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SHAOKPUHONOINA

Knunuueckuii cnyyaii / Clinical case

Cunppom KnanHdenbtepa: KNMHUYECKUIN cny4am
ApedbeBa A.H., BonkoBa A. P., Jluckep A. B., OcTtpoyxoBa E. H., XonyaneeBa T. A.

®re0yY BO Mepsoiii CaHkT-MNeTepbyprekuii TocyapCTBEHHbI MeAMLUMHCKMIA yHUBepcuTeT um. akad. W.M. Maenosa MwuH3ppaea Poccum, CaHkT-
Metepbypr, Poccus.

CuHppom KnsitHpenstepa (CK) — reHeTnyeckoe 3aboneBaHue, CBA3aHHOE C HaNMYMEM [OMONHUTENBbHON X-XPOMOCOMbI B KapuUOTUME Y MYXYMH.
Hanbonee 4acto BcTpeyvatowmiics kapuotnn — 47XXY, 04HaKO BO3MOXHbI U IpYrMe reHeTMYeckme BapmnaHThl, @ Takxxe Mo3anyHble GOopMbl.
KnuHnueckas kapTvHa yallle BCero npefcTaBneHa ABYCTOPOHHEN MMHEKOMACTUEN, YMEHbLIEHNEM B 00bEME anyek 1 Gecnnoavem (asoocnepmmen).
JlabopaTopHO BbISIBASIETCS MMNEProHafoTPOMNHLIA rMnoroHaanaM. insa obecnevyeHns BUpUAM3aLum 1 SOMKHOrO Ka4yecTBa XM3HU UCNOLb3YEeTCs 3ame-
CTUTENbHAsA Tepanusa npenapaTamm TECTOCTEPOHA, A1 BOCCTAHOBNEHNS GEPTUIIBHOCTU — BCMOMOraTesibHble PENPOAYKTUBHBIE TEXHONOMMY C Npeasa-
PUTENBHOM FOPMOHASIBHOM MOArOTOBKOM.

B HacTosLel cTaTbe NPEACTaBNeH KIMHUYECKUA cnyyaii nauneHTa ¢ CK 1 pacCMOTpeHbl BapyaHThl peanv3aummn penposyKTVBHBIX MIAHOB B ClyYae
HeoOCTPYKTUBHOM a300CNEPMUN.

KntoyeBble cnoBa: runeproHafoTPOmnHbIA TMNOroHaan3M, KaproTunupoBaHue, cuHapom Knaitndenstepa, TESE, ROSI.

Ans untuposanmns: Apedbera A.H., Bonkosa A. P., Jluckep A.B., OcTtpoyxosa E. H., Xonyneesa T.A. Cungpom KnariHdenb-
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Klinefelter syndrome: a case report
Arefyeva A. N., Volkova A.R., Lisker A. V., Ostroukhova E. N., Kholudeeva T. A.

Pavlov First Saint Petersburg State Medical University, St. Petersburg, Russia.

Klinefelter syndrome (KS) is a genetic disease associated with the presence of an extra X-chromosome in the karyotype of men. The most common
karyotype is 47XXY, however, other genetic variants are also possible, as well as mosaic forms.

The clinical picture is most often represented by bilateral gynecomastia, decreased in the volume testicles and infertility (azoospermia). Laboratory
revealed hypergonadotropic hypogonadism. Testosterone replacement therapy is used to ensure virilization and the proper quality of life. Assisted

reproductive technologies with preliminary hormonal preparation are used to restore fertility.
This article presents a clinical case of KS and considers options for realization of reproductive plans in the case of non-obstructive azoospermia.
Keywords: hypergonadotropic hypogonadism, karyotyping, Klinefelter syndrome, TESE, ROSI.
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OnucaHue KNUHUYECKOro cnyvyas

[Mauwment V., 31 roxn. [lepBrIit peOEHOK B ceMbe, €CTh
Opar (miaauie Ha 2 rojaa, He XXeHat, aeTeil HeT). Poc
U pa3BUBAJICS HOPMAJIbHO, C IETCTBA OTJIMYAJICS BBICO-
KMM POCTOM. B nmeTcTBe mepeHec amuaeMUYeCKUil ma-
potut. OBoJIOCEHUE Ha Telle, U3MEHEHUe roioca — ¢ 18
seT. C IMoapOCTKOBOTO BO3pacTa 3aHUMAJICS TXI9KBAHIIO.
O0Opa3oBaHue BbICIlIee, padOTAaeT HAJOTOBBIM MHCIEK-
TOPOM.

C 23 jert, mocjae OKOHYaHUS 3aHATUI CIIOPTOM OT-
MedaeT MOCTeTIeHHBIIT Habop MacChl Tejla Ha 35 KT B Te-
yeHue 7 et (¢ 85 mo 120 xr, mHmekc macchl Teiaa (MMT)

31,5 xr/m2). B 29 nieT XeHWIcs, 4TO MOCTYKMJIO Haya-
JIOM TIOJI0BOM XM3HM. 3a 2 roga 6paka — Habop mac-
col Tena emé Ha 20 kr (Bec 140 kr, UMT 36,8 xr/m2).
B Hos16pe 2022r B cBsI3U ¢ OTCYTCTBUEM JeTeil B Opa-
Ke obparuicsa K ypojiory B I. I'po3nbiii (keHa 20 ner,
obciemoBaHa, 3mopoBa). 1o maHHBIM YIBTPa3BYKO-
Boro ucciaenoBanus (Y3WM) MoOIIOHKH OT HOSOpS
2022r — runomiasus ssmdyek (mpaBoe — 2,1x1,1 cMm, je-
Boe — 1,9%1,0 cm). 2 nekabps 2022r BbIIIOJHEHA CIiep-
MorpaMmMa — as0o0cCIiepMus, JeikocrnepmMus (00b-
eM asgkynaTa 2,0, KoIm4ecTBo criepMaTo3onmsoB — 0,
neiikomutel 1,5 mutH/Ma (<1 mutH/MIT). YposoroM pe-
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KOMCHIOBaH IIpHeM KiIoMudeHa LUTpaTa, mpemnapa-
ta "Cneparon”. [lalimeHT peKOMeHIAIMN HE BBITIOJ -
Hs1J1, oOpaTuiicsl K 3HIOKpuHouory. ITo pesyinbrataMm
J1abopaTOpHBIX UccaenoBaHUi oT 2 mekadbps 2022r —
TecTocTepoH ¢B. 5,231 (9,1-32 nr/mur), TeCTOCTepOH
obm. — 4,534 (8,3-30,1 HMOIB/1T), (DOJTUKYIOCTUMY-
mpytomuii topmon (DCI) 24,2t (0,95-11,9 ME/n),
JIIoTeMHU3upytomuii ropmon 12,31 (0,57-12,07 ME/n).
15 mexabps 2022r rocrnuTaiu3upoBaH B SHIOKPUHO-
nornueckoe otaeneHnne @I'bBOY BO "[lepsorit CaHKT-
ITeTepOyprckuii rocynapCTBEHHBIM MeIUUMHCKU
yHuBepcuteT uM. akaa. W.II. [1aBmoBa" MuH3zapaBa
Poccuu.

IIpu pus3nkaaIbHOM OCMOTpE MPU MOCTYIJIEHUU 00-
pamraeT Ha cebsT BHUMaHHE €BHYXOMIHOE TEIOCIOXKe-
HUE C BBICOKOM TalMel M JUIMHHBIMA KOHEYHOCTSIMM.
Poct 195 cM, Bec 138 kr, UMT 36,3 kr/m? (oXupeHue
II ct.), OKpyXHOCTb TaqTuu — 128 cM, OKPY>KHOCTh Oe-
nep — 135 cM, OKPYXXHOCTb TaJluu/OKPYXKHOCTb Oenep
0,95. Ha mosicHuLIe W CIIMHE OIPEIeIsIIOTCST OarpoBbIe
CTpUM, Ha TIepeqHell CTeHKe XXMBOTa — OJIETHO-PO30-
Bble. [py/HBIE Keie3bl YBeJTMUYeHBI B pa3Mepax, BeposiT-
Hee BCero, 3a CUeT XKMPOBOi TKaHU. PocT Bosioc Ha Tese
M0 MYXCKOMY TUITy, Ha JIOOKE CKYIHOE OBOJIOCEHUE
C TOpU30HTAIbHOM rpaHulieil. PazMep mojioBoro ujieHa
B HEdPETMPOBAHHOM cocTostHUM 4,5-5,0 cm. Koka Mo-
IIIOHKY MMUTMEHTUPOBaHA, SMYKA B MOIIIOHKe. Pa3Mephl
suuek: cripaBa d 1,0-1,5 cm, cneBa d 1,5-2 cM; oba siuu-
Ka TIpM Taibauuy 0e300JIe3HEHHbIE, MATKUE, KypCu-
PYIOT, HAJIBITUPYIOTCS TTOCTIEe JIETKOTO Maccaxka 00JacTh
naxa. ITo manHbIM orpocHuka MUDD®-5 — 15 6amioB
(opexTuabHas AUCHYHKUMS JETKOU CTeNEeHN TSKECTH).

Ilo maHHBIM JaOOPATOPHBIX MCCIAEAOBAHUM OT
15.12.2022: tectoctepon cB. 3,10 nr/mia (1,00-28,28),
TeCTOCTEPOH 061, 5,91 Hmomb/1 (6,1-27,1), ®CI 24,11
ME/n (1,3-19,3), moTenHusupyomuii ropmod 19,11
ME/n (1,2-8,6), nponaktun 270,3 MME/x (56,2-280,0),
actpannoi 63,0 mMoJb/i1 (TIpU TTOBTOPHOM HMCCJIEAOBa-
Huu 26.12.2022 — 140,01t nmonb/n) (54,7-115,0), neru-
JIposuaHapocTepoHa cyiabdar 6,47 mxMob/n (3,30-
13,00). ITo manubiM Y3W rpyaHbIX Xene3 — JIOXKHas
ruHekomactusd. B cBsi3u ¢ TeM, yTo Haubosiee yacToi
MPUYMHON TMIIEPrOHAAOTPOITHOIO TMIIOTOHAaAU3Ma SIB-
nsercs cuHapoMm KusitHdensrepa (CK), BBIITOIHEHO
kapuotunupoBanue — B 100% metada3s BbIsiBIeHa 10-
nojiHuTeNnbHas X-xpomocoMma, Kapuotun 47XXY (cuH-
npom Krsaitndensrepa). s olleHKHM BO3MOXHOCTHU
CTUMYJISILIMMA YPOBHSI TECTOCTEPOHA TOHATOTPOIMHAMU
BBITIOJIHEHA ITP00a ¢ XOPUOHNYECKUM TOHATOTPOITMHOM
genmoBeka (XI') (3000 ME BHYTpUMBIIIICYHO, OTHO-
KpaTHO). 3HAYMMOTO TTOBBIIIEHUSI YPOBHS TECTOCTEPO-
Ha B OTBeT Ha BBeaeHue npenapaTta XI' Hu B onHOI U3
KOHTPOJILHBIX TOUeK (24 4, 72 4) He noyaydeHo. B cBsi3n
C XeJlaHWeM ITTallieHTa PeaJn30BaTh PEeIPOIYKTUBHBIC
TUTAaHBI OT TepaIluy IperapaTaMy TECTOCTepOHa B Ha-
CTOSIIIIMIA MOMEHT PEIIIeHO 0TKAa3aThCsl, PEKOMEHI0BaHA
Tepanusl CeJIeKTUBHBIMU MOAYJISITOPaMU 3CTPOT€HOBbIX

peLenTOpOB U MHTMOMTOpaMU apoMaTasbl B TEYCHUE
6 Mec., obpalleHue K clieuajnucTaM B 00J1acTH BCITO-
MOTaTeJIbHBIX PePOIYKTUBHBIX TEXHOJIOTHIA.

B cBsa3u ¢ XamobaMu Ha CYXOCTb BO PTy, Kax-
oy (mbeT g0 2 JT BOABI B AEHBb), 4acToe 0e3bo0iie3-
HeHHoe Mmoueucnyckanue mo 10 pa3 B cyT., KOTO-
pble TIOSIBUJIMCh HECKOJbKO MecsleB Has3ad, olle-
HEH TIMKHUPOBAHHBIA TeMOTIOOMH — 6% (<6%),
IJIF0KO3a TI1a3Mbl HATOIIAK (KamujIsIpHas KpPOBb) —
10 6 MMonb/n (<5,6 MMOJIb/J). BBITTONIHEH Tiepopaib-
HBII TIIOKO30TOJIEPAHTHBIN TECT, BBISIBJICHO Hapylle-
HUE TOJEPaHTHOCTU K IJI0OKO3e (IVII0OKO3a BEHO3Has
yepe3 2 4 Tociie mpueMa 75 T IIoKo3bl 9,0 MMoIb/m).
MuuumnuposaHna Tepanust ouryaHugaMu. B cBsi3u ¢ -
TEJIbHBIM aHAMHE30M OXUPEHUS U TPYIHOCTIMH B CHH-
JKEHUM MacChl TeJla ¢ MOMOIIbIO TUEThl U (DU3UYECKUX
yIpaXXHEeHUI, THUIIMMPOBaHA TepaIus IpernaparamMmu
aroHMCTOB TIIIOKaroHOITOMOOHOro merntuma-1 (p-p au-
panTyTha 6 Mr/MI).

B cBs13u ¢ pe3kuM HabOOPOM Macchl Tejia, HAJIMYM-
eM abJIOMMHAJIbHOIO OXUPEHUs, 0arpoBBIX CTPUI Ha
nepeaHeit 1 OOKOBBIX IMOBEPXHOCTSIX KUBOTa 00OCIie-
IOBaH. BBISBICHO IBYKpaTHOE ITOBBIIICHUE aIpeHO-
KOPTUKOTPOITHOTO TOpMOHa a0 61,4 rir/mi (4,7-48,8).
KopTuzon obiuit KpoBU U KOPTU30J CBOOOIHBIN CITtO-
HBI B BeUepHell TOUKe, KOPTU30J CBOOOIHBIN CYyTOUHOM
MouM B HOpMe. BrImosiHeHa rpoba ¢ 2 MT teKcameTaso-
Ha — TIOJIOXKUTEIbHAS (TIOJIyIeHO MOOABICHHNE CEKpe-
LU KOPTU30J1a).

JlabopaTopHO BBISIBIEHO HE3HAYUTEIbHOE CHIUXE-
Hue TupeorpornHoro ropmoHa 0,347 mME/a (0,400-
3,500), T3 cB. 6,6 nmoub/1 (3,5-6,4), oBbiiieH, T4 cB.
11,2 mmonw/n (7,8-14,3), B HopMme. [lo manubim Y3U
LIMTOBUIHOI Xene3bl — 06BbEM 19,7 cM?, cTpyKTypa ox-
HOpPOMHAs C €AMHUYHBIMU TUIIEPIXOTEHHBIMM TSKaMU,
y37I0BbIe 00pa30BaHUS HE OTIPEIEISTIOTCS.

Taxke Mo DaHHBIM JTUMMUAOTPAMMBI BEISIBIICHA THC-
JIMIIUAEMUST — OOIIMIA XonecTepuH 4,8 MMOJIb/JI, JIUIO-
MPOTEUHbI HU3KOU MIOTHOCTU 3,1 MMOJIb/J, JTUIIONPO-
TeUHBI BBICOKON TUIOTHOCTU 0,92 MMOJIB/J, CHUKEHBI,
Tpurmuuepuabl 1,69 Mmoib/i1, Ko3GUIIMEHT aTepo-
reHHocTu 4,2, nosblilieH. PekoMeHaOBaHA TUITOJUIIU -
JeMHUJYecKasi 11eTa, KOHTPOJIb JIabopaTOPHBIX MoKa3a-
TeJIe B IMHAMUKE.

ITo nanubM Y3 opraHoB OpOLIHOI TTOJIOCTH U TTI0-
YyeK — rermaToMerannst (KOCO-BEpTHUKAJBHBIA pa3Mep
rmeyeHu 160 mm), nudby3HbIe U3MEHEHUST TTAaPEHXUMBI
MeYeHM, TTOKETYIOUHOM KeJie3bl, e opMaliusl XKerd-
HOTO TTy3bIps (S-00pa3HbIil U3TKO).

Ha ocHoBaHmu aHamMHe3a, KIMHMYECKOW Kap-
TUHBI, OAHHBIX Ja0OpPaTOPHO-UHCTPYMEHTAIBHO-
ro obcnenoBaHus ObLT ycTaHOBJIEH nuarHo3 "CuHIpOM
Knsitndensrepa (47XXY). [uneproHagoTpoIHbIil Tu-
MOroHaAU3M. DPEeKTUIbHAs TUCHOYHKLMS JIETKON cTe-
neHu Tskect. Aszoocriepmust. Oxupenue I ct. (MMT
34,9 xr/m?), abnomuHanbHoe. Hapylienue tojnepaHT-
HoCcTU K mmoko3e. Juciunuaemus. HeankoronbHas
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[ Azoocniepmust mipu CK ]

[ [pexpamenue [1TT. Hauats per os kiiomudeH nurpat ]

[ Monuropunr o6ur. T u E2 uepes 6 He. ]

[ Hert noBbienus oomr. T ]

I
[ BBomuth /K XI'Y = XMT 1 pa3 B 6 Mec.

[ IMoseienue o6 T B 2 paza u Gosee ]

[ IIponoxaTh B Te4UeHUE 6 mec. ]

[ J106aBUTH MHTUOMTOPBI ApOMATAa3bl (IIPY MOBBIIICHNH E2) ]

[ OlLIeHKa CTIIepMOTrpaMMbI ]
[ [
Hanuuune criepMaTo301I0B B 3SKYISTE AzoocniepMust
[ | ] [ | ]
[ KpurokoHcepBalusi criepMbl ] [ mTESE ]

Puc. 1. TakTuka neyeHus HeobCTPYKTMBHON a3oocnepmin npu CK [11].

Cokpatuenus: o6ul. T — TeCToCTepOH 06w, /K — NoakoxHo, MTT — nepopanbHas Tepanus TectoctepoHoM, CK — cuiapom KnsitHdenbtepa, X' — xopuoHnyeckuin
roHafoTPOMNUH Yenoseka, XMIM — xoproH14eckunii MeHonay3aasnbHbli roHafoTponuH, E2 — actpaawvon, mTESE — microdissection testicular sperm extraction, per os — nep-

opasibHO.

XUpoBas 60Je3Hb neveHu. Jedopmanus KeaqIHOro my-
3bIps1. JIOXKHast THHEKOMAcTHsT".

0O0cyxaeHue

CK — reHeTmyeckoe 3a00JIeBaHNE MAIIUEHTOB MYXK-
CKOTO TI0J1a. BriepBhie KiIMHMYecKast KapTUHA CUHIIPO-
Ma onucaHa B 1942r B paborax I'appu KnaitHdensrepa
u @ymnepa Onbpaiita. ABTOpbl OOHAPYXKWIN Y 9 MyX-
YUH paHee He OMMCAHHBIN CUMMITOMOKOMIUIEKC: IBY-
CTOPOHHIOIO TMHEKOMACTHUIO, YMEHBIIICHHEIC B pa3Me-
pax SMYKU M a300CTIEPMUIO C TOBBIIIIEHHBIM YPOBHEM
®CT B moue [1]. [Ipakrnyeckn yepe3 15 net, B 19591
y MalMeHTa ¢ MOXOXWMU CHUMITOMaMU Oblia OOHa-
pyXeHa IOITOJIHUTENIbHAsI X-XpOMOCOMa, TOCJIe Y4ero
¥ OBIJI clIeJIaH BBIBOM, 00 STUOJIOTUM CUHApoMa [2].

Haub6onee pacnpocTpaHéH KJlacCUUeCKUIl BapuaHT
CK (47XXY). O6uias yactota ero KoJjeoyuercs B mpee-
nax 1 Ha 500-700 HOBOPOXIEHHBIX MAJILBYUKOB, UTO JIe-
JIaeT MaHHBI CUHAPOM IIEPBBHIM 110 YaCcTOTE BCTpeya-
€MOCTHU Cpear XpOMOCOMHEIX Oosie3Hei. OmHaKo BO3-
MOXHBI W Ipyrue reHetnyeckue BapruaHThl — 48XXXY,
48XXYY, 49XXXXY, 49XXXYY, 46XY/47XXY, KoTO-
pble HECKOJIbKO Pa3JIMYalOTCs MO BBIPAaKEHHOCTU CBO-
MX KIMHWYeCKUX TposiBiieHnit [3]. Tak, y MyXXuuH, KO-
TOopble UMeloT 6osiee 1 X-XpOMOCOMBI B KapUOTHUIIE
yaiie, 4eM IMpy KJIaCCUYECKOM KapuOTHIle, BCTpevaeT-
cs caxapHbiit nuadet 2 tuna [4]. Takxke ¢ NPUCYTCTBU-
€M B KapUMOTUIIE€ KaXIOM CIECHYIOIIEH MOIOJTHUTEb-
HOIT X-XpOMOCOMBI BBEIPAaK€HHOCTh HapPYIICHUN pede-
BOTO pa3BHUTHS Bo3pacTaeT, a IQ cHIKaeTcs IIpuMepHO
Ha 15-16 6amnos [5].

[IprunHaMu NosBIEHUS JONOJHUTEIbHBIX XPOMO-
COM B KapUOTHUIIC SIBISICTCS HEPACXOXICHUE XPOMOCOM
B Meito3e. B 44% ciydaeB 3TO MPOUCXOOUT HA CTAdUU
meito3a I unu meitosa Il mpu dpopmupoBaHUM OOLU-
Ta, B 53% ciyyaeB — Ha cTaguu Meiiosza Iy otua u B 3%

clydaeB — B MpOLiecce MOCT3UTOTUYECKOTO MUTOTHYE-
cKoro aeneHus [6, 7].

CK mnposiBiasieTcst IOCJe I10JOBOTO CO3PEBaHUSL.
Jlo Hayajia MOJIOBOTO Pa3BUTHUSI OTMEYAIOTCS OTHE/b-
Hble (PU3MYECKME MPU3HAKMU: IJIMHHBIE HOTM, BHICO-
Kas Tanusi, BbIcOKuii poct. ITuk pocra mexny 5-8 roga-
M (pocT B3pocibix 179,2+6,2 cm). K Havay 1ojoBoro
co3peBaHus (POPMUPYIOTCS XapaKTepHbIE MPOIOPLUAK
Tena: OOJIbHBIE YAacCTO BBIIIE CBEPCTHUKOB, HOTH 3a-
METHO [UTMHHee TYJIOoBHUINA. B moapocTkoBoM Bo3pac-
T€ CUHIPOM YacTO IPOSIBJISIETCS YBEIMYSHUEM IPYTHBIX
xkene3 (y 60-75% nonpocTKoB MmybepTaTHasi THHEKOMa-
CTHUsI IPOXOOUT B TeueHue 2-x jeT), npu CK ruHekoma-
CTUSI COXpaHsIeTCsl Ha BCIO >KM3Hb. TunuyHo aist CK Ha-
JINYKME MaJEHbKMX IJIOTHBIX SMYEK, JaHHbBIA MPU3HAK
MPaKTUYECKM HE BCTPEYAETCd IIpH Ipyrux Gopmax ru-
rnoroHagusma [6].

ComnyTrcrByioliue 3ab0ieBaHUs, a UMEHHO a0IOMM-
HanbHOe oxupenue (50%), MeTabOIMYECKUIT CUHAPOM
(46%), octeonenust (5-46%), octeonopo3s (10%), ca-
xapHblii guader 2 tuna (10-39%), npoJanc MuTpajibHO-
ro kianaHa (mo 55%), snunencus (5,5%), ocTpblii Be-
HO3HBII TpoM603 (4,7%), nerounast am6onust (2,3%),
9KCTparoHajHble TEPMUHOTEHHBIE OIYXOJIU CPelocTe-
Hus (0,4%), pak rpyanbix xene3 (0,3%) oGecrieunBa-
10T OoJiee yacTylo rocnuranusanuio (Ha 70%) u cmepr-
HocTh (Ha 50%) mauuentoB ¢ CK [6, 8]. Hanbosee ua-
CTBIMU CpeAu KOTHUTUBHBIX HAPYLICHUI SIBISIOTCS
paccTpoiicTBa ayTHCTUYECKOTO CrieKkTpa [6].

B 6onbmmHceTBe cinyvyaeB nipu CK BbIsiBIsIeTCs1 HEOO-
CTPYKTMBHAsI a300CIiepMusi. broricus sitmyek y Takux Iia-
LIMEHTOB JEMOHCTPUPYET KaHAIbLEBYIO TMAIMHU3ALINIO
C yTOJIlIeHUEeM 0a3ajbHON MeMOpaHbl, TMIEPILIA3UIO0
kiteTok Jleliaura wim heHOTHI TOJIBKO KileToK CepTou.
Bo3MOXHBIMU ITyTSIMM HapYILLIEHUIA CIiepMaTOreHe3a siB-
JISIIOTCSL HApYIIEHUsI pa3BUTHS CIIEPMAaTOrOHUI B 3pe-
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JIBIC CTICPMATO30MIBI, HAPYIICHUST apXUTEKTypPhl CEMEH-
HUKOB, U3MEHEHUS MaTo(GU3NOJIOTM BHYTPEHHEH cpe-
IbI STMUYEK, aroNTOo3 MEPBUYHBIX 3aPOIBIIIEBEIX KIECTOK.
B 70% cny4aeB criepMaTo30uIbl OOHAPYKUBAIOTCS B 951~
KynsiTe y manyeHToB ot 12 mo 20 et [9].

OcHoBHBIM TTomxonoM B JieueHnu CK siBisieTcst Ha-
3HaUYCHWE 3aMECTUTEIBLHON Tepallmy MpelapaTaMu Te-
CTOCTEPOHA, KOTOPYIO HEOOXOAMMO HaUMHATh KaK MOX-
HO paHblue [6]. B Halei ctpaHe 3TH npenapaThl Ipei-
CTaBJICHBI TPaHCASPMATbHBIM TECTOCTEPOHOM B BUIC
relist (C KOTOpPOTo, KakK MPaBUjIo, 1 HAUMHAIOT Teparuio,
T.K. TIperapaT B JaHHOU (opme TMO3BOJISIET NOCTUYb
PaBHOBECHOI KOHIIEHTpallMK 0e3 3HaUUTEIbHBIX KO-
JiebaHMit), a TaKKe CMeChbio 3(UPOB TECTOCTEPOHA ISt
B/M BBEICHUS pa3 B 2-4 Hel. M TECTOCTepOHA YHIEKa-
HoaToM ISl B/M BBemeHUs pa3 B 10-14 Hem., KOTOpbIe
TO3BOJIIOT JOCTUYB 00Jiee BEICOKMX KOHIIEHTPAIIHii Te-
CTOCTEpOHA B IIa3Me, ONHAKO €r0 YPOBEHb MOABEPXKEH
3HAYUTEIbHOII BapraOeIbHOCTU MEXIY MHBEKIUSIMU,
BO3MOXHBI CyIpadU3nOIOTHIECKIEe ITMKA YPOBHS Te-
croctepoHa B ruazme [10]. OgHako ciienyeT OTMETUTD,
YTO OCHOBHas 1IeJIb Tepaluu IpernapaTaMyu TeCTOCTe-
pOHa — BUPWJIM3ALMS U MOBBIIIEHUE YPOBHSI KayecTBa
JKM3HU, a He BOCCTAHOBJICHUE (PEPTUIBLHOCTH.

HdmuTenbHOE BpeMsI CUMUTATIOCh, YTO IS TTAIIMCHTOB
¢ CK He cyllecTByeT HUKAKUX TeparneBTUYECKUX O
JIJIS1 BOCCTaHOBJEHUST (pepTuiibHOCTU. OaHAKO ObLIO MO-
KazaHo, 4TO B psze ciiydyaeB y narueHToB ¢ CK onpenens-
FOTCSI OCTPOBKM CIIEpMAaTOreHe3a B sSIMuKax. B Takom ciy-
yae BO3MOXHO XMPYPIHMUECKOe IMOJyJIeHUE CIIepMaTo30-
unoB (conventional testicular sperm extraction — cTESE
1 microdissection testicular sperm extraction — mI'ESE)
(ycnemHocth ~44%) [11]. TopmoHanbHast CTUMYJISILIVIS
TOBBIIIACT BEPOSITHOCTH TOJIYYCHHUS CIIEPMAaTO30MIOB
npumMepHo Ha 15% [11]. 11 3TOro UCHONB3YIOTCS CelleK-
TUBHBIC MOIYJISTOPBI 3CTPOTCHOBBIX PELIENITOPOB (KJIOMHM-
(beHa 1uTpaT), ¢ KOTOPHIX, KaK MpaBWIo, HAUMHAIOT Tepa-
nuto. [Tpu HemocTaTouHol 3(h(HEKTUBHOCTU CIETYIOITUM
IIaroM SIBJISICTCS TO0aBJICHNE TIperapaToB TOHAIOTPOITH -
HOB (mpenmyiecTBeHHO nipenapatel XI'Y). B ciayyae BbI-
COKOT'0 YPOBHSI 3CTpanuoa B ria3Me K Teparnuiu 100aBIsi-
IOT MHTMOUTOPBI apoMartasbl (puc. 1).

ITouck criepmaro3onnoB Tipu BeinmonHeHun mIESE
OCYIIECTBIIIOT ciemylomuM obpasom [12]. TTox omepa-
LIMOHHBIM MUKpocKonoM (X 10) ocyuiecTBasiioT 2KBa-
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TOPUAJIbHYIO UHIU3UIO OEJOYHON 000JOUYKM U OTOIBU-
rajot e€. Janee mpu OosblieM mnpubamkeHuun (x30)
OCYIIECTBIISIIOT OCMOTP CEMEHHBIX KaHaNbIeB. [1pu oT-
CYTCTBUU PACIIMPEHHBIX CEMEHHBIX KaHAJBIEB OCY-
IIECTBIISTIOT KAPTUPOBaHKUE — 3a00p TKAHM STMYKA C OIpe-
JeNeHHbIM 1arom (3-4 nuccexuuu Ha 1 cm?2) u 3a6op
30-100 ¢pparMeHTOB TKaHU AMYKA MIoWaabo 1-1,5 MM2,
Onepannst MOXeT JUIMThCS 10 8 4, omHako B 80% ciy-
yaeB CIIepMaTO30UIbl OOHAPYKUBAIOTCSI B TepBbIe 2 Y.
ITocne 3aBepiueHust 3a00pa TKaHU MOA MUKPOCKOIIOM
HaKJIaIbIBAIOT IIIBHI HA OEJIOUHYIO 000JIOUKY C OCYIIIECT-
BJICHHEM MMKpPOIpEHNpOBaHUs. Martepual mnepemaioT
saMOpuosioraM ISl TIOUCKa criepMaTo3ounoB. B ciydae
OOHapyXeHHUS 3peJbIX KIETOK BO3MOXKHO BBIMIOJIHEHUE
MKCH (uHTpaumTomIa3MaTnieckKass UHBEKIINS CIIep-
MaTo30H1a B OOLINT).

B Tex cirydgasix, Korma 3pesible CIIepMaTO30MUIbI B TKa-
HU siMYKa He OOHapyXXMBarOTCs, HO OOHapyKUBAIOTCS
KJIETKM 0ojiee paHHMX CTaauil criepMaToreHe3a — Kpy-
IJIBIC WKW YIJWHEHHBIC CIIePMAaTUIBI, BO3MOXHO BBI-
nosHeHue ROSI (Round Spermatid Injection, nHbek-
LU KPYIJIBIX CIIepMaTHa). BriepBble 0 BO3MOXHOCTU
OIUIONOTBOPEHHUSI OOLIMTOB MyTeM MHBEKIIMU KPYIJIbIX
cnepmaTtua coobunm Vanderzwalmen P, et al. B 1995,
0 ciiydasix 0epemeHHOCTH HeusBecTHO [13]. B 19961
Tesarik J, et al. BeimosHuUAM 47 MHBEKLUUN criepma-
TUI, OBLIO MOJYy4YeHO 12 3MOPHUOHOB, MEPEHOC KOTOPHIX
B MaTKy 3aBepluuiics 2 xkuBopoxaeHusMu [14]. B 2018r
Tanaka Atsushi, et al. coobmamT o 594 MHBEKIM-
X CIIepMaTHI, TToJIydeHuu 152 sMOpuoHOB 1 9 KMBO-
poxnenusix [15, 16]. B 2021 Hanson B, et al. npencra-
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3a nocienaue 10 mer. OmHUM M3 HampaBlIeHUIT pabo-
Thl 17151 yBenudeHus b dexktuBHoct ROSI saBasercs
pa3paboTKa HOBBIX TEXHOJIOTUH IJisI BbIAEIECHUS KpY-
IJIBIX CTIEPMATUA — HampuMep, METOIbl, OCHOBaHHbIE
Ha TIPOTOYHOU IIUTOMETPUHU U TEXHOJIOTUSIX KIIETOTYHOTO
cekBeHUpoBaHu4 [13].
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WMT — unnekc Maccnl Tena, CK — cunnpom Knstiitndensrepa, Y3U — yiabsrpasBykoBoe uccienoBaHue, XI'l — XOpMOHUYECKHiT TOHATIOTPONMH Ye-
noBeka, PCI" — bhoUTUKYTOCTUMYIUPYIOIIUIA TOPMOH.
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