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Pesrome

B crarbe npencraBieH KIMHUYECKUH Cydail paHee He ONMUCaHHBIX YHJAOKPUHHBIX HAPYLIEHUW: CHHIpOMA
TUTIEpaHIPOTEHUH C HapyIIeHHeM MEHCTPYaIbHOTO IUKJIA Y JIEBOYKH 15 JIeT ¢ MOATBEpKAEHHON [IUTOTEHEeTH-
YeCKH PEIKON XpOMOCOMHOM MyTarie: aenennei mmuHHoro twieda 11 xpomocomsl (kapuotut 46, XX, del (11)
(923)) — cunapomomM SkoOceH.

Omnucanpl KITMHUYECKUE MTPOSBICHNS, 0COOEHHOCTH TeUSHHS 3a00JIeBaHNS Yy JAHHOTO MAIIMEeHTa, BXOSIINE
B CTPYKTYpy cuHApoMa SIKoOceH, a Takke anroput™M AuQQepeHIHaIbHON THarHOCTUKN BBISBIEHHOW SHIO-
KPUHHOH TMATOJIOTHH, TAKTHKA BEIEHUS U JICUCHHS, TUHAMHKA COCTOSHUS MAIlMeHTKH Ha (OHE Tepamuu 3a 2-X
JIETHUN TIepro]] HaOMIOACHNS.

KuroueBble ciioBa: cuaIpoM SIkoOCeH, THIIepaHIporeHrs, HapyleHHe MEHCTPYaTbHOTO IHKIIA.
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Abstract

Authors represent a clinical case of endocrine disruptions: syndrome of hyperandrogenism accompanied disor-
der of a menstrual cycle in a 15 year-old-girl with proven cytogenetically rare chromosome mutation: deletion of
along arm 11 chromosome (karyotype 46, XX, del(11)(q23)) called Jacobsen syndrome. These endocrinologycal
disorders were not described early in scientific literature.
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Cunnpom Skobcena (CS) oTHOCcHTCS K TpyIie
FeHETUYECKUX CHUHJPOMOB, XapaKTEPHU3YIOUINXCS
MHOKECTBEHHBIMHU BPOK/IEHHBIMU aHOMAJIUSMU B CO-
YeTaHUH C 38JIeP’KKON YMCTBEHHOT0 pa3BuTHs (multiple
congenital anomaly/mental retardation (MCA/MR)).
[Ipuuunoii CH siBisieTcss YacTUUHAS JENEIUs ITUHHOTO
mwieya 11 xpomocomsr (11q23).

SlkoOcen B 1973 roy BIiepBbIC OMKCAT HECKOJIBKO
YJI€HOB OJHOW CEMbH, KOTOPBIE YHACIIEIOBAJIN He-
cOanancupoBannyio 11;21 TpaHCIOKauio OT POaM-
TeJIsi — HOCHUTEJIsl cOaaHCUPOBAHHON TPaHCIOKALMH
[1, 2]. B Hacrosiee BpeMs B MUPOBOU JIUTEpaType
onucano okoyuo 200 KIMHUYECKUX CIy4aeB, pacipo-
CTPAaHEHHOCTh CHUHApPOMaA oleHuBaercs, kak 1: 100
000 HOBOPOXJIEHHBIX, COOTHOIICHHUE J[EBOYCK/MAIIb-
yukoB — 2:1. [1, 2].

KimHnueckast AMarHocTUKa CHHAPOMAa OCHOBBI-
BaeTcd Ha KOHCTaTalluK HanOoJiee TUITMYHBIX KIWHU-
YEeCKHX MPU3HAKOB, TAKUX KaK Ae(QUIUT UHTEIUICKTA,
XapaxkTepHble AU3MOPPHUUHBIEC YEPTHI U TPOMOOLUTO-
MIEHUS; AJIs TOJTBEPKIACHHS TUarHo3a MpOnU3BOAUTCS
LUTOTeHETUYECKHUI aHaAIN3.

Haubonee tunmunsl 11t CS BHyTpeHHHE AeTICHUN
B LIEHTpOMEpPHOM pernone 11q, KOTOphIH U AaeT Xa-
paxkTepHbIi KInHIYecKkuid heHoTH. Pazmep aeneunu
kosebnercs B npenenax 7-20 Mb, ¢ npoKkCcUManbHOM
TOYKOHM paszpsiBa Teraomepsl 1o 11g23.3. bonpmiue
TEpMUHAbHBIE JI€JEIUH, BOZHUKIINE TPOKCHUMAIIb-
Heit 11q23.3, BeposiTHO, IPUBOAAT K IMOPHOHAIBHOM
netanbHOCTH [3]. Bosbiias TepMuHanbHas neiaemus ¢
pa3pbiBoM, Bo3HHKIIIEM B 09H1e 1121, Obuta onrcana
[IpH MO3aYHOH (hopMe y MaleHTa ¢ TSHKEIbIM PeHo-
TUMHYECKUM KOMILIEKCOM C TOJIONpo3dHIedanuei u
uukionued [4]. Henonnerit penorun CA nabmonancs
y TPEX POJICTBEHHBIX MALJUEHTOB C 04eHb HEOOIBILIMH,
HCKITIOYMTENBHO TepMUHATBbHBIME Aesersmu (del (11)
(q24.3)) [5]. HenonHblit enoTHT TakKe HAOIIOAAETCS
IIPU MHTEPCTULMAIBHBIX JIEJIELHSIX, YaCTO 3aTParuBaro-
umx CA peruon (11q24-25) [6, 7].

B 85 % cnyuaeB, omMCaHHBIX B JUTEpaType,
nenenus nosisuwiack de novo [8], a 15 % — xax
pe3yibTar HecOanaHCUPOBAHHOMW Cerperauuy npu
ceMelHOl cOalaHCUPOBAHHOW TPAaHCIOKALMU HIIH
Ipyrux GopmMax XpoMOCOMHBIX mepecTpoek. Omu-
caHbl MO3an4yHbIe (GOPMBI AeTeIH XpOMOcoMblI 11q:
YacTUYHas AeJIelns JJTMHHOTO IJIe4a XpOoMOCOoMBI 11
cermMeHT 23 — qter. MHoraa To4ka pa3pbiBa MOXKET
pacnonaratbcst B JoMKkoM caiite FRA11B. B Bo3-
HUKHOBEHMH JEJEIIMN UTPaeT poJb HACIEIOBAHUS
(donaT-uyBCTBUTEIBHOTO (ParwibHOTO y4acTKa B
npexnenax 11q23.3 — FRA11B. Ilpu pacnosnoxxenun
TOUKH paspbiBa OoJiee AMCTAIbHO, ACNEHUs] MPOUC-
xoauT B yyacTtkax CCG, B Takux clly4asix BO3MOXKHO
poxnenue pedenka ¢ CS (mpu HocuTenbCcTBE cOaNan-

CHUPOBAHHOMN TPAHCIOKAIMHU C YYaCTHEM XPOMOCOMBI
11 ogaum u3 pogureneii). Tonbko HEGOIBIIOE YHCIIO
ciyyaeB CS (10 %) cBs3aHO C yBEIMUEHHBIM YHCIOM
TpumietroB CCG B (hosnaT-4yBCTBUTEIBHOM JIOMKOM
caiite FRA11B, nmarmuentsl ¢ FRA11B peako umerot
neteit ¢ CS. C apyroii cTOpoHbl, HEOOIBINNE JCIIe-
LIMU, BEPOSITHO, IPOUCXOMAST 110 IPYTrOMY MEXaHU3MY.
JenerupoBanHad xpoMmocoMa y manueHtoB ¢ CS,
BEPOSITHO, UMEET MAaTEPUHCKOE TPOUCXOKICHUE MTPH
TOYKax paspbiBa npokcumanbHedr D11S924 (band
11923.3), B To Bpems Kak mpu OoJiee ITUCTAIbHON
TOYKE pa3pblBa — OTLIOBCKOE. XapaKTEpPHO BOBIIE-
YeHHe MEeXaHU3Ma UMIPUTHHTA B SKCIIAHCUPOBaHUE
u metunuposanue (CCG)n [2, 9].

XapakrtepHsle npuszHaku CS BKiIo4aroT: mpe- u
MIOCTHATANBHYIO 3aJIEPKKY (DU3MUECKOTO Pa3BUTHS,
3aIepKKy TICUXOMOTOPHOTO Pa3BUTHS U XapaKTep-
HbIE JINLIEBBIE 0COOeHHOCTH (nedopmManus yepena,
TUIIEPTENIOPU3M, MTO3, KOJI0OOMa, aHTUMOHTOJIOU/-
HBII paspe3 IJa3, dMUKaHT, LIMPOKas MEepeHOoCHula,
KOPOTKUH HOC, V-00pa3HbIil poT, MaJ€HbKUE HU3KO
Ppacroj0XeHHbIe, POTUPOBAHHbIE YIIIN). Y HOBOPOXK-
JEHHBIX OOBIYHO OTMEYAIOTCS HapymeHUs QyHKIIH
TPOMOOLIUTOB, TPOMOOUTOIIEHUSI WM TAHIIUTOIIe-
Hus. [lanineHTsl, Kak NpaBUII0, UMEIOT IOPOKH pa3BH-
TUA cepla, MoYeK, KeIyJ0OYHO-KUIIIEYHOT O TPaKTa,
TeHUTAINH, HEHTPAJIIbHOM HEPBHOMN CUCTEMBI, CKeJleTa.
MoryT Take IpUCYTCTBOBAaTh HapyLIEHUs 3pEHUs,
CllyXa, IMMYHOJIOTHYECKHE U TOPMOHAJIBHBIE ITPO0JIe-
MbI. X0Tsl OOJBbHBIE CO 3HAYUTEIBHBIMH ACTICIUSIMH
00BIYHO 00IagatoT OoJiee TSHKEIBIMU KIMHUYECKUMU
MPOSIBJICHUSIMU U BBIPAKEHHON KOTHUTUBHOM 3a/1€piK-
KOH, MHOTIa (PEHOTUI MMEET HEMOJIHYIO IIEHETPAHT-
HOCTb U BBICOKYIO BapHaOeIbHOCTh (DEHOTHIIA CPEAH
marenToB [1, 2, 9].

Takum 00pa3oM, CTENeHb BBIPAKEHHOCTH KIMHU-
YeCKUX U (PeHOTUINIECKUX 0COOCHHOCTEH BechMa pas-
HooOpa3Ha. OnucaHbl pa3IMYHbIC CIydal COYCTAHHS
HapyIIeHNH GU3MIECKOT0 U IICUXOMOTOPHOTO Pa3BUTHS
C MaToJIOoruel pa3BUTHs BHYTpEeHHUX opraHos [10].

Cnenyer oTMeTHTb, 4TO coueTanue C5 ¢ Hapy-
HIeHUSMH QYHKIUHU SHIOKPHUHHBIX OPraHOB BCTpE-
qyaeTcs BecbMa peJko. B onucaHHbIX paHee ciiydasx
€CTh YKa3aHMs Ha CJIeAYIOIINe dHAOKPUHHBIE Hapy-
meHus: AeQUIUT TOPMOHA pOCTa, HHCYJIHMHONO100-
HOTO (QakTopa pocta-1, THPEOTPOIHOTO TOPMOHA,
kpuntopxusM. Poct Huxe 10-ro mepueHTHssE OT-
Meuascs B 75 % ciiydaeB 1 HOpMaJbHbII — B 25 %
[10]. Tak>xe onucaHbl ciyyau: COUETaHNU y peOEHKa
JBYX F€HETHYECKHX CHHAPOMOB (CHHIpOM SIKoOceHa
u cunapoM Knaiindensrepa) [12], u 6onpHoit ¢ CA
(q23925), umeromuii TSHKENY0 aHOMAJIH TIas, jae-
¢unuTa ropmona pocra, u runorupeos [13]. Cpenu
OTMCAHHBIX B IOCTYITHOM JIUTEpaType KINHUUECKUX
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Pucynok 1. Kapunorpamma naumeHTKU
¢ cuHapomoM Sxo0ceH
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Cly4aeB HapYUICHUN (YyHKIMOHUPOBAHUS PEIPO-
JIYKTHUBHOHM cucTeMbl y nanueHToB ¢ CS aBropamu
HaWJIeHO HEe OBLIO.

B HacTosimedt myOnuKanmuu Mbl TPEACTABIISIEM
COOCTBEHHOE KITMHUYECKOE HAOJFO/ICHIE — MAIUSHTKY
17 net ¢ CS1, y koTOpO# B Bo3pacte crapTa mybeprarta
HMMEJIH MECTO pPaHee HEOMHCAHHBIC YHAOKPUHHBIC Ha-
pYILIEHUS — CUHJIPOM THIICPAHJIPOTCHUU C BBIPAXKCH-
HBIMU TIPOSIBJICHUSMHU TUPCYTU3Ma, HAPYIICHUSIMHU
MEHCTPYaJIbHOTO IIUKJIA.

[MammenTka I1., 17 meT ¢ AMArHOCTUPOBAHHBIM
CS1 (B BO3pacTe 8 JIET BBISBICHO: XpOMOCOMHasi ab0e-
pamus — Jenenust JIMHHOTO mieda 11 XpoMOCOMBI.
Kapuorun 46, XX, del (11)(q23)), nabmronaercs B
knuHuke DenepanpHoro LleHTpa B TeueHue 2 JerT.
Brepseie oOpaTmiiach B KJIMHHUKY Bo3pacte 15 yer ¢
)kajno0aMu Ha HapyNICHUE MEHCTPYaJbHOTO ITMKJIA
M0 THITY MOJUMEHOPEH, TUPCYTU3M, JUIS YTOUHEHUS
reHe3a MaToJIOTUH, ONPEICICHUs JalbHEHIIeH TAKTUKU
BEJICHHUS, JICUCHUSI.

deHOoTHIT TAIUEHTKH OBLT IPEJICTABIICH CIICYFO-
IIUMU, XapakTepHbiMu st CS, cuHIpOMaTbHBIMU
NPOSIBIICHUSIMU: JTU3APTPHS, 3aJepKKa ICUXHYUC-
CKOT'O pa3BUTHUS, HAPYIICHUE OCAaHKH-KU(OCKATHO3
B I'PYJHOM OTJeJie TO3BOHOYHUKA, MHOXXECTBCHHBIC
CTUTMBI JUCOMOpHOTreHe3a (THIePTEIOPU3M, Opaxu-
JIAKTHJIUS MTATBIEB PYK, TITYOOKUH MIPUKYC, KOPOTKAs
niesi, KIMHOJAKTHIINS 5 TaleB pyK, aCCUMETPHs
JIUIIA B BUJIE CTJIAXKCHHOCTH JIMIIA CIIpaBa, OpaxugaK-
TUJIUS NAJBIEB CTOI, MaJICHbKUE CTOIBI, OOJIBIION
poT, BaJIbrycHas Jie(hopMaliys HIYKHUX KOHEUHOCTEH,
HU3Kui poc: SDS pocra — 1,5, npu onepexxeHUn
KOCTHOTO BO3pacTa, KOTOPbI COOTBETCTBOBANI 18
rogaM). Takxke UMEIU MECTO aHEMHUS THUIIOXPOM-
Hasl, XKeJe30JePUIIuTHAs, TOCTeMOpparnyeckas,
TPOMOOIUTONATHS BTOPUYHAS (HAPYIICHUE PEaKIUU
BBICBOOOXKICHUS ).

W3 anamHe3a nM3BecTHO, 4TO B Bo3pacte 1,5 mec
ObuTa omepHupoBaHa Mo MOBOAY MuiiopocTenosa. Ilo-
noBoe pazsutue 1o Tanuep: A 3; P 5; Ma 5; Me (+);
Menarche ¢ 11 aet; mmTensHOCTh UKIA 3540 nHei;
MOJIMMEHOpPEsl, MATOYHBIC KPOBOTCUCHUSI 3HAUUMBIC,
COIPOBOXK/IABIINECS aHEMUYECKUM CUHIPOMOM.

KinHnueckn ObUTH BBIpaXKEHBI TPOSBICHUS TH-
MepaHAPOTCHUH: THPCYTU3M IU(Py3HBIA C pocTOM
CTEPXKHEBBIX JUIMHHBIX BOJIOC B aHAPOTEH3aBUCUMBIX
30Hax (0OjacTu TyJOBUIIA, Oeaep, JIUia), OICHEH Ha
20 6amnoB no mkane ®appumena-I amises.

[Ipu 0OcnefoBaHNM KIIMHUYECKUE TIPU3HAKH TUIIC-
paHApOreHHH OBLITH TOJTBEPKICHBI JAOOPATOPHO: TE-
croctepoH — 2,15 amons/i (0.29 — 1.67); rnoOynuH,
CBSI3BIBAIOIIHN OJIOBBIE NENTUALI — 19,95 HMOIB/1
(26,1-110,0); mamexc cBOOOIHBIX aHAPOTEHOB —
10,53 % (0,3-5,62); angpoctenauon — 5,69 Hr/ma
(0,91-3,0); nuruaporecroctepon — 455,56 nr/mna
(10,0-386,0); mermaposnuanapocTepoH-cyIbdaT —
562,2 mr/an (65,1-386,0); actpanuon — 86,4 nr/min
(64,0-327,0); 17-OH-IIporecteporn — 3,27 Hr/mMa
(1,0-4,51); nponaktun — 19, 23 ur/mn (4,79-23,3);
OCI' — 1,8 MME/mn (mrotennoBas daza: 1,7-7,7),
JII' — 5,8 MME/mn (;rorennoBas ¢aza: 1,0-11,4); mpo-
rectepoH — 11,89 ur/mn (mrorennoBas ¢dasza: 1,7-27);
koptuzon (yrpo) — 671,5 umons/n (171,0-536,0);
KopTH301 (Beuep) — 65,79 umons/n (64,0-327,0).

[To maHHBIM MPOBEAEHHOTO LUTOTCHETUYECKOTO
WCCIIE/IOBAHUS MTOJITBEPIKICHA XPOMOCOMHASI My TAITHUSI:
46,XX,del(11)(q23) — neneuns aauHHOTO meya 11
XPOMOCOMBI.

TupeonnHslil cratyc-3ytupeos. Hapyuennii nu-
MUIHOTO OOMEHa He BbIsiBJIeHO. [10 TaHHBIM CKpHHUHTA
YTIAEBOJHOTO 0OMEHa — HapYIIEHUH HE BBISBICHO,
OJIHAKO UMEJIa MECTO MHCYJIMHOPE3UCTEHTHOCTh (MH-
nexkc HOMA 3,3).

Takum 00pa3om, Ha JAHHOM 3Tane 00CIeT0BaHUS
KIIMHHUYECKHUE MPU3HAKHI TUTICPaHIPOT €HUH TIOITBEPIK-
JIEHbI J1a00pPaTOPHO, YTO SIBWJIOCH MOKAa3aHUEM JIJIs
MPOJIOJDKEHUsS 00Jiee YriyOJIGHHOTO 00CIeTI0BaHMS
B JJAaHHOM HANpaBJICHHUU C IEJIBI0 YTOUYHCHHS reHe3a
HMMEIOIIETOCS CHHAPOMA THIIEPAHIPOT CHUU.

CrenyrouuM 3TaroM BEIMOTHEHO 00cIeJ0BaHHUE B
pamkax qudepeHIuaIbHON TUarHOCTUKH CUHAPOMA
TUIIePaHIPOT CHUU.

[IpoBenena npoda ¢ CuHAKTEHOM-AEIO, MO pe-
3yJIbTaTaM KOTOPOI: ()OHOBBIN YPOBEHH TOPMOHOB: aH-
npocrenanon — 4,00 ur/mi; 17-OH-IIporectepon —
3,72 Hr/Mi; NeruIpO3NMUAHIPOCTEPOH-CYIbpaT —
562,2 mr/mi; xoptuzon — 538,2 HMONB/I. YPOBEHb
TOPMOHOB uepe3 24 yaca nociie BBefeHus: CHHaKTeHa-
Jlerno: aHapocTeHauon — 6,08 ur/mi; 17-OH-
[Iporectepor — 6,35 HI/MJI; IETUAPOINMUAHIPOCTEPOH-
cyabdar — 955,5 mr/m; kopTr30a1 — 1693 HMONB/1.
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Pucynok 2. @ororpadgusi naumeHTku 15 Jiet ¢ cuHapo-
MoM SIkoOceH 10 cTapTa Tepanuu

Janee BwImosiHEHA TTpoba C JAeKCaMETa30HOM.
@OHOBBII YPOBEHb FOPMOHOB KPOBHU: KOPTU30J —
453,6 HMOITB/JT; NETUAPOITTHAHAPOCTEPOH-CYIIbhAT —
475,4 mr/mn; Tectoctepod — 1,99 umosns/in. Ha done
npoObl mosiyueHo: Koptuzon — 19,89 Hmoub/1;
JETUIPOIMHAHIPOCTEPOH-CYIbdpar — 156 mr/mmi;
tectoctepoH — 0,49 Hmoinb/n. Takum oOpazom, pe-
3yJbTaThl 00€WX MPOO OTPHUIIATENBHEIE.

C y4eToM KIMHUYECKOW KapTHUHBI 3a00JI€BaHUA
00JIbHOM TTPOBEICHO UCCIIEOBAHIE BCEX KOAUPYIOIINX
9k30HO0B TeHa CYP21 MeToqoM mpsmMoro AByHampaB-
JIEHHOTO Ce€KBeHHpoBaHuA mocie Bbiaenenus JJHK
n3 TUMQOIUTOB TepePepuIecKoil KPOBU METOIOM
(heHon-xaopodopMHOIA FKcTpakiuu. B mccienyemom
oOpasrne /IHK He oOHapy)eHO HH OJTHOW MAaTOT€HHOM
MyTaIliH, acconuupoBaHHoi ¢ pa3zButuemM CYP21-
CBSA3aHHOTO CHHJIpOMa BPOXIEHHOW TUNEpIIa3uu
KOPBI Ha/IMOYETHNUKOB.

[To coBoKymHOCTH JaHHBIX MTPOBEIEHHOTO 00CIIe-
JOBaHUS OB MCKIIOYEH HANMOYSYHUKOBHINA TeHe3
CUHJIpOMA TUTIEPAHPOTCHUH.

Ha crenyromem srame obcneqoBanus OblIa BBI-
MOJTHEHA BU3YyaJN3allid OPTaHOB OPIOMIHOW T0JIO-
ctu. Ilo gaHHBIM yIBTPa3ByKOBOT'O MCCIETOBAHMS
U KOMIIBIOTEPHO# ToMorpaduu OpraHoB OPIOMIHON
MTOJIOCTH W 3a0PIOMIMHHOTO MPOCTPAHCTBA — 00B-
eMHBIX 00pa30BaHW{ HE BBISABICHO, HANMOYCHHUKHU
0e3 maToJIOTHH.

[Ipu BU3yanu3anuu opraHoB Majioro Ta3a MeTo10M
YIBTPA3BYKOBOM AMArHOCTUKHU BBISABICHA aHOMATHUS
pa3BUTHsI MaTKU «CEJIOBUJHAS MaTKay. [IpaBwlii
SIMYHUK C aJ€KBAaTHBIM COJIEp’KaHHEM TpaHyJeMa-
TO3HOH TKaHW, HO C HAJIU4MEM 6-TH (DOJUIMKYJISIPHO-
JKHJKOCTHBIX 00pa30BaHUH 10 epudepuu, T1aMeTpoM
J0 1 cM, runepruiazus 3HJOMETPUS, HE COOTBETCTBO-
BaBllIasl THIO MEHCTPYaJIbHOTO IIUKIIA.

[Ipn ocMOTpe rMHEKOIOrOM Hapy>KHBIX MOJOBBIX
OpraHoB OblIa onKcaHa TUNepIuIa3ns OOJIBbIINX OJIO-
BBIX I'y0, OTHOCHTEJIbHAS TUITOTIIA3Ms MAJIBIX TIOJIOBBIX
ry0, «BBICOKas 3a/IHSS CIIaliKay.

Takum 00pa3om, MO0 COBOKYIHOCTH pe3yJibTa-
TOB IPOBEACHHOTO 00cien0BaHus ObLIO CAEIaHO
3aKJIIOYeHHE O HaJIMYMM Yy manueHTku ¢ CS panee
HEONHUCAHHBIX HapyUIEHUH SHAOKPUHHOM cucrte-
MBbl — CHUHJPOMA TUIIEPAHAPOTeHUN BHEHAIIOYECY-
HHUKOBOT'O IPOUCXOXKJEHNUS, a TAK)KE HOPMOT'OHA/10-
TPOTHAS, HOPMOTIPOJAKTHHEMUYECKAs TUCHYHKITUS
SIMYHUKOB.

[ManuenTtke Obla Ha3HaueHa Tepamnus IBY(das-
HBIM 3CTPOTeH-TeCTareHOBBIM Ipenaparom (SApuna,
cojepkaHue STHHUIACTpaguoa 30 MKT, Apociupe-
HoHa 3 mr). Ha ¢oHe Tepanuu B TeueHue 9 mec. Oblia
OTMEUEHa MO3UTUBHAS JUHAMUKA — KYIIHUPOBAJIHUCH
MaTOYHBbIE KPOBOTEUEHHUS, MEHCTPYAJIbHBIN ITUKI
OBLJI CTPOro OTPETYIHMPOBAH, a TaKKe HaAMETHJIACh
CTOMKass TeHACHIUA K YMEHBIICHUIO MPOSIBICHUMN
rupcyTusma. BrociieqctBuu nanueHTka Oblia nepe-
BeJleHa Ha 0oJjiee HU3KOAO3HBIN MpernapaTr JaHHOU
rpynmsl ([xec — atuHmmacTpaanon 20 MK, IpOCIin-
PEHOH 3 MTI'), KOTOPBIH ITPOIOKAET UCIOJIB30BATHCA
JI0 HACTOSILIETO BPEMEHH, KIMHUKO-Ta00paTOpHBIC
TEHJCHIIUU MMEIOT MpPEeACcCKa3yeMo MO3UTUBHBIN
Xapakrep.

B 3akmrouenue cieyer OoTMETUTD, UTO B CTPYKTY-
p€ peaKoro reHeTHYecKoro CUHApPOMa — CHHIpOMa
SIkoOceH — NMOMHMMO MHOTOYHCIICEHHBIX KiaccHye-
CKUX CHUHAPOMAJIbHBIX MPOSIBICHUH, MOXKET BCTpe-
YyaTbCsd OBapHalbHas HEIOCTATOYHOCTh, BEPOSITHEE
BCET0, CBSI3aHHAs C AW3IMOPHOreHE30M SIMYHHUKOB,
KOTOpasi MOXET PacUIMPUTh CHEKTP (EHOTHIINYE-
CKHX OCOOCHHOCTEH OTIENIbHBIX IMAallMEeHTOB 33 CUET
MPUCOECAUHEHUS BHIPAKEHHON THUIEPAHAPOrEHUH U
CHUHJpOMAa aHOBYJISALNUHU. TakKe B TeHe3e KIMHUYECKU
3HAYUMOI'0 TUPCYTHU3Ma MOKET UMETh 3HAUEHHE 110-
BBIIIEHHUE PELIENITOPHON UyBCTBUTEIBHOCTH K aHIPO-
reHaM, OTHOCSIIEHCS K epu(epruuecKuM BapuaHTaM
runepanaporenuu. [IposoHrupoBanHas tepanus
3CTPOTreH-IreCTareHHbIMU IpenaparaMyu OKa3bIBaeT
3HaYUMOE MO3UTHBHOE BIMSHUE HA KOPPEKIIUIO BBI-
IICONMMCAHHBIX HAPYIICHUH.
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