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BUNAAOK CUHAPOMY MACKYAAIHI

Pe3stome. Y cTatti HaBegeHu BUnagoK BPOAXEHOI i30/1b0BaHOI HE4OCTATHOCTI JIIOTEIHI3Y040ro ropMoHa (CUH-
apowm lNackyaniHi), 1o nposiBuaacs BTOPUHHUM FiNOroOHaan3MOM i3 MOPYLUEHHSIM KOMy/ISITUBHOI Ta ¢pepTuibHOT
GyHKUIT, IKi HOPpMani3yBancCb BHACHIAOK J1iKYBaHHS XOPIOHIYHUM rOHa40TPOMIHOM.

Kno4oBi cnoBa: rinoroHaaoTponHUY rinoroHaau3Mm, JII0TEIHI3Y0YN FOPMOH, epTUIbHICTb, XOPIOHIYHWI rO-

HaaoTPOIMIH.

®dizionoriuHa cTajicTh rinoranaamMo-rinodizapHo-ro-
HaJIHOI CHUCTeMU TPYHTYEThCSI Ha ITyJbCYIOYill rirmorana-
MiuHill cexpellii roHax0J1i0eprHY, TOPYIIEHHS SIKOi € TPU-
YUHOIO HU3KM 3aXBOPIOBAHb, 1110 00’ €THYIOTHCSI TEPMiHOM
«TinoroHaau3mM» (rimoroHagO0TPOIHUIA, BTOPUHHUIA). Bis-
CYTHICTb TOHAIONiO0epUHY MPU3BOAUTH 1O Je3aKTUBALlil
peLenTopiB Ha MOBEpxHi roHamoTpodiB ameHorimodiza
Ta BUITAIiHHS CTUMYJIIOIOUO] il Ha CMHTE3 i BUBUIbHEHHS
TOHaZOTPOIIiHIB — moTeiHizytouoro (JIT') i ¢omikynocTu-
myuorouoro (PCI) ropMoHiB — y 3arajbHUI KPOBOTOK.
Hediunt JIT i ®CI" 06yMOBIIIOE BiICYTHICTh FAMETOTEHE3Y
Ta CUHTE3y cTaTeBUX cTepoiniB. OTke, HopMajibHe (PyHK-
LIOHYBaHHSI PENPOAYKTUBHOI CUCTEMHU 3aJIeKUTD Bill CKO-
OPIMHOBAaHOI pOOOTH TPhOX JJAHOK: apKyaTHHUX SIAEp Tillo-
Tajamyca, roHanoTpodis rinodisa it ronan [2, 4, 5].

[o pinkicHUX (OpM TiITOrOHAIZOTPOITHOTO (BTOPMHHO-
ro) TirmoroHaau3My HaJlexXuTh cuHapoM Ilackyamini (cuH-
npoM pepTIbHUX €BHYXIB), onucanuii R.Q. Pasqualini [1,
3, 5]. IIpoBigHy pojib y PO3BUTKY IIi€i MATOJIOril Bigirpae
MNpUpoIKeHa i3ojiboBaHa HegocTaTHs cekpelis JII i, ik Ha-
CJIIIOK LIbOTO, 3HWXKEHHS NMPOLYKLiI TeCTOCTEpOHY (y pe-
3yJIbTaTi MopylIeHHs npoJidepaltii Ta nudepeHuianii Kii-
tuH Jleiiaura). Pisenp @CI' KpoBi 3a3BUYail 3aIMIIAETHCS
B MeXXax HOPMU, YMM i TTOSICHIOETLCSI BiTHOCHA 30epexke-
HicTh criepmaToreHedy. CuMIITOMaTUKa TilOTOHAAM3MY
Ta (pepTUILHICTD 3aJIeXKaTh Bil BUpaxkeHoCTi gedinury JII.

HaBoaumo Halle criocTepekeHHsI.

IMamient K., 27 pokiB, 3BepHYBCS 10 €HIOKPUHOJIOTA
3 TIPUBOAY Oe3IIiAHOCTI (y >KiHKU BiJ MEpIIOro ILI00y €
IUTUHA).

0O6’exTuBHO: 3picT — 178 cM, Maca Tina — 83 xr. [1po-
MOP1ii Tijla €BHYXOIIHi, TOJIOC BUCOKMIA, 30BHIIIIHI CTaTeBi
OpraHv HeJopOo3BUHYTI. OBOJIOCIHHS JIOOKA, aKCUJISIPHUX
3araauH i 00IMYus MidepHe, CeKCyalbHICTh 3HUXeHa. Te-
paneBTMYHUI cTaTyc 0e3 ocobiuBocteil. IlluTomomioHa
3aJ103a HE MaJIbITYETHCS.

Topmonu kposi: JII' — 2,4 mOJ/mn (Hopma 4—11),
OCTI" — 7,54 MmO /Mn (HopMma 4—25), TECTOCTEPOH Bijlb-

ouit — 0,8 Hr/mn (Hopma 1,7—8.,2), THpPEOTPONHUIA
ropMoH — 2,3 MO/mn (Hopma 0,4—4,2), NponakTUH —
9,7 Hr/mu (Hopma 2,6—17,2).

Kapiotunm — 46XY. JocniIkeHHS eIKyIITy: 00’eM —
1,5 M (Hopma 2—5), MopdoI0TiYHO HOPMATBHUX CIIepMa-
To30iniB — 20 % (y Hopwmi 30 % i Ginbiue), XuBux — 35 %
(y HopMi 50 % i Ginbie), 3 mporpecuBHUM pyxoM — 30 %
(y HopMmi 50 % i Ginblne).

XBopoMy IIpU3HAYEHI BHYTPIIlTHHOM SI30Bi iH €KIIil XO-
pioHiyHOTO roHagoTpomiHy o 1500 O] aBivi Ha TUKIEHD,
MiCSIUHMMU KypcaMu 3 Takolo X mepepsoio [3]. Yepes 4
Micslli MOKa3HUKU CMepMOrpamMy 3HAYHO MOKPALIUINUCh
(KiJBKIiCTh KWUTTE3AATHUX 1 PYXJIMBMX CII€pMaTO30i1iB
Maiike HaOJIM3WIaCh 10 HOPMM); 30iIBIIMIOCS aHIpOTe-
HO3aJIeXKHE OBOJIOCIHHSI, 3pOCiia KOIYJIITUBHA aKTUBHICTh
nauieHTa. Yepes miBpoKy BiH MOBiZIOMUB, 110 APYKUHA 3a-
BariTHina. JIikyBaHHSI TpUBae, j03a Mpenapary 3MeHIlIeHa
IO OfHi€T iH’€KIIiT HA TVXKIEHbD.

Ot:ke, 3aMicHa Tepallisl XOPiOHIiYHUM TOHAZOTPOIIIHOM
Ipu3Bejia 0 HOpMali3allii KOIyJISITUBHOI Ta (DepTUIbHOI
¢yHKIIi1 y XBoporo i3 cunapomoM IlackyaniHi.

BUCHOBKMU

V 45 % BunankiB NpuYMHOIO OE3MITHOCTI B CiM’1 OyBae
0e3mIinHocTi YyosoBika. J1o 0e3mnaigHOCTI B HALLIOro Malli-
€HTAa NMPU3BIB pinKicHui cuHapom [MackyaniHi (HU3bKi piB-
Hi JTIOTETHi3yI0YOr0 ropMOHAa Ta TECTOCTEPOHY IPU BiTHOC-
Hii1 30epexxeHocTi criepMaroreHesy). st TOBHOLIIHHOTO
criepMaToreHe3y HeoOXiTHUM € (DOJiKYJIOCTUMYITIOIYNIA
TOPMOH, 11O CTUMYJIIOE LIl TIPOIIeC 32 YMOBU HOpPMaslb-
HOI KOHILIEHTpaLIil B OpraHi3Mi JIIOTEIHi3yl040ro TOPMOHA,

Azpeca ISl TUCTYBAHHS 3 aBTOPAMU:
Jlsmyk P.IT.
E-mail: liashuk.ruslana@bsmu.edu.ua

© Jlstiryk I1.M., JIsiinyk PI1., 2016
© «MixHapOIHMIT eHIOKPUHOIOTIYHUI KypHas», 2016
© 3acnascwkuii 0.10., 2016

Ne 4(76) « 2016

www.mif-ua.com, http://iej.zaslavsky.com.ua/ 131



Kannuyeckum cayyanm /Clinical case/

[ d

SIKUIA 3a0€3IevUy€e MPOAYKIIit0 TECTOCTEPOHY, OTXE, MacKy-
JIIHI3alIiI0 CTaTypU Ta CEKCYaJIbHICTh. 3aMiCHa TepalTist X0-
PiIOHIYHUM TOHAAOTPOIIIHOM y HAIlIOMY BUTAJIKY TIpU3Besa
IIO TIOKpAaIllaHHs cIIepMOTpaMy, HopMaJli3allii ¢pepTUIBHOI
Ta KOIMYJISITUBHOI (OyHKIIIl.
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A CASE OF PASQUALINI SYNDROME

Summary. The article presents a case of isolated congenital defi-
ciency of luteinizing hormone (Pasqualini syndrome) that manifest-
ed by secondary hypogonadism with abnormalities of copulative and
fertile functions, which were normalized after the treatment using
chorionic gonadotropin.
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