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KNWHUYECKOE HABJIIOAEHUE NALMEHTA C COYETAHHOW SHAOKPUHHOW

NMATOJIOTMEN: BPOXAEHHOU ANCOYHKLMEN KOPbl HABNMOYEYHNKOB
U CUHAPOMOM KNNAUHOEJIbTEPA

© H.W. Bonkosa, W.10. laBnaerko, [.MN. CraBuykas*, E.B. KyanHosa

PocToBcKmMIN rocyaapCTBEHHbIN MeaULMHCKNIA yHUBepcuTteT, PocToB-Ha-[loHy, Poccua

BpoxaeHHaa ancoyHKUMA Kopbl HagnoveuHnkos (BKH) — 3To rpynna ayTocomHo-peLieccMBHbIX 3aboneBaHuni, XxapaKkTe-
pusytowmnxca fedekTom ogHoro 13 GepmeHToB UM TPAHCMOPTHbLIX OENKOB, MPUHUMAIOLMX YYacTre B CUHTe3e KopTu3ona
B Kope HagnouyeyHukos [1]. HapyweHune crHTe3a KopTu3ona BCieACTBUE HeOoCTaTOuHOCTN depmeHTa 21-rnapokcmnnassl
BefleT K TOMy, UTO N0 MexaHU3My oTpuLaTenibHol obpaTHOI cBA3N U36bIToK AKTI cTUMynupyeT KOPKOBbIN CNoW Hagnoveu-
HMKOB, UTO BbI3blBaeT ee runepnnasuio. Ho BMecTo KopTM3ona HagnoYeyHrKy Npor3BoaAT N3ObITOK NpeawecTBEHHNKOB
NONOBbIX FOPMOHOB, AJ1A CUHTE3a KOTOPbIX He TpebyeTca 21-rngpokcunmpoBsaHme. [locne cekpeuum 3Tv ropMoHbl MeTabonu-
3UPYIOTCA B aKTUBHbIE aHAPOreHbl — TeCTOCTEPOH U AUTMAPOTECTOCTEPOH — N B MEHbLLEN CTeNeHN B 3CTPOreHbl — 3CTPOH
n actpagvon [2]. Mpu BupunbHoi Gopme oTMevaeTcs ToNbKo AedrLmnT KOPTU30/a, YTO MPY OTCYTCTBUMN NEYEHUA NPOABNAET-
CA MblLLeYHOM cN1aboCTbio, yTOMAAEMOCTbIO, MOTEMHEHMEM KOXKHbIX MOKPOBOB Ha GOHe CUMMTOMOB runepaHaporeHun [1, 2].
CnHppom KnaHoenbtepa (CK) — ofgHO 13 Hanbonee YacTbix XPOMOCOMHbIX 3aboneBaHuWiA, NpMBOAALLEE K Pa3BUTUIO Nep-
BMYHOrO rmnoroHaau3ma. OcCHoBHoe nNposnBeHne cuHapomMa KnanHdenbrepa — rmanmHo3 ceMaBblHOCALLNX NPOTOKOB U —
KaK cnepctare — pa3BuTre UHGepTUNIbHOCTY 1 rnnoroHagmsma. OeHoTunmnyeckaa N3MeHUYMBOCTb, ¥ 0COBEHHO YyMepeHHble
KNUHUYECKne NpoABeHns, YaCTo NPUBOAAT K 3afiepXKke ANArHOCTUKN Unm HegmarHoctuposaHuio [3]. bbino nogcuntaHo,
uTo 50-75% MYXUMH C cuHApomoM KnanHdenbTepa HUKOrAa He nonyyatoT anarHos [4].

B paHHOI cTaTbe NpefCcTaBNeHo OnucaHne Pefikoro KIMHNYECKOro HabnogeHrA: couyeTaHe BUPUAbHON GOpMbl BPOXKIEH-
HOW ANCPYHKLMN KOPbl HAAMOUYEUHMKOB U cuHApoMa KnanHdenbTepa, onvcaHbl 0COBGEHHOCTU KNMHUYECKOW KapTuHbI 3a60-
neBaHWIA B Neprof paHHero AeTcTBa, NybepTtaTa, CpeaHero Bo3pacrta.

MpoaneHune AByx 3TUX 3aboneBaHUin, NPy OAHOM U3 KOTOPbIX HabnogaeTca rmnepaHaporeHns, a Npyu 4pyrom — runoro-
HaZn3Mm, y OfHOro nauneHTa obycnaBnueaeT TPYAHOCTM ANArHOCTUKM 1 nogbopa Tepanmun. OwmbKu, KoTopble MOryT 6bITb
JonyLeHbl Ha Pa3NNYHbIX 3Tanax AWarHOCTMKM U ledeHuns 3aboneBaHni y JaHHOIO NauMeHTa, BefyT K HebnaronpuraTHbIM
NOCNeACcTBMAM M CKa3blBalOTCA Ha KauecTBe XM3HU 6onbHOro. MNpeactaBneHHbIn KNMHUYECKUIA ClyYall JeMOHCTpMpyeT
CJIOXKHOCTM ANarHOCTUKN U HEO6XOAUMOCTb NOBbILWEHMA MHGOPMUPOBAHHOCTI Bpayel 0 flaHHOW KNHMYecKol npobneme.

KJTIOYEBbIE CJIOBA: 8pox0eHHas ouchyHKYUsA Kopbl HAONOYeYHUKO8; CUHOpoMm KnaliHgensmepa,; 2unepaHopozeHus; mecmoCcmepoH.

A COMBINATION OF KLINEFELTER SYNDROME AND THE CLASSIC FORM OF CONGENITAL
DYSFUNCTION OF THE ADRENAL CORTEX: CLINICAL OBSERVATION
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Congenital adrenal hyperplasia (CAH) is a defect in one of the enzymes or transport proteins involved in the synthesis of
cortisol in the adrenal cortex. Virile form of CAH characterized by cortisol deficiency and hyperandrogenism. Klinefelter
syndrome is one of the most frequent chromosomal diseases leading to the development of primary hypogonadism. The
manifestation of these two diseases could cause difficulties in diagnosis and medical treatment that lead to adverse conse-
quences and affect the quality of life.

A 43-years-old patient consulted a physician complaining about the lack of erections for 4 years, breast enlargement. At
the age of 3 years based on experienced growth of pubic hair, decreased level of 17-ketosteroids in the urine and genetic
analysis diagnosis of CAH, virile form was suspected. Prednisone 5 mg daily was prescribed. At the age of 5, based on pheno-
typic features and karyotyping Klinefelter Syndrome (XXY) was diagnosed. At the age of 13, stimulating hormonal chorionic
gonadotropin drug with only one course of 10 injections was prescribed. At the age of 18, the patient independently can-
celed the use of prednisone. Further, he did not receive medication therapy for CAH and Klinefelter syndrome. At the age of
42, adrenal CT revealed formation of the left adrenal gland. According to the results of the hormonal activity examination,
high levels of aldosterone and renin were detected. A diagnosis of left adrenal aldosteroma was made and a left-sided adre-
nalectomy was performed. Histological examination diagnosis of aldosteroma did not confirmed. On physical examination,
BMI 30 kg/m?, genoid type of obesity, right testicle isn’t palpated, left testicle is dense, reduced in size. Small penis size.
Decreased level of total testosterone, normal level of SHBG, LH and FSH was revealed. Ultrasound of the scrotum organs
revealed decrease in the size of the testicles and appendages, a volumetric formation of the right testicle. Thus, diagnosis
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of CAH, virile form and Klinefelter syndrome, primary hypogonadism, right-sided cryptorchidism was confirmed. Hydrocor-
tisone 30 mg daily was prescribed. Hormone replacement therapy with testosterone preparations was not prescribed until
surgical treatment of neoplasm of the right testicle will be performed. On the example of this clinical case, we have demon-
strate a combination of two endocrine pathologies and serious mistakes were made in the management of this patient.
The management of such patients requires a multidisciplinary approach, which will avoid mistakes and improve the prog-

nosis and quality of life of these patients.

KEYWORDS: congenital adrenal hyperplasia; Klinefelter syndrome; hyperandrogenism; testosteron.

AKTYAJIbHOCTb

BpoxaeHHasa AnCOYyHKUMA  KOpbl  HAaAMOYEYHWKOB
(BOKH) — >T0 rpynna ayToCcOMHO-peLeccuBHbIX 3abonesa-
HUI, XapaKTepusyowmxca eGekTom ogHoro n3 GpepmMeHToB
WSIM TPAHCMOPTHBIX O6ENKOB, MPUHUMAIOLLMX YYacThe B CUH-
Te3e KOpPTU30J1a B KOpe HafnouyeyHUKoB. 3aboneBaeMocCTb
knaccunyeckon ¢opmon BAKH (geduruut 21-rugpokcunassbi)
coctasnsaet ot 1:14 000 go 1:18 000 »KMBbIX HOBOPOXKAEH-
HbiXx B mupe [1]. bonee 90% BJAKH Bbi3BaHO aeduumTOoMm
21-rmgpokcunasbl. OeHOTUN MOXET BapbWpOBaTb OT fer-
KOW (HEKJTAaCCUYECKON) 0 KNaccmyecknx Gopm: BUPUITbHON
n conbrepsoweinn. Conbrepswowan ¢opma 3abonesaHus
accounmpoBaHa ¢ edrLUUTOM MUHEPANTKOPTUKOMAOB (anb-
[OCTepoHa) 1 roKoKopTMKonaoB. Knaccnueckasa npocras
BMpUAM3upYyioLan ¢opma 3aboneBaHUsA MOXET NPUBOANTD
K rOHafOTPONMHHE3aBMNCMMOMY NPeXKAeBPEMEHHOMY NOJIO-
BOMY CO3PEBaHMIO MY>KUNH C YMEHbLUEHNEM KOHEYHOTO Po-
cTa. KpaliHe Ba>KHO AMArHOCTMPOBAaTb AaHHOe 3aboieBaHNe
N CBOEBPEMEHHO Ha3HauYUTb 3aMeCTUTENIbHYIO rOPMOHasb-
HYI0 Tepanuio rIOKOKOPTUKOMAAMM, KOTopasa ABMAETCA OC-
HoBoOW Nnevenus [1, 2].

CvHgpom KnaiHoenbtepa (CK) — opgHo 13 Haubonee
YaCTbIX XPOMOCOMHbBIX 3aboneBaHuiA, NprUBOAsALLEe K pas3-
BUTMIO NEPBUYHOrO r’MNoroHagn3mMa. PacnpoctpaHeHHOCTb
cuHgpoma KnaiiHdenbrepa coctaBnset 1:500-1000 HoBo-
POXAEHHbIX ManbynkoB [5], Bo3pacTaeT fo 3-4% cpegn
6ecnnogHbiX My>4YuH 1 o 10-12% y nauneHToB C a300-
cnepmuen [3]. YacToTa NOCTAHOBKW AMarHo3a B AETCKOM
BO3pacTe Ype3BblYaHO HM3KA, 1 ToNbKo 10% cnyyaes Bbl-
ABNAOTCA A0 HaCTYMnJeHMA NOJIOBOW 3penocTu, foCcTuran
25% K B3pOCnOMy BO3pacTy. 3a MocnefgHue pecatuneTus
NMOABUIOCb MHOTO HOBOW UHpOPMaLUN O JOSITOCPOUHBIX
nocneacTBUAX CMHAPOMA, OT KOTOPbIX CTPAAAloT 3TU MY»XK-
urHbl. CK CBA3aH He TOMbKO C HapyLleHneM QYHKLMN ANYeK
N yBeNIMYEHNEM POCTa, OH OKa3blBaeT BANAHME HAa KOTHU-
TUBHble GYHKLMM, NMOBEAEHNE U MCUXUYECKNE PACCTPON-
CTBa, COCTaB TeNa U YyBCTBUTENBHOCTb K UHCYNMHY, pop-
MMVPOBaHMe KOCTEN 1 PUCK MepesiOMOB, a TakXe HeraTuBHoO
BAUAET Ha obLyto 3aboneBaemocTb 1 CMepTHOCTH [6]. Ma-
UMeHTOB ¢ anarHo3zom CK Heobxoarmo HabnogaTb Ha Npo-
TAXEHNN BCEW XU3HU N NeYnTb TECTOCTEPOHOM B Cllyyae
rmnoroHagmsma.

Hanvune y opgHoro nauuweHta cuHgpoma KnanHdenb-
Tepa ¢ BOKH u3-3a pedpuunta pepmeHnTa 21-rugpokcmnasbl
npenctaBnseT coboll YHUKaNbHbIA AUArHOCTUYECKMI Ma-
padoKc, Koraa npusHaky gedumTa roHafHbIX aHAPOreHoB
MacKUpYITCA OAHOBPEMEHHbIM M30bITKOM HaAMOYeYHUKO-
BbIX aHAporeHoB. OgHOBpeMeHHOe BO3HMKHOBeHMe BIKH
n cuHgpoma KnanHdenbrepa BCTpevaeTca KpariHe pepko.
B coBpemeHHOW nuTepatype onucaHo He 6Gonee wectu
nofo6HbIX cnydaes. Tak, y OQHOro U3 nauueHToB Obll Bbl-
aBneH pgeduumnT 3b-ruapokcucteponagerngporeHassl [71,

a 'y ocTanbHbIX BepudpuumpoBaH geduuut 21-rugpokcngassl
[8,9,10, 11, 12]. 'HTepec K onncaHuio 3Toro cyy4yas 3aKnio-
YaeTcs B UCKIIIUYMTENBHOCTM OOHOBPEMEHHOTO BO3HUKHO-
BEHMA [BYX 3TMX COCTOAHWIA. DTO YHMKaNbHOE onmcaHue
COCyLLeCTBOBaHUA ABYX 3aboneBaHuiA, NepBoe N3 KOTOPbIX
BbI3bIBAET M30ObITOK, a BTOpoe — AedbuUUT aHLPOreHOB.
ITUM ke 06yCnoBeHbl Y TPYAHOCTY Nogbopa Tepanuu, Beab
nedrumnT aHopPOreHoB, 06YCIOBNEHHDBIN TECTUKYAPHOW He-
LOCTAaTOUYHOCTbIO, 40 ONPEAENIEHHOr0 BPEMEHN MOXET KOM-
MeHCMPOBaTbCA M3ObITKOM aHAPOreHOB HaAMOYEYHUKOM,
6onee TOro, Moryt ObiTb MPU3HAKU M3ObITKA aHAPOrEHOB,
B YaCTHOCTM NpexaeBpeMeHHOe NosoBoe co3peBaHue. Tor-
[la BO3HUKAIOT BOMPOCHI: KaK COXpaHUTb 6banaHc? Heobxoau-
MO 60POTbCA C N3OLITKOM aHLPOrEHOB WM e KOMMEHCMPO-
BaTb Nx geduumnT?

JaHHbIN KNMHUYECK CyYain UNICTPUPYET, Kak B3aun-
MOJencTBMe Mexay AByMA pacCcTpPoONCTBaMm C NPOTUBOMO-
NOXHbIMY 3bdeKTamMm Ha YPOBHE aHLPOreHOB MOXET CO3/a-
BaTb AMArHOCTUYECKUE 1 TepaneBTUYECKME NPo6embl.

OMUCAHUE CNTYYAA

MauueHT W. 43 neT obpaTusca B OTAENEHNE SHAOKPUHO-
norum ¢ xanobamu Ha OTCYTCTBUE SPEKLNIA B TEUEHUNE YeTbl-
pex neT, yBeNMYeHEe MOJTIOYHbIX »ere3. /I3 aHamHe3a cTano
N3BECTHO, YTO Yy MauuneHTa B BO3pacTe 2 neT 1 8 mecALeB Ha-
Yyanocb oBONIOCEHMNE N06Ka, OH 6bln 06CNefoBaH, U Ha OCHO-
BaHUW MOBbILEHUA YPOBHSA 17-KeToCTEPOMAOB B MOYe Obin
3anofo3peH AnarHo3 «BpoxkaeHHas aucdyHKLUs Kopbl Haj-
MOYEYHVKOB, BUpWUbHasA dopmax. [lnarHo3s Obi1 NoaTBEPX-
[EeH MyTemM NPOBefEeHNA FeHeTNYecKoro aHanmsa. B ceasu
C 3TVM NaumneHTy Gbin Ha3HauYeH NPefHN30JI0H B fo3e 5 Mr
B cyTKku. Co CNoB MaTepu, NaLMEHT NpenapaTt NnpuHMan pe-
rynspHo.

B Bo3pacTte 5 net BBUAY PeHOTUNMYECKUX OCOBEHHO-
cTe (BbICOKUI POCT, HEMPOMOPLVOHANBbHO AJIVIHHbIE HOTK,
NPaBOCTOPOHHWI KPUMNTOPXK3M), y MaLMeHTa 3anogo3puim
XPOMOCOMHOE 3aboneBaHme, 6bII0 NPOBEAEHO KapUOTUNK-
pOBaHWe, U HAa OCHOBAHWM KapUOTUMMPOBAHWUA MaLMEHTY
6bIn ycTaHoBIeH agnarHo3 «CrHapom KnaiHdenstepa (XXY)».
PekomeHpoOBaHO AMHaMMyeckoe HabniofeHne, HU3BeLeHME
HeonyCTMBLUErocs NPaBoro AnYKa He NPOBOAMIIOCh.

MNMaumeHTy exerogHoO onpegenann yposeHb 17-ketocTe-
pouzoB B MoYe Ajisi KOHTpona 3¢pdeKTVBHOCTMA Tepanuu
npenHr30/I0HOM, pe3ynbTaTbl Obin B Npefenax HopMbl.

B 13 neT npu HacTtynneHun nybepTata nauueHTy Gbina
Ha3HauyeHa CTMMyNMpYioLlasa ropMoHasibHasa Tepanus npe-
napatom XI'Y kypcom 10 nHbekyui. B ganbHenwem gaHHyto
Tepanuio He NoJyyars, NPOBOAUNIOCh AVHaMUYecKoe Habnio-
ZeHve. B Bo3pacte 15 u 16 net HeOAHOKPATHO 3adpUKCUpPO-
BAHO CHWKEHME YPOBHA OOLLEro TeCTocTepoHa npu BbiCO-
koHopmanbHbix JIT n OCI, ogHako ropmoHasnbHasa Tepanus
He Ha3Ha4anachb.
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B 18 neT mauweHT camocCTOATENIbHO OTMEHWI Mpuem
NpefHN30I0Ha, NOCKOJIbKY MOCYMTaN JafibHENLNIA NpUeMm
npenaparta HeLlenecoobpasHbIM.

B nocnegywowne roabl MeQUKaMEHTO3HYK Tepanuio
no nosogy BOKH v cnHppoma KnatHdpenbstepa He nonyuan,
K SHOOKPWHOJOrY He obpaluancs.

MauneHT HaxoauTcA B Opake, OeTen He UMeET.

B Bo3pacte 37 neT nosBUNMCb Xanobbl Ha CHUXe-
Hue nuMbuao, nauueHT ob6paTWNCA K SHAOKPMHOJOrY,
Ha3HaueHO ropMoOHaNibHoe 06cCnefoBaHMe, MO pPesyb-
TaTaM KOTOPOrO BbIABAEHO CHWXKeHMe OOLero TecTo-
cTepoHa go 5,7 Hmonb/n (8,3-30 HMONbL/N), NOBbIWEHUE
JIr po 16,6 mME/mn (0,8-7,6 MME/mn), nosbiweHne OCI
no 32,7 MME/mn (0,7-11,1 MME/mn). B cBA3M € 3TUM peko-
MEHJOBaHO HayaTb 3aMeCTUTESIbHYI0 FOPMOHAJIbHYIO Te-
panuio npenapataMmy TeCTOCTEPOHa B/M, OAHAKO NaLueHT
He cobniogan pekomeHgauuu. Habnopanocb nporpeccu-
pOBaHMEe 3PEKTUNIbHON ANCOYHKLUU, YTO B MUTOTe MPUBENO
K MOfIHOW yTpaTte noteHuum B 39 ner.

B 42 roga npu nnaHoBom obcnegosaHum Ha KT opraHos
OPIOLIHON MONMOCTM M 3abPIOLIMHHOIO MPOCTPAHCTBA Bbl-
ABNeHO obpa3oBaHMe NIeBOro HafAmnovyeyHuKa pasMmepamu
87*74*84 mm. InA NCKNOYEHNA TOPMOHANIbHOM aKTUBHOCTH
06pa3oBaHNA HaAMovyeyHrKka MpoBefeHO JlabopaTopHoe
obcnenoBaHMe: aHanu3 KPOBM HA KOPTK30J1 Ha ¢oHe npure-
Ma 1 Mr jekcaMeTa3oHa, onpegesneHne metaHedpriHa u Hop-
MeTaHeppMHA CYTOYHOW MOYM U aHaNM3 KPOBU Ha anbfo-
CTePOH 1 peHuH. Mo pesynbTatam ob6cneqoBaHUsA BbisIBNEH
BbICOKWI YPOBEHb anbaocTtepoHa 522 nr/mn (0-199 nr/mn)
n peHnHa 82,8 MKME/mn (4,4-46,1 meME/mn). HecmoTtpa
Ha BbICOKWI YPOBEHb PEHMHA W anbAoCTePOHa COCTOAHME
OWNOOYHO pacLeHeHO KaK anbaocTepoma, U MpoBefeHa
NEeBOCTOPOHHAA  afpeHanakTomuda.  Mwukpockonuyeckoe
onucaHme Omnyxonu: B TKaHW HajnouyeyHuKa OMnyxosib CO-
nuAHO-TpabeKynApHOro CTPOeHNs, COCTOALLAsA N3 OKPYIbIX
KNEeTOK, CXOXKMX C KJIETKaMy KOpbl HaAMOYEYHNKOB, C 3031-
HOGWNBbHOW 3€PHUCTON LUTOMIA3MOW 1 OKPYTTbIMUA OTHOCH-
TeJIbHO MOHOMEPHbIMU fAPamMu, C eAVHNYHbIMK GUrypamu
MMWTO30B, HANIMYMEM B LIUTOMMIa3Me YacTh KNeTOK NUrMeHTa
KopuyHeBoro uBeta. Cpeaun onyxoneBow TKaHW OTMeYaloT-
CA NUNOMATO3HblE M MUENONNMOMATO3HbIE o4arn, KPOBO-
W3NMAHNA, oYaryM KoarynsauMoHHOro Hekposa. [Mpr3Hakos
WHBa3MBHOIO POCTa, KNETOYHOW aTuUnun He OBHApPYeHo.
MaumeHT 6b1n BbINUCaH C AUarHo3om: «AfleHOMa N1eBOro Hag-
NMoYeyHrKa, COCTOsHME MOCMe Nanapockonuyeckon agpe-
HaN3KTOMMUM CNeBa».

CnycTa rog nocsie onepauyy nauueHTy 6b110 NPOBEAEHO
noeTopHoe KT 3abplolMHHOIo NPOCTPaHCTBa, MO pe3ynbTa-
TaM KOTOPOro oTmeuvanacb rvnepnnasvsa MnpaBoro Hapno-
yeyHuKa. bbin 3anofo3peH peunanB anbgoCTEPOMbI, MO-
BTOPHO MpPOBEAEHO OmnpefdeneHne anbAoCTepOHa KpPOBWY,
1 NONyYeH NOBbILWEHHbIV YPOBEHb anbAocTepoHa 366 nr/mn
(0-199 nr/mn).

MauueHT 6bin roCNUTaNM3NPOBaH B SHOOKPUHONMOINYe-
CKoe oTaefieHne AnA NOATBEPKAEHMA AuarHosa v onpeje-
NEeHNA TaKTUKWN NeYeHuns.

Pe3synbraTtbl $U3MKanbHOro, 1abopaTropHoro

N NHCTPYMEeHTaJIbHOro wccnenosauwﬁl

HaHHble ocmoTpa: poct — 178 cm, Bec — 97 kr, UMT —
30 kr/m?, OT — 109, TenocnoxeHne rmnepcTeHNYecKoe.
Al —120/80 mm pT.cT. 6€3 runoTeH3mBHON Tepanuu. Hapy-

KNUHUYECKIMI CNYYAW

LeHre nponopunin Tena (ANMHHbIE KOHEYHOCTH, y3Kas rpya-
HasA KneTka). [eHouaHbI (KeHCKMI) TN oxuperns. Cnabo-
pa3BuTadA ckeneTHaa Myckynatypa. [pn nanbnaumm npasoe
ANYKO He NanbnupyeTca, NeBoe ANYKO NIOTHOE, yMEHbLUEHO
B pa3mepe. Manbii pa3mep NOnoBOro uneHa (4 cm).

B oTheneHvn naumeHTy npoBefeHo abopatopHoe obcre-
[OBaHuVe, Mo pe3ynbTaTaM KOTOPOro BbIABIEHO MOBbILLEHNE
ypoBHsa 17 OH nporectepoHa o 145 Hr/mn (0,5-2,1 Hr/mn),
ypoBeHb KopTusona — 4,4 mkr/gn (3,17-19,4 Hr/mn), ypoBeHb
AKTI — 67,19 nr/mn (7,2-63,3 nr/mn), CHU>KeHUe ypoBHs 06-
Lwero TectoctepoHa Ao 13,3 Hmonb/n (8,3-30 HMonb/n), Hop-
ManbHbi ypoBeHb ICMNIM— 35,5 Hmonb/n (16,2-68,5 HMonb/n),
npousBedeH pacyeT YPOBHA CBOOOAHOIO TECTOCTEPOH],
Mo pe3ynbTaTaM KOTOPOrO BbIABJIEHO CHVPKEHUE cBOOOS-
HOro TecTocTepoHa — 243 NMONb/N, BbICOKMIA YPOBEHb
JIr — 8,0 mME/mn (0,8-7,6 MME/mn) n OCI' — 8,5 mME/mn
(0,7-11,1 MME/mn), HOpManbHbI ypOBEHb NPONAKTUHA —
267,1 MME/n (57-600 MME/n), TupeonaHble ropMoHbI B npe-
aenax Hopmbl (TTI — 2,4 MME/n, ceT4 — 18,7 nmonb/n).

MpoBeaeHbl MHCTPYMeHTasbHble 0bcnegoBaHus. Mo pe-
3ynbtataMm Y3/ opraHoB MOLUIOHKYM BbIAABNEH MPaBOCTOPOH-
HUIM KPUNTOPXM3M (MPaBoe ANYKO BU3YaNn3npyeTca B Naxo-
BOM KaHane), yMeHblUeHNe pa3mepoB ANYEK 1 MPULATKOB,
06beMHOe 06pa3oBaHKe NPaBoro AnYKa, MOAO3pPUTENbHOE
Ha tumor.

Ha ocHoBaHWK aHanm3a mmerwmxca nabopaTopHoO-MH-
CTPYMEHTasnbHbIX 006C/efOBaHMI, a TakKe Ha OCHOBAHWM
pe3ynbTaToB [006CNefoBaHUsA, HOPMANbHOrO ypoBHA All,
anbaocTepoHa 6Obina ucKouyeHa. MoBbIWEHHBIA YPOBEHb
anbaoCTepoHa Ha GOHe BbICOKOTO YPOBHSA PEHVHa Mia3mbl
1 HopMmanbHoro Al HEOOGXOAUMO WHTEPNPETUPOBATb Kak
MOBbILEHHYI0 aKTUBHOCTb PEHWH-aHTMOTEH3MHOBOW CUCTe-
Mbl C Pa3BUTMEM KOMIMEHCAaTOPHOro rmnepanbaoCTepoOHN3-
Ma npwu gekomneHcnposaHHoun BAOKH.

Ha ocHoBaHM/ 0OGBEKTUBHOIO OCMOTPA, AAHHbIX UHCTPY-
MEHTaJbHbIX 1 1abopPaTOPHbIX MeTOLOB 06CIeoBaHNA Na-
LMEeHTY YCTaHOBMEH AMarHo3:

OcHoBHoM: «BpoxzeHHas ANCOHYHKLMA KOpbl Hagmno-
YyeyHuKoB. BupunbHas ¢opma. CocToAaHMe nocne appe-
HansKToMuM cnesa. BukapHasa runepnnasusa npaBoro Haj-
NoYeyHmKa».

ConyTcTBytowmin: «CuHapom KnanHdenbstepa, nepsuy-
HblA TMNOroHagn3M, MPaBOCTOPOHHUN KpunTopxum3m. Ho-
BOOOpa30BaHMe NPaBoro AnyKa JpeKTusibHas gUCPYHKLMS.
ANNMEHTapHO-KOHCTUTYLIMOHANbHOE OXKMpeHue 1 cTeneHu
(MMT — 30 Kkr/m?), abgomumHanbHbi TN (OT — 109 cm)».

C yyeTOM 3TOro B OTAENIeHUM MaUMEHTY Ha3HauyeHa
3aMecTuTeNnbHaA rOpMOHanbHad Tepanua npenapaTtom
«KopTted» (rmppokoptnsoH) 30 mr/cyTku. MaumeHT KoH-
CYNbTUPOBaH YPOJIOrOM, PEKOMEHAOBaHO onpefeneHne
3/10KaUeCTBEHHOrO MOTeHUMana onyxonu, onepaTnmBHoOe
neyeHuve. BeBuagy 3TOro 3amectuTesnibHas rOpPMOHasbHas
Tepanua npenapaTamu TeCTOCTEPOHa Ha AaHHOM 3Tane
He Ha3HaueHa.

OBCYXAEHUE

Ha nprmepe gaHHOro KNNHMYECKOro Ciyyas Mbl XoTenm
NPOAEMOHCTPMPOBATb CoYeTaHne ABYX SHAOKPUHHbIX Ma-
TONOrN, ANA OQHOWN M3 KOTOPbIX XapaKTePHO NOBbIWEHNE
YPOBHA aHAPOreHOB KPOBWU 3a CYeT HaAMOYeYHMKOBOro
CTepouporeHesa, a Afia ApYyron — aHApPOreHHbIn aedu-



CASE REPORT

UMT BBUAY CHVKEHHOWM NMPOAYKUUM aHOPOreHoB B TECTU-
Kynax. BblCOKne ypoBHM HanOYeYHMKOBbIX aHAPOreHOB
n3-3a BOKH moryT ypaBHOBewrBaTb YaCTUYHbIA AepuuymT
aHAPOreHOB TeCTUKYNAPHOro npoucxoxkaeHmsa ms-za CK.
Mpw HazHayeHUn nauymeHTam ¢ BAKH 3amectutenbHom rop-
MOHaJIbHOW Tepanunu rNioKOKOPTUKOCTeponaamm runepce-
Kpeuma aHapOreHoB B KOpe HaAMoYeYHNKOB NpeKpallaeT-
€A, NO3TOMY NaLreHTaM HeoOXoAUMOo BO3MeLlaTb Aepuunt
TECTOCTEPOHA, BbI3BaHHbIN crHapomom KnaliHbenbrepa.
OpHoBpemeHHoe Bo3HUKHoBeHMe CK 1 BOKH BcTpeyaeTca
KpaniHe pegko. B nutepatype onmcaHbl egnHUYHbIE Chy-
yau. OgHaKo ecTb flaHHble 0 Honee BbICOKOW YacToTe of-
HOBpPEMEHHOro BO3HMKHOBeHUA CK 1 cTepongoreHHbIx ge-
¢dekToB. Ecnn paccmaTtpuBath yactoty Kak BIAKH, Tak u CK,
cnefyeT oXuAaTtb, YTO CBA3b MEXAY 3TUMU ABYMs 3abone-
BaHUAMN BCTPEYAETCA Yallle, YemM ONMCAHO B COBPEMEHHOM
nuTepartype.

B pe3ynbrate 3TMx 0CO6GEHHOCTEN NPY BeAeHUN JaHHO-
ro naymeHTa 6bl1 goNyLleH pAg cepbe3HbIx owmnbok. Mauu-
€HTY B AeTCTBE He NMPOBOAWNOCH HU3BEAEHME ANYKA, YTO
YBENNYWIO PUCK PA3BUTKA 3/I0KaYE€CTBEHHOTO HOBOObpa-
30BaHuA AnyKka. OTMeHa nauMeHTOM MpeaHM30M0Ha Npu-
BeNa K OJINTENIbHOWN JeKOMMeHcaumum BPOXAEHHOW AUC-
bYHKLMM KOpbl HAAMOUYEYHNKOB 1 PAa3BUTUIO TMNEpPnIasnm
KOpPbl HAAMOYEYHUKOB, YTO HEBEPHO PaCLEHEHO KakK alb-
JocTepomMa M NpoBefeHa NIeBOCTOPOHHAA afpeHansKTo-
MUA. ITOTO COCTOSIHMA MOXHO Oblfo 6bl M3bexaTb, ecnu
Obl MauMeHT MoJsyyan 3aMeCTUTESIbHYI0 TFOPMOHAJbHYIO
Tepanuio roKokopTukongamu. OTcyTcTBre 3ddekTns-
HOW CTMMynupylowen Tepanum npenapatom XM, a 3atem
3amecTUTeNIbHON FOPMOHANIbHOW Tepanuu npenapatammu
TeCTOCTepOHa NPUBENO K OCHOBHbIM CMMNTOMaM, acCOLNN-
POBaHHBbIMY C AePULUTOM TECTOCTEPOHA: CHUXKEHNIO NNON-
10 N 3PEeKTUSIbHON GYHKLMM, YMEHBLIEHUIO 6E3XKNPOBOrO
KOMIMOHEHTa MacChbl Tefla X MbILEYHOW CUJbl, BUCLepanb-
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HOMY OXMPEHMIO, METAOONTMUYECKOMY CUHAPOMY, MYXCKOMY
6ecnnoguio, rMHeKomactTum [4].

3AKNIOYEHUE

Taknm obpasom, NposBneHre ABYxX 3aboneBaHuii, Npu
OAHOM U3 KOTOPbIX HAbNOAAETCA rMNepaHapPOoreHns, a npu
LPYroM — aHApOreHHbIn aedrunT y OQHOro naLumeHTa ob-
yCnaBnvBaeT TPYAHOCTY AMArHOCTUKM U nogbopa Tepanuu.
OwnbKM, KoTopble ObiNN JOMYLIEHbl HA PA3NIMYHbIX 3Tanax
OVArHOCTUKM U nevyeHnsa 3aboneBaHuii y AaHHOTO nauu-
€HTa, NPUBENM K HebnaronpusitTHbiM nocneacTeusm. He-
JOCTaToYHast UHPOPMMPOBAHHOCTb CMELMANMCTOB B 3TOM
BOMPOCE NPUBOAMNT K HEHY>KHbIM ANArHOCTUYECKMM MepPO-
NPUATAAM 1 Ha3HAYeHVI0 HEOOOCHOBAHHOTO Xupypruye-
CKOro fieyeHus. BegeHve Taknx naumeHToB TpebyeT Mysb-
TUANCLUMMIMHAPHOTO Moaxofda, YTO MO3BONUT M36eXaTb
OWMOOK 1 YNyYLUT NPOrHO3 1 KayeCTBO KM3HU [aHHbIX
nawuVeHToB.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢puHaHcmpoBaHmMA. PaboTa BbiMoOsHEHa MO MHMLMATHBE
aBTOpPOB 6€3 nprBneyYeHrs GUHAHCUPOBaHN.

KoHpnuKT nHTepecoB. ABTOpPbI AEKNapupylOT OTCYTCTBUE ABHbIX
1 MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacToALWEN CTaTbM.

YyacTtue aBTOpOB. BCe aBTOpbl 0A06pUNM GUHaNbHYIO BEPCUIO CTaTb
nepep nybnvkauuen, Bbipasun cornacme HeCTM OTBETCTBEHHOCTb 3a BCe
acneKTbl paboTbl, NOAPa3yMeBaloLLYIO HafJIeXallee n3yyeHne 1 pelleHne
BOMPOCOB, CBA3AHHbIX C TOYHOCTbIO UM AOOPOCOBECTHOCTbIO NHO6OI YacTh
paboTbl.

Cornacue naumeHTa. MNauymeHT JO6POBO/BHO NoAnMcan UHPOPMUPO-
BaHHOE corylacue Ha nybnmKaLuio nepcoHanbHON MegULMHCKON MHpopMa-
Lun B 06e3nnyeHHor dopme B XypHane «[1pobriembl SHAOKPUHOSIOT M.
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