKTHKE Bpava-yposiora, 3HIOKPHUHOJIOTa, pENpOIyKTOJIora.

Jun3aiin ucciaenoBanus / Study design

B perpocrniekTiBHOE KOTOpPTHOE HaOMIOMATeNbHOE HCCIeAOBaHUE ObUTH BKIOUEHBI 450
MY’>XUYHH B BOo3pacte oT 25 10 45 net, oOpaTuBmIUXCS C Kajobamu Ha Oecruionue, y KOTOPHIX IO
pe3ynbrataM o0cienoBanus (criepMorpaMma) Oblia MoATBEPKIeHa azoocnepmusi. OOciaenoBanne n
JIeUEHUE MAUEeHTOB MPOU3BOAMIIOCH B kKimHUKax: Kimuanka ['K «Mexacu» (Cankr-ITerepOypr), OOO

«Uentp Axanemuueckas MmenunuHa» (Cankt-IletepOypr), OOO «I'eHoTexHonorus TamkeHT»



(Tamkent, PecnyOnmka Y30ekucraH), AHIWKAHCKHA TOCYIapCTBEHHBIM MEIMIIMHCKUNA HHCTHUTYT
(Arnmxan, Pecrybnuka Y30ekucran).

Kpurtepun Brioyenusi u uckarodenusi / Inclusion and exclusion criteria

Kpumepuu exnrouenus: Bo3pact 25—45 ner; KIMHAYECKUI JUarHo3 «0ecruionre» (0TCyTCTBUE
HACTYIUICHHs] OEpEMEHHOCTH Y TApTHEPILHU B TeUeHUE >12 Mecs1eB peryIsipHOH MOJIOBOM KU3HU 0e3
KOHTpALENINK); HaJU4Hhe a300CIEPMHUH, IMOATBEPKICHHON KaK MHUHUMYM 2 HCCIIEIOBaHUSIMU
ISIKYNIATA; THPOPMUPOBAHHOE COINIACHE HA Y4acTUE B UCCIICIOBAHUH.

Kpumepuu ucknouenus: Bo3pact Menee 25 u 6osee 45 5ier; paHee BbITIOJTHEHHAS Ba3OKTOMMS
WIM WHBIE XUPYPrHUECKHE BMEIIATENbCTBA, MPEAHAMEPEHHO BbI3BABIINE OOCTPYKIIHIO; TSDKEIbIe
COMAaTUYECKHE WM OHKOJOTHYECKHE 3a00JIeBaHMs, MPEMATCTBYIONIME OOCIIEIOBAaHHUIO; OTKa3 OT
y4acTusi B UCCIIEJOBAHUU.

Mertoab1 o0ciienosanusi / Study methods

Bcem nmanmenTam npoBOAMIICS KOMITJIEKC 00CIIe0BaHN s, BKIIOYABILINNI:

— cOop anaMHe3a (penpoayKTUBHOTO, COMAaTHIECKOTO, XUPYPIHYECKOTO);

— (¢u3uKanbHOE OOCIIEIOBAaHUE C OIICHKOW BTOPHYHBIX TIOJIOBBIX MPHU3HAKOB, Pa3MEpOB U
KOHCUCTEHIUU SINYEK;

— ABYKpaTHOE UCCIIeZIOBaHUE ISIKYIATA (LEHTPUPYTHPOBAHHE, MUKPOCKOIIHS ), BBIIIOJIHEHHOE
o meroauke BO3 [1];

— WCclenoBaHue cojepkanus B KpoBu ropmoHoB — DCI, JII, olmero tectocrepona,
nposiaktuHa, AMI, mo0ynuHa, cBs3biBaromiero mnonoBele ropMons!l (I'CIII), marubuna B; mo
MOKa3aHUsAM — dCcTpaanona, TupeorporHoro ropmona (TTT), Tupokcuna (T4), XI'U;

— Y3U opranoB MOIIOHKH C Jorieporpadueit;

— reHeTHYEeCcKoe 00cieI0BaHue: KapuOTUIIMPOBAaHNE, TECTUPOBAHNE HAa MUKpoaeneuuu AZF
Y-xpomocomsl, aHain3 reHa CFTR npu NOf03pEHUH Ha BPOXKIEHHOE OTCYTCTBUE CEMSIBBIHOCSALINX
IIPOTOKOB;

— B pamkax BPT: Oouoncus simuka (TESE/mMuxpo-TESE) ¢ ructonornueckum rccieioBaHueEM

1 BO3MOXXHBIM KPHUOCOXPAHCHUEM CIIEPMATO30MU10B.
Pe3yabrarsl u 00cyxaenue / Results and Discussion

[To pesynpratam KoMIUIeKCHOTO oOcienoBanus 450 manueHToB OBLIM pa3/ieleHbl Ha
JMAarHOCTUYECKHUE IPYIIBI, KOTOpPBIE IPEACTABIECHbI B Ta0auue 1.
Tabauna 1. Yacrora pa3znuuHbiX (OpM a300CIEPMHUH Y MYXKUYHUH C O€CIIONUEM — CpaBHEHHE
COOCTBEHHBIX JIaHHBIX C pe3yJbTaTaMi MEXIyHApOIHbIX UCCIIEOBAHUH.
Table 1. Prevalence of different forms of azoospermia in infertile men — comparison of own data with

results of international studies.



YacrToTa Mo JaHHBIM

.o CobcTBeHHBIE
uccjaeaoBanuii, %
dopmMma azoocnepMuu JTaHHbIE
[HepBOI/ICTO‘lHI/IK?I] Own data
Azoospermia form Frequency according n =450
to research data, % n (%)
[references]
OO6cTpyKTHBHAS a300CHepMUsi (CyMMAapPHO)
Obstructive azoospermia (total) ~30-4011, 2] 135(30,0)
MyxkoBuciuno3/ CFTR-accounupoBaHHas
BIOCII 1-2 (7, 8] 2(0,4)
Mucoviscidosis/CFTR-related CBAVD
[TocTuH(pEeKIMOHHAS UITU TOCTTPaBMaTUYeCKas
00CTpyKIIHS ~25-30 [2] 133 (29,6)
Post-infectious or post-traumatic obstruction
HeoOcTpykTHBHAA a300cniepMus (CyMMapHO)
Non-obstructive azoospermia (total) ~60-70 [2, 5, 10] 285 (63,3)
Cunapom Kunaiingensrepa (47,XXY)
Klinefelter syndrome (47,XXY) ~10 6] 38 (8,4)
Cunpgpom ne i lanens (46,XX)
de la Chapelle syndrome (46,XX) <10 10(2,2)
Cungpom Peiidenmreiina (46,XY)
Reifenstein syndrome (46,XY) <10 8 (1.8)
Y-mukponenenuu (AZFa, AZFb, AZFc)
Y-chromosome microdeletions (AZFa, AZFb, ~8—-12 [7] 26 (5,8)
AZFc)
CHHIPOM TIEPCUCTECHIIMHA MIOJIEPOBBIX
MIPOTOKOB <1,0 4(0,9)
Persistent Miillerian duct syndrome
Kpunrtopxusm uauonatudeckuii B aHaMHe3€
Idiopathic cryptorchidism in history ~9-10116] 4203)
AyTOUMMYHHBINA OPXUT
Autoimmune orchitis 23 [17] 15G,3)
Bapukoruiene (couetanue ¢ HeOOCTPYKTUBHOM
azoocrepmueit)
Varicocele (associated with non-obstructive 10-15 16, 17] >4(12,0)
azoospermia)
Wnnonarndeckast HEOOCTPYKTHBHAS
a300CTIEPMHUS ~30-40 [2, 5, 10] 88 (19,6)
Idiopathic non-obstructive azoospermia
I'unmoroHagoTPONHBINA rMIOTOHAAU3M
(cymmapHo) ~2-515] 30 (6,7)
Hypogonadotropic hypogonadism (total)
Bpoxnennsie popmel (I'TT/cunapom
Kannmana) ~1,0 [23] 12 (2,7)
Congenital forms (HGG/Kallmann syndrome)
[Tpuobperennsie GopMbl
(TunepnposakTUHEMHUS) 1-2 [23] 10 (2,2)
Acquired forms (hyperprolactinemia)
[Tpnobperennbie hopMbl
(mocTTpaBMaTUYEe CKUN/TIOCIICOTIEPAlnOHHBIN 1,0 [23] 5(L1)

TUTIOTIUTYUTAPU3M )



Acquired forms (post-traumatic/post-surgical
hypopituitarism)
[Tpuobperennsie GopMbl (MAMOTATUIECKUNA

I'TT) <1,0[23] 3(0,7)
Acquired forms (idiopathic HGG)
BCEI'O / Total 450 (100,0)

Hpumeuanne: CFTR — tpancMeMOpaHHBIH peryistop Mmykosucrmmo3a; BJIOCII — BpoxkaeHHOE IBYCTOpOHHEE
OTCYTCTBHE CEMSABBIHOCSIINX MPOTOKOB; AZF — (akTop azoocnepmun; [ TT — rHoroHagoTpoNHbI THIOTOHATU3M.
Note: CFTR — cystic fibrosis transmembrane conductance regulator; CBAVD — congenital bilateral absence of the vas

deferens; AZF — azoospermia factor; HGG — hypogonadotropic hypogonadism.

[TosmyueHHbIe TaHHBIE TOATBEPHKAAIOT, YTO B KOTOPTE MY>KUMH C a300cIepMueii npeodianaer
HeoOcTpykTuBHAs popma (63,3 %), 9To cormacyeTcs ¢ MeXIyHapogHbIMu myonukarusmu (60—70 %)
[2, 5, 10]. Cpenu HOA oCcHOBHYIO J0I0 3aHUMAIIU MAIUEHTHI C Uauonaruieckoit ¢popmoii (19,6 %),
YTO YyTh MEHbIIIE JaHHBIX MUPOBOM MpaKTUKH, rae uauonarudeckas HOA cocrtasnser 30—40 % Bcex
ciyyaes [2].

['eHeTHuecKre NPUYMHBI OBLTN BBISBICHBI Y 3HAYUTEILHON YaCTH MalMeHTOB. Tak, CHHIpOM
Knaitadensrepa auarnoctuposat y 8,4 %, 4TO CONOCTaBUMO C JaHHBIMU KpynHBIX cepuid (8—10 %)
[6]. Y-XxpoMOCOMHBIE MUKPOAENEIIUN OTMEUEHBI y 5,8 %, 4TO HECKONBKO HIKE CPEIHUX MUPOBBIX
3HaueHuit (8—12 %) [7], 4TO, BEPOATHO, CBA3AHO C ITHUYECKUMHU OCOOCHHOCTSIMU BBIOOPKH U
OTpaHMYEHUSIMU HUCTIONb3yeMOW naHenu Mapkepos. Peaxue gopmsl (cunapom ae ns Hlanens — 2,2
%, cuaapom Peiidpenmreiina — 1,8 %, cHHAPOM MEPCUCTEHITMH MIOJLIEPOBBIX MPOTOKOB — 0,9 %)
IIPOAEMOHCTPUPOBAJIN MEHBIIYIO PACIPOCTPAHEHHOCTh, OJHAKO HMX YYE€T HMMEET KPUTHYECKOE
3HAYEeHUE I TOYHOU JUATHOCTHKH M MPABUIHHOTO T€HETHYECKOTO KOHCYIBTHPOBAHHUS.

Kpunrtopxusm B anamHe3e orMeueH y 9,3 % o0cinenoBaHHBIX, UYTO COOTBETCTBYET JaHHBIM
mutepatypsl (9-10 %) [21]. Jlong nanuueHToB ¢ ayTOMMMYHHBIM OpXHTOM cocTaBuia 3,3 %, 4urto
HE3HAYUTETbHO TMPEBBINIAET M3BECTHBhIE nuamna3oHbl (2-3 %) [22]. Bo3MoxkHO, 3TO 00yCIOBIEHO
OTCYTCTBUEM YETKHUX KPUTEPUEB IOCTAHOBKM JIMAarHO3a, a OIpPEAENICHUE AHTUTECTUKYJSPHBIX
aHTUTEN He Bcerna nHdpopmaTuBHO. Bapukonene B coueranun ¢ HOA nabGmoganoce y 12 %, uto
COIVIaCyeTCs C JaHHBIMU O €T0 PAcIPOCTPAHEHHOCTH CPeIN MYKUMH ¢ O6ecrutoauem [16, 17].

O6c¢tpykTuBHas azoocnepmus (30 %) B Mccae10BaHUU BCTpeUagach HECKOJIBKO pexe, YeM B
psne 3apyOexsbix myomukauuit (10 40 %) [1, 2]. B ctpykrype OA OCHOBHBIM MEXaHM3MOM ObLia
MOCTUH(EKIMOHHAS WM TMOCTTpaBMaruyeckas oOctpykuus (29,6 %), torma kak CFTR-
accouuupoBanHas B/IOCII Bcrpeuanach Tonbko y 0,4 % manueHTOB, YTO HUXKE MEXKIYHAPOIHBIX
naHHbIX (1-2 %) [7, 8]. DTO MOXKET OOBSICHITHCSI KAK OTPAaHUYECHHBIM YHCIIOM T€HETHUECKHUX TECTOB,
TaK ¥ BO3MOKHBIMH OCOOCHHOCTSIMU MOITYJISIIUH.

I'mroroHagOTpONHEIM TMIOrOHAANW3M BeTpedasics y 6,7 % mnNalueHTOB, YTO MPEBBIIIAET

cpenHue qaHHble TuTepatypsl (25 %) [5]. Cpenun HUX npeobnagany BpoxkaeHHbIe GOpMbI (CHHAPOM



Kannmana — 2,7 %), a Takke npuoOpeTeHHble POpMbI (TUIEPIPOTAKTHHEMHS], TOCTTPAaBMaTHUECKHMA
TUIONUTYUTAPU3M), YTO IOJYEPKUBAET HEOOXOAUMOCTD TIIATEIbHON HEHPOIHTOKPUHHON OLIEHKH Y
MalUEeHTOB ¢ azoocnepmueit [23].

Takum o00pa3zoM, pe3ynbTaTbl MOATBEP)KAAIOT, YTO Aa300CHEPMHUS — KIMHUYECKH U
3THOJIOTMYECKH T'eTepPOreHHOe COCTOsIHKE. JlaHHbIe 10 Hallel BBIOOPKE COOTBETCTBYIOT IVI0OAIbHBIM
TPEH/IaM, HO BBISBIEHHbIE pacxokiaeHus (Oosnee Bricokas aons I'TT, Heckonbko MeHbIIas 4yacToTa
CFTR-acconuupoBanHoii BJIOCII u Y-Mukponeneuuii) MOTYyT OTpakaThb HOIYJISLUOHHbIE

O0COOECHHOCTH U MCTOAOJOTMYCCKUEC pa3INdn.

IIpakTHYeCcKU aJrOPUTM 1O 00CJI€JOBAHUIO U TAKTUKE BeJleHUSI
nauueHToB ¢ azoocnepmueii / Practical algorithm for the diagnostic

workup and management of patients with azoospermia

Ha ocHoBaHuM NpOBEAEHHOrO 00CIe0BaHNs BEIOOPKH MYKUMH C a300CIEPMUEH C yueTOM
MEXXTyHAPOIHBIX TAaHHBIX MBI CO3aIU aJITOPUTM OOCIICIOBAaHHUS MYXYUH C a300CTIEPMUEH, KOTOPBIN
U IIPEIaracM YnuTaTelsIM.

1. IToaTBepauTh a3o0cnepMuio 1o jaboparopHoMy pykoBoiacTBy BO3 mo uccnenoBanuio u
00paboTKe ISKYIATA YeTOBEKa.

2. IlpoBectu nuddepennmanpuyto nuarHoctuky OA u HOA (o06beM simuek, Hanuuue vas
deferens, uccnenopanue conepxanusi @CI, JII, TecrocTepona obiero (cBoOOIHOT0), UHrHOMHA B,
AMTI, mponaktuna B kposu, Y3U/TPY3U, mytauuu CFTR).

3. B cnyuyae HOA npoBecTH reHeTuueckoe oOciiefioBaHHE (KapuOTUIHPOBAHUE, MYTALUU
SRY, mukponenenuu AZF, mytamuu rena AR).

4. BeisiButh ycrpanumelie npuunabl HOA (Bapukoriene, ruporee).

5. Ilpu HOA: o6¢cyxaenne mukpo-TESE u BPT.

6. IIpu runoroHagOTPONHON a300CHEPMUN — UHIYKIUS CIIEPMATOreHE3a TOHaJOTPONIMHAMU
(XTY + ©CT'); mpu runeprnpoJakTHHEMUH — TEpausl arOHUCTaMU J0(paMUHOBBIX PELIETITOPOB.

7. 'eHeTHYECKOE KOHCYJIBTUPOBAHUE MAPHI.



A300CIepMUN, NOATBEPKAEHNAR N0CAE UEHTPHOYTHPOBANKA MKYAATA (A}
Azoospermia confirmed by centrifugation of ejaculate [A}

' ' ' '
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Figure 1. Algorithm for azoospermia differential diagnostics.

Ipumeuyanne: E; — scrpanuon; JII' — nrorennusupytomuii ropmon; MPT — maruuTHO-pe3oHancHas Tomorpadust; HOII
— HapyumieHus QopmupoBanus mona; I[TPJI — nponakrun; OCI' — ¢ommukynoctumynupytomuii ropmon; KO —
IKCTpPaKOPIOpaIbHOE OmIofAoTBOpenue; Y3U — yiabrpasBykoBoe uccienoBanne;, HOII — napymeHust GopMUpOBaHUS
nona; XI' — xopruoHnueckuil roHafoTponuH 4yenoseka; ICSI — uATpanuronaasMaTiuecKast UHbEKIUS CIIEPMATO30U1a;
TESE — TecTukynsipHas 3KCTpakius criepmMaro3ouoB; T — recrocTtepoH; N — HOpMaJIbHBII MOKa3aTeb.

Figure 1. Algorithm for the differential diagnosis of azoospermia.

Note: E; — estradiol; LH — luteinizing hormone; MRI — magnetic resonance imaging; DSD — disorders of sex development;
PRL — prolactin; FSH — follicle-stimulating hormone; IVF — in vitro fertilization; US — ultrasound; DSD — disorders of
sex development; hCG — human chorionic gonadotropin; ICSI — intracytoplasmic sperm injection; TESE — testicular
sperm extraction; T — testosterone; N — normal value.

Iosicnenusi k aaroputmy / Notes to the algorithm

{A} A3zoocnepMus WM OJUIO300CIEPMHUSI OLICHMBAETCS MpPH YCIOBUU HCKIIOUEHUS IpHema
JIEKapCTB, BIHSIOIIMX Ha PENPOAYKTHUBHYIO CHUCTEMY, XPOHUYECKMX HMHTOKCUKALMK W BPEIHBIX
MPOM3BOJACTBEHHBIX  BO3ACHCTBUUA. B ciywae  azoocrmepmMun  HEOOXOAWMO  MPOBECTH
muddepeHInanbHyI0 AUarHOCTUKY € OOCTPYKTHBHOW a300cmepMued y MY>KYMHBI HEpEeHEeCHINX
OPXMIIUIUANMHUT, Ba3eKTOMHUIO WIH OOJNEIOIINX MYKOBUCIUAO030M. B 3TOl cuTyanmu momoraet
aHaJIU3 Ha YPOBEHH O-TIIFOKO3HA3bI (M (PYKTO3BI), KOHIICHTPAIUS KOTOPBIX OyIeT CYIIeCTBEHHO

CHUKEHA TIPU OOCTPYKIIHH.



{B} B nanHnoii cutyaruu Heooxoaumo auddepeHIInpoBaTh pa3InaHbIe (OPMbI THIIOTOHAIOTPOITHOTO
THIOTOHAAM3Ma. B OONBIIMHCTBE CIIyd4aeB — 53TO CUTYallMd BPOXICHHBIX 3a00JIeBaHMIA:
UMONATUYECKUI TUIIOrOHAJOTPONHBIN TMIIOrOHaM3M M cuHJIpoM Kayuimana (ecnu y manueHTa
aHocmust). OfHAKO TUIIOTOHAAN3M MOXKET OBITh CIIEJICTBUEM OITyX0JU (Maib(OopMaluu) TUIOTaTaMOo-
runoduszapHoil obnactu, 4To MOTPeOyeT HEHUPOXUPYPTUYECKOTO BMEMIATENbCTBA, €CIU Oyder
JIMAarHOCTUPOBaHA KapHUO(ApUHTHOMA UITH IPYTasi OMyXOJb.

{C} T'unepnonakTUHEMHsI M aJeHOMa THUIO(H32, CEKPETHPYIOIAs MPOJAKTHH (IIPOJAKTHHOMA)
JOCTaTOYHO YacTas MpuurMHa Oecrioqus y MyxuuH. Teparus aroHUCTaMH PelenTopoB aAodaMuHa
(kabeproauH, OpPOMOKPHUITHH) CHOCOOCTBYET HOPMAJM3allMM CEKCyaIbHOW  (QYHKIIMU U
BOCCTaHOBJICHUIO  cliepMaroreHe3a. B psge  ciayyaeB  NpPUXOOUThCS — mpuderarb K
HEHPOXUPYPIUUECKOMY JICUEHUIO.

{D} Onyxonu sinuek, npoayuupyrouue scrporensl i X1, B mocnenHee BpeMs BCE Yallle U yalie
BCTPEUAIOTCS CPeAr MY>KUMH, OOpaTHBIIMXCA K CIEHUANIHCTy MO moBoay Oecrutoaus. IIpomecc
IIPOrPECCUPOBAHUS OIyXOJEBOTO POCTAa B SIMUKE NPUBOAMUT K IOJIABICHMIO CIIEPMaTOreHe3a U
HapyLIEHUsSM CTEPOMJIOTE€HE3a, YTO COINPOBOXKIACTCS Pa3BUTUEM CEKCyalbHbIX HApyIIEHUN U
dbopmupoBanuto Oecrioaus. llanuentaM mokasaHa KpPHOKOHCEpBAIUSl CIIEPMATO30MIOB, TaK Kak
JanbHEHIIee JICYCeHHE MOXKET HEraTMBHO CKa3aTbCsl Ha TEPMHUHATUBHOM anmnapare su4eK, WU
noTpelyeTcs yaaeHue roHas (B pse cirydyaeB 000ux).

{E} B nanHOM ciy4yae NpPUYMHOM O€CIuIonus y MY>KUMHBI SIBISIETCSI THIEPrOHAIOTPOIHBIN
TMIIOTOHAIN3M, KOTOPBIH MOXKET (POPMHPOBATHCS IO/ BIUSHUEM BPOXKIECHHBIX (DaKTOPOB (Hanmpumep,
HapyleHUH KapuOTHUIA) WIK NPHOOPETeHHBIX (hakTopoB. M3 nprobpeTeHHbIX (haKTOPOB Ha MEpBOE
MECTO BBIXOAST 3a00J€BaHUSI MOILIOHKH, TPOBOLUPYIOLINE aTpOPHIO SUYEK, TAKHE KaK BapUKOLIEe
(pacmmpeHue BeH CEMEHHOTO KaHaTUKa), TUApoIieNne (BOAsIHKA sIMUKa), TpaBMa, epeKkpyT AuUKa.
{F} N3onuposanHoe nosbimeHne @CI" y MmyxunH ¢ 6ecruionneM yaiie ToBOpUT 00 H30JIUPOBAaHHOM
MOBPEXJCHUM TepPMUHATUBHOIO  ammapara suYka (crnepMmaroreHese), 4Yro  OOYCIIOBIEHO
BPOXJCHHBIMU U MPHOOpeTeHHbIMU NMpuuuHaMu. Ecnu BpoxxaeHHas ¢opma, TO yalle HapylIeHUsS
criepMaTrorese3a OOYCJIOBIEHBI MHUKPOJENIELUUsIMU Y-XpOMOCOMBI (nenenusiMmu  AZF  reHa).
[TpuobOperennsle GOpMbI HapyIIeHHH cliepMaToreHe3a CBs3aHbl yaie ¢ (HopMUpOBaHUE
ayTOMMMYHHOI'O IIpolecca B SIMYKaX — ayTOMMMYHHOIO OpXMTa WJIM IOBPEXKJIEHUS SUYKa B
pe3yiabTaTe BapuKOIIeNe UK THIPOLEe.

{G} TloBsimenue ypoBHs 3cTpaauoia B 2 paza wim X[ B KpOBU TOBOPUT O BO3MOKHOM Pa3BUTHE
OIIyXOJIU SINYEK, UTO MPOSBISAETCS pa3BUTHEM T'MHEKOMACTHH, CHUKEHHBIM CEKCYalIbHBIM KEJIaHUEM
1 OecrutoauemM (0JIMT0300CTIEPMHUEH UITH a300CTIEpMUEH).

{H} Aronuctbl nohaMHUHEPTHYECKUX PEIENTOPOB IMO3BOJSIOT JOOUTHCS HOPMAJM3AIUH YPOBHS

IIpOJIaKTHHA B KPOBU U BOCCTAHOBJICHHUIO CIICPMATOICHE3A. Ecnu BoccraHoBICHUE HE IMPOUCXOOUT, TO



npu4yrHa OeCIuUIoNHsl COCTOMT B CONMYTCTBYIOIIEM aJeHOMEe Tumnodusa (Jame, MaKpoaaecHOME)
(bopMHPOBaHUY TUIIOTOHAJOTPOITHOTO TUIIOTOHAIU3MA UITH COYETAHUSMU C APYTUM IIPHYUHAMU.

{I} Cungpom Kiaitndensrepa B OONBIIMHCTBE CIy4YacB BKIIOYAET B KIMHUYECKOW CHMIITOMATHKE
(dbopmupoBaHue OeCIuUIoNUs Pa3INYHON CTETIEHU TSKECTH: OT a300CIEPMUU U THAIMHO3a CEMEHHBIX
KaHaJbIEB, A0 oiurosoocnepMuu. OnucaHbl Aake Clydaun HOPMO30OCHEPMHUU Y TaKUX OOJIbHBIX.
Onnako (apMakoJIOTHYECKHE METONbI JICYeHHS MAIMEeHTOB ¢ cuHApoMoM KraitHdensrepa He
paspaboransl. [lanuenTam mokazaHa KpHOKOHCEPBALMS CIEPMATO30UI0B U MPUMEHEHUE METOIUK
BPT nns npeomonenust 6ecruionus.

{J} Cunnmpom e ns [lanens — penkas npudyrHa Oecrionus y MyxuuH. OJIHaKO Takue oOpalieHus
BO3MOXXHBI B TIPaKTHKE Bpada SHIOKPUHOJIOTa, aHAPOJOra W penpoaykroiora. B GonpmmHCTBE
CllydaeB y MYX4YUH € KapuoTunoMm 46,XX HMEITCS TKelble HapyLIeHHs CcIepMaToreHesa:
a300ClepMHusi, THAJIMHO3 CEMEHHBIX KaHalblleB U Tepamus Takux ¢opMm Oecriogusi He
IIpeacTaBisieTcss BO3MOKHOM. C Lenbl0 INOHMCKAa CIEPMATO30MJOB Yy JaHHBIX IALMEHTOB HE
PEKOMEHAYETCS BBIIIOJIHEHUSI OMOIICUU SIMUEK.

{K} Mukpozgenenun Y-XpOMOCOMBI — YacTas HaxollKa Yy MYX4YMH C Oecruioguem. BrimageHue
KPUTHYECKOTO pernoHa AZF, neoOXxogumoro st ()OPMHUPOBAHHUS CIIEPMATO30MIOB, MPHUBOAHUT K
dbopmupoBanuto Oecrtoaus. dapmakonornueckue MeTO[bl JiedeHUs He pa3padoranbl. [lokazano
npumenenne BPT. Ecnau y manuenTta asoocrnepMmusi, TO MOKa3aHO MPUMEHEHHE OMOICHUM SHUYKa
(TESE) ¢ uenbto moucka criepMaTo301I0B.

{L} YV nanMeHTOB C HOPMaJbHBIMH IOKa3aTeIsIMU TOHAJOTPONHMHOB TpeOyeTcsl MpOBeIeHUE
muddepennnansHoil auarHoctuk Mexay OA n HOA. HccnenoBanue moko3uaassl U (pyKTO3bI B
ISKYJISATE MOXKET MOMOYb ¢ JuarHocTukor. Ho mokasano taxke onpenenenue mytanuii rena CFTR,
TaKk KaK MYKOBHCIIUZO03 MOXET OBITh MpUUYMHON Oecruiomusi. Mexanusm dopmupoBanus OA —
HEJIOpa3BUTHE CeMsBBIHOCALIETO MpoToka. Jleuenue Oecrutonus toiabko BPT: DKO. IMomyuenue
cnepmarozonioB MetonoM TESE. Ecnu nmpuumnna paszsutus OA — npuoOpeTeHHas 00CTpyKLIUS —
BO3MOYKHO BOCCTaHOBJIEHHE (EPTUIBHOCTU IYTEM MPOBEACHUS PEKOHCTPYKTUBHOM oOmepanuu 1o
BOCCTaHOBJICHUIO IIPOXOJMMOCTHU CEMSABBIHOCSILETO MPOTOKA.

{M} C uesnbto ieueHus 6eCrioans Npu IMIOrOHAA0TPOITHOM TUIIOTOHAIU3ME MTOKAa3aHO TPUMEHEHHE
npenaparoB @CI' u XI'Y. JInuTenbHOCTh JeueHne cocTaBisieT He MeHee | rona. Jloka3zaHo monHoe
BOCCTAHOBJICHHUS CIIEpMAaTOreHe3a y IaHHBIX ManueHToB. OHAKO BO3MOXHO U OTCYTCTBUE 3 deKkTa
ot sieyenus B 10 % cimyuaes.

{N} ®apmaxotepanus Oecruionusi y MNAIMEHTOB C TUIIEPrOHAJOTPOIHBIM THUIIOTOHAJAU3MOM HE
paspaborana. B OompmmHcTBe ciydaeB mpuberaror k BPT. Myxunnam ¢ paHHOM (opmoit

THIIOroHaar3Ma IOKasaHa KpUOKOHCEpBausd Cli€pMaTo30u10B.



{0} 3amectutenbHasg Tepanus MpenaparaMyd TECTOCTEPOHA MYXYMHAM C THIOTOHAIW3MOM
IIPOBONTHCA NOXHU3HEHHO. [lpenaparel TectocTepoHa mnopasisoT npoxykuuioo OCIT B
azeHorunopusze M MOTYT YXyAlIaTh IIOKa3aTeau crepMorpammbl. [loaToMy pexoMeHIyeTcs
BBIIIOJIHUTh KPHOKOHCEPBALMIO JSKYJISTa epe]l HA3HAYCHUEM aHAPOr€H3aMECTUTEIbHON TEPAIIHH.

{P} BcnomorarenbHble PENpPONYKTUBHBIE TEXHOJIOTHMHM TO3BOJSIOT MPEONONIeTh Oecruionue B
Oonpield yactu 3aboneBanuil y MykunH. OJHAKO BBIOOP TON WM WHOW METOAWKH 3aBHCHT OT
KBaJM(HUKALNUHN CTICIIHATUCTOB LIEHTPA PETPOAYKLINH, U TEXHUIECKUX BO3MOKHOCTEH 1 KOHKPETHOTO
JMar”Ho3a namueHTa. B ciydae eciam y nanueHTa He yJ1aeTcs MOJIyYUTh CIIEPMaTO30U/1bl, TO TOKa3aHO
IIPUMEHEHUE JIOHOPCKUX CIIEPMATO30MI0B. | €HETHYEeCKOEe TECTUPOBAHUE M KOHCYJIBTUPOBAHME

CYTNPY>KE€CKOM TMaphl MOKa3aHo B OOJIBIIMHCTBE ciydaeB npuMmenenus: BPT.
Jakarouenue / Conclusion

Cpemu 450 Myxx4uuH ¢ azoocrepMmuell mpeobnamana HeoocrpykruBHas popma (63,3 %), B
CTPYKType KoTopoil momuHHpoBana unuomnarudeckas HOA. I'enermyeckue (akropbl (CHHIpPOM
Knaitndensrepa, Y-MUKpoAenenuu, peAKkue CHHIPOMBI M3 TPYIIbl HapylleHui (popMupoBaHUs
10JIa) BBIABJICHBI IMOYTH Y KaXJOTO IIECTOTO IMAalMEeHTa, YTO MOJATBEPKAACT HEOOXOIUMOCTH
00s13aTEIHPHOTO TEHETUYECKOTO TECTUPOBAHUS B JMArHOCTUYECKOM aJTOPUTME OOCIeOBaHUS
nanueHToB ¢ azoocnepmueid. O6ctpykruBHast azoocrnepmust (30 %) B OONBIIMHCTBE cy4yaeB ObLia
CBSI3aHAa C TOCTHMH(EKIIMOHHBIMU M TMOCTTPaBMAaTHYECKUMHU U3MeHeHusimMu, Torna kak BJIOCII,
accouuupoBaHHas ¢ MytauusmMu CFTR, BcTpeudanach pexe, 4eM B MHUPOBBIX cepusix. Jlong
TUTIOTOHAIOTPOITHOTO THUIIOTOHAAM3Ma OKa3aiach BhINIE Oxumaemout (6,7 %), 4To MOTYepKUBAET
3HAYMMOCTh TOPMOHAIILHOTO 0OCIIEIOBaHUS Y BCEX MAIIMEHTOB C a300CTIEpMUEH.

[Tonmy4yeHHbIe pe3ynbTaThl COMIACYIOTCSA C MEXAYHAPOIHBIMU TAHHBIMU, HO JJEMOHCTPUPYIOT
OTIpe/IeTICHHbIE PETHOHAJIbHBIE OCOOEHHOCTH, KOTOpBIE CJENyeT YUYHUTBIBaTh IpHU pa3paboTKe

HalmTMOHAJIbHBIX KIIMHUYECKUX pCKOMeHI[aHHﬁ.
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