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EHAOKPUHHA XIPYPTI4 » NEKLIA

300poBs” YKpaiHu

C.M. "IepeHbKo, A.M.H., npocbeccop, YKDGHHCKHﬁ HAYYHO-NPAKTUYECKUMI LEeHTPp SHAOKPUHHOMN XMPYPIrUM, TPAHCIAHTALMMU SHAOKPUHHBIX OPTAHOB U TKAHEMN, T. Kues

LKpbImbIl U CYOKAUHUMECKUD BapuaHmbl cungpoma Kywunza:
pacnpocmpaneHHocmb, JuUazHOCMUKA, NEYeOHan makmuKa

KnuHuuyecku BbipadkeHHbIE ¥ TUMMYHbIE MO COYETAHMIO KIIACCUYECKUX CUMMTOMOB BAPUAHTbI SHAOKPUHHBIX 3a60N1eBaHUiA
3a4acTylo SBNSIOTCA «nerkov Ao6biuei» ANg Bpayei-3HA0KPUHONOroB. fla)ke Bpauu APYrux, NOpoii oueHb Y3KUX
cneuuanbHOCTEN YAaCTO PAAYIOT KOMer->HAOKPUHONOroB CNpPaBeAIMBO 3aMnoA03PEHHbIM AUArHO30M rMNepnpoayKuun Toro
MM MHOTO FOPMOHG. JTO CiTy4aeTcs NPU TMPEOTOKCUKO3€e, 0CO6EHHO ecnu NPUCYTCTBYET 3K30(pTanbm, BUPUIIBHOM CUHAPOME,
HECaxXAapHOM U TSXKEJSIOM CaXAPHOM Auabete, Bbipa)keHHOM cuHapome KywmHra. Takoi, 4acTo TonbKo BU3YasibHbINH, AUArHO3
3UBMCUT OT XOPOLLETro 6a3UCHOro MeAULIMHCKOro 06pasoBaHms, Ha6NOAATENbHOCTM U NMYHOrO Bpaye6Horo onbita. B 10 Xe
Bpems psf, o4eHb cepbe3HbIX SHAOKPUHHbIX 3a60M1eBaHMII HEe UMeeT APKUX GpeHOTUNUYECKNX NPOSBREHNIA (Hanpumep,
nepBUYHbBIA rMNepnaparupeos, rMnepanbaocTEPOHU3M UNu (peoXPOMOLIUTOMA), O MHOTUE 6ONe3HN XUPUKTEepU3YIoTcs
KOMGUHaALMe# HeNATOrHOMOHUYHBIX CUMITOMOB, KOTOPbIE MOTYT HATOJIKHYTb HO NMPABUIIbLHBIA ANArHOCTUYECKUIA ANFOPUTM

JiIMlib O4YEeHb OMbITHbIX CNEeyUuaJIMCTOB.

BypHoe pa3BuTtue 1abopaTopHOit U BU-
3yaIM3allMOHHON NMAarHOCTUYECKOU Me-
JMUIIMHCKON 6a3bl CIIOCOOCTBOBAJIO TMepe-
OLIEHKE TPAIUIMOHHBIX TPEACTaBICHUN
KaK O pacnpoCTPaHEHHOCTU psiia IHAO-
KPUHHBIX 00JIE3HEH, TaK U UX KJIMHUYEC-
KOM TeueHuH. JIuteparypa nocjieaHux Je-
CATUJIETUN TIECTPUT 3arojioBKamMu 00
«3MUIEMUNW» y3JI0B U paka IIUTOBUIHOM
Kese3bl, IEPBUYHOTO TUIepIiapaTupeosa,
TUIEPAIBAOCTEPOHU3MA, CIYYaiHO BbISIB-
JICHHBIX OIMyXOJIe HAAMOYEYHUKOB — TaK
Ha3bIBa€MbIX WHIIMACHTAJIOM. XapaKTep-
HBIM /IS CBOEBPEMEHHOI AMAarHOCTUKHU U
MPOTHOCTUYECKOW OLIEHKU 3TUX COCTOSI-
HUI IBJISIETCS aKLIEHT Ha UCITOJIb30BAHUU
CTaHAAPTU3UPOBAHHBIX  J1TaOOpPaTOPHO-
JIMATHOCTUYECKUX TOIXOIOB [UIS BBISCHE-
HUSI UCTUHHOU OMACHOCTU UIS 310POBbS
TaKMUX HAXOJOK, ONMpE€ACICHNUA IrPaHNYHO-
JIOITYCTUMBIX OTKJIOHEHUI B MPOLYKUWHU
TOPMOHOB, OOHAapyXeHUsI OOBEKTUBHBIX
MPU3HAKOB MAJIMTHU3ALIUU.

SApxuil npumep TaKOro 3HAOKPUHHOTO
3a00/1eBaHNSI — yMEpPEHHasl TUIEePKOPTHU-
30JIEMUS, KOTOpasi HE BbI3bIBAET TUIIMY-
HOI (heHOTUTTMYECKOIN KapTUHBI CUHIPO-
Ma KymumHra, omHako MOXET CIIyXWUTb
MPUYUHON MHOTUX CEPbE3HBIX META00 M-
YEeCKMX PACCTPOMCTB (ITpeKIie BCEro Hapy-
LIEHUS TOJIEPAHTHOCTHU K TJIIOKO3€, UHCY-
JIMHOPE3UCTEHTHOCTU, OXWPEHUs), apTe-
pUaIbHOM TMIEPTEH3UU, COCYIUCTBIX Ha-
PYLLEHUI U 0CTEONOpo3a.

Koprtusosn, 4BisgCh OJHUM U3 OCHOB-
HBIX U Haubojee aKTUBHBIX CTEPOUTHBIX
TOPMOHOB, Bblpa6aTbIBaeMbIX KJIETKaMUu
KOpbl HAJIIOYEYHUKOB, NEHCTBYET 4epe3
crnetuduIecKuii perenTop Ha MHOXECTBO
TKaHe! U OopraHOB-MUILIEHEH, YTO 00bsIC-
HSIET pa3HOOOpa3ue MPOSIBJICHUI XPOHU-
YEeCKOro M30bITKa 3TOr0 TOPMOHA B BHUIE
crenudUIecKux U3MEHEHU U CUMMTO-
MOB, MPUBEIEHHBIX B TadauIe 1.

Hexotopbie mpusHaku cuHapoma Ky-
IIKXHTra (0OCOOEHHO €C/IM TaKOBbIE TIPUCYT-
CTBYIOT BMECTE) YHUKaJIbHbI — KPAaCHOBA-
TO-(MOJIETOBbIC CTPUH, TIOTHOKPOBUE JIM-
112, MPOKCUMAaJbHAs MbIlIeYHas CJ1a00CTbh,
WCTOHYEHUE KOXU U OCTEOTIOPO3.

OtcyTcTBUE coueTaHusl Haubosiee xa-
PaKTEPHBIX MPU3HAKOB JAHHOTO CHUMIITO-
MOKOMIIJIEKCA WJIA WUX WU30JUPOBAHHOE
MPOABJIEHNE 3HAYUTEIBHO YCIOXHAET
JIIMATHOCTUKY, OTCPOYMBAET ITOCTAHOBKY
BEPHOTO [MAarHo3a Ha TOJbl, CHUXAEeT
IIaHCHI OOJILHOTO Ha MOJIHOE BBI3I0POBIIC-
HUE, YBEJWUYMBAET PUCKMU (aTaibHbIX W
HedaTalbHbIX OCJOXHEHUM, TakKUX Kak
MepeaoMbl KOCTE, HeoOpaTumast UHCYJIn-
HOPE3UCTeHTHOCTh U caXapHbIi Jua0eT,
WHCYJBThI, MTHMDAPKTHI.

Kornpa B ocCHOBe AMarHOCTMYECKOTO
MpoLEecca, CBA3aHHOIO € MOIO3pPEBAEMON
TUTIEPKOPTU30JIEMUEN, JIEXKUT MEPBUYHOE
OOHapy>XeHUe WHIUIECHTAJIIOMbl HaJIIO-
YeyHMKa (TO €CTh ClIyyaifHOE BBISIBJICHUE
nyTeM coHorpaduu, KOMIIbIOTEPHON WU
MarHUTHO-PE30HAHCHOW  Tomorpaduu
OITyXOJIEBUHOTO 00pa3oBaHUs 0€3 KaKnx-
JIU0O0 OYEBUAHBIX KIMHUYECKUX MPOSIBIIE-
HWI1), TIPUHITO TOBOPUTH O CYOKJIMHIYEC-
KoM cunapoMe Kymmunra (MHOrIa mpumeHs-
I0OT MEHEE TOYHBI TEPMUH «IOKJIMHUYE-
CKU» WIN <«IIPEKIMHUYECKUIA», KOTOPBIA
Kak Obl MoJpa3yMeBaeT 00si3aTeJIbHbIN T1e-
pexXoll B KIIMHUYECKN SBHOE COCTOSIHUE C
TeUeHUeM BpeMeHU). bosiee MMUpoKum mo-
HATUEM, OXBATBIBAIOIIMM BCE BaPUAHTHI
CKPBITOrO MPOTEKaHUs 3a00JIeBaHUSI, Yac-
TO MOJ, MAacKOM caxapHoro nuabera, MeTa-
00JIMYECKOr0 CUHApPOMA, apTepuaibHOM
TUIIEPTEH3UN WU OCTEOI0pO3a, ABJIAETCH
CKPbITBI cUMNTOMOKOMILUIEKC Kymunra,
JIUOO0 CKPbITASI TUNIEPKOPTU30JIEMUSI.

KiuHuueckast rpaHb MEXy CKPBITBIM U
JIETKUM (MSITKUM, CTEPThIM) CUMIITOMOKO-
MILiekcoM KyliliHra BecbMa OTHOCUTENTbHA,

Ta6nuua 1. Cneyudpuueckue KnuHUYeckue cumnromel cuiapoma Kywmnra

Mpu3Haku/cumnTombl Yacrora, %
HdopcouepeuKkanbHoe OXMpeHue («rop6 Gyiieona) 97
JlyHoo6pazHoe nuuo 89
AptepuanbHas runepreHsus 76
WcToHueHmne KoXu/remaTombl 6€3 BUANMBIX TPUBM 75
CaxapHbiit AMa6ET Mnu HapyLIeHUe TONePAHTHOCTH K YTNeBOAaM 70
FoHapoTponHas aucdyHKuua 69
MbiweyHas cnabocrb 68
TupcyTnsm/akHa 56
Oenpeccus 55
Ocreonopos 40
Oteku 15
Monuauncus /nonnypus 10
TpubKoBbIE 3060n€BaHMS 8

Mpumeuanme: gannbie npusepensl u3 J Clin Endocrinol Metab 94; 3121-3131, 2009.
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OJHAKO 3TH JIBA COCTOSTHKS MOTYT OBITh OXa-
paKTepru30BaHBl HAOOPOM JOBOJIEHO CTICIIH-
(MUHBIX TOKa3aTelieil pa3IMUHbIX KaTero-
puif. TUnMUYHBIE CcOYETAaHMSI IPU3HAKOB
CYOKJIMHMYECKOTO U JIETKOTO CMHIpoMa Ky-
IIMHTa MpYBeAeHbI B Tadbaue 2 (M. Terzolo
etal., 2012).

KakoB e WMCTUHHBIM MacmiTab pac-
CMaTpuBaeMOi TTPOOIeMBbI?

KimHnyecku sIBHbIE BapHaHTBI 00Jie3-
HU U cuHapoMa KyiimHra sSBAsSIoTCS pen-
KAMU SHIOKPWHHBIMU 3a00JIeBAaHUSIMM.
EBporneiickue momnyasiiMOHHbIE UCCIENO0-
BaHUS COOOIIAIOT, YTO YaCTOTa 3ab0ieBae-
MOCTHM COCTaBJISIET IBa-TpU ciydasl Ha
MWUIMOH XWUTEJIeH B TOI M pacIpocTpa-
HeHHocTh — 1,2-5,5 Ha 100 Teic. momysi-
nuu (taba. 3). ZKeHUuHbl 6oJIeIoT vailie,
YeM MYXXYWHBI, BO3pacT MAlMEHTOB C
BIIEPBBIC YCTAHOBJICHHBIM JUAarHO30M — OT
20 1o 40 neT, IMarHOCTUKA 4acTo 3aIo3/1a-
Jlasi U COCTABJISIET OT 2 0 5 JIET OT MOMEH-
Ta MaHU(eCcTaluu.

B To e BpeMsT Ha pa3HOOOpa3HBIE IO
MaTOr€He3y CKPBIThIE MJIM CYOKITMHUYEC-
kre dopMbl cuHIpoma KymmHra MoxXeT
TIPUXOIUTHCS B IECITKHU pa3 OoJIbIIee KO-
JIMYECTBO TAIIMEHTOB (110 pa3HbIM IaH-
HbeIM OT 0,1 10 2% Hacenenus). K stomy
cienyet 100aBUTh He MeHee 1% momyJisi-
MY, KOTOPBIM Ha3HAvaeTCs IpUeM CTe-
POUIHBIX TOPMOHOB B pPa3sHOOOpPa3HBIX
JIEKapCTBEHHBIX (DOpMax ¢ JIeUeOHOM 11e-
JIBIO ¥ Y KOTOPBIX MOXET ITOTECHIINAIBHO

C.M. YepeHbko

Pa3BUThCS BK30T€HHBIN cuHApoMm Ky-
IIMHTA, a TaAKXe COCTOSTHUS, UMEHYeMBbIE
nceBno- KymuHr-cuHIpoMoM, KOTOpPEIE
MOTYT MPUBOIUTH K Tpexonsiieii (hyHK-
IIMOHAIBPHOW aKTUBALIMA KOPBI HAIIIO-
YEYHUKOB WU CHUXEHUIO MeTaboau3Ma
CTePOUTHBIX TOPMOHOB (XPOHUYECKUIA
cTpecc, IepeyTOMIICHHE, aJTKOTOJIM3M,
OXUpPEHUE, NEMpeccus U Mpodue MCUuxXu-
YeCKHe pacCTPOiCTBa, BKIIIOUAsT aHOPEK-
CUIO0, TIJIOXO KOHTPOJIUPYEMBII caxapHbII
nnadet u ap.). OU3MOIOTMYECKUM CO-
CTOSTHUEM, CBSI3aHHBIM C TTOBBIIICHHBIM
YPOBHEM KOpTH30Jia TIPU OTCYTCTBUU
cungpoma KymwuHra, sgBiasercsi Oepe-
MEHHOCTb.

Hawn6omee rpo3HBIMA M CKJIOHHBIMHU K
HEYKJIOHHOMY MPOTrPECCUPOBAHUIO MATO-
reHeThnYecKuMu hopmMamu cuaapoma Ky-
IIMHTa OCTAlOTCS KJIACCMYECKHEe €Tro Ba-
puaHTBI: TUTIO(GU3ApHBINA (CBSI3aHHBINA C
pa3BUTHEM KOPTHKOTPOITMHCEKPETUPYIO-
1Ie#t onmyxoJiv runogusa), uau cooCTBeH-
HO Oojse3Hb KylimHra, — 3aHuMaer He
MmeHee 80-85% Bcex ciaydaeB 3abolie-
BaHUs, HaIMOYEYHUKOBBIN CUHIPOM
Kyminnra (o0yciioBjieH aBTOHOMHOM,

Ta6nuua 2. TunuyHble coueTaHUs NPU3HAKOB Cy6KNMHUYECKOTO U Nerkoro cuiapoma Kywmnra

Cy6KNUHNYECKUIA CMHAPOM
Kywmunra

Mon

BO3PC|CI‘ HO MOMEHT gUarHosa

0co6eHHOCTH BbISBNEHNS

Jlerkoe npeo6napaHne XeHIWUH

>50 ner

CnyuaitHas HaxoaKka
Papguonornyeckue gaHHbie 4acTo

Jlerkwii (cTepTbii) cMHapom
Kywmnra

3HauuTenbHoe Npeobnaganue
JKEHLUMH

<50 ner

OG6bI4HO OGHAPYXMBAIOT HA
OCHOBOHMM KIIMHUYECKOrO

CTAHOBATCSA I'IpM‘IHHOﬁ AanbHeNLMX nopospeHns

Nna6opaToOpHbIX TECTOB JHAOKPUHONOTNYECKHME TECTbI
CTAHOBSITCS OCHOBAHWEM ANns
BU3YQNIN3ALMOHHOMN ANATHOCTUKM
Mpuunna 6onestHu Kak npasuno, ageHoma MpeumyLecTeeHHO — ageHoMa
HUANOYEUHHUKA runoduza

Knunuueckas manudecrayms

Buoxumuueckue nposiefieHus

TeueHune Gonesun

OpuH unu 6onee KOMNOHEHTOB
MeTa6onnueckoro CHHAPOMA
Hecneuuduueckne KOMNOHEHTbI
cuHppoma Kywmtra moryt
NpPUCYTCTBOBATH (YOCTO HEKOTOpaS
OKPYFA0CTb ML)

HapyweHHbiii otet Ha MM
CKM 06b14HO B HOpMe

MKC npeumyLectBeHHO B HOpMe
AITT, Kak npaBuno, HU3KUM

O6bIYHO PeaKo M MepNeHHO
nporpeccupyer B IpKuii CHHAPOM
Kywmnra

TMNOKOPTMLIM3M MOXKET PA3BUTLCS
nocne yaaneHus onyxonu
HOANOYEYHUKA

OavH unn 6onee KOMNOHEHTOB
MeTa6onnyeckoro cuHapoma
OpuH nunm 6onee cneyupuyecKux
npU3HAKOB cuHapoma Kywmnra
(06bI4HO OT MMHMMANBHOM A0
NerKoii creneHyn BbIPCKEHHOCTH)

HapywenHbiit oteet Ha AMI

CKM B Hopme unu cnerka noBbileH
MKC - nosbiweH

ATTT Mmo)XeT 6biTb pa3nANYHBIM

HeyknoHHo nporpeccupyer B
apkuit cuiapom Kywmura
FMnokopTMuM3M passuBaeTcs
BCErAa nocne yaaneHus
NPUYUHHON ONyXOnu

Mpumeuanme: IMI - pekcamerazorosas npoba; CKM — ceoboanbii koptuson cytouron moun; NMKC - koptuaon cntoHsl B
nonHouyb; AKTI — afpeHoKOpTUKOTPOMHBIH FOPMOH CbIBOPOTKM.
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Ta6nuua 3. 3a6oneBaemocTb U PACNPOCTPAHEHHOCTb KIMHUYECKU SIBHBIX BAPUAHTOB
6onesnu u cunppoma Kywmsra

3a6onesaemoctb Ha 100 Thic.
HaceneHus B rog

PacnpocrpanenHoctb Ha 100 Toic.
HaceneHus

Etxabe, 1994 (Mcnanus) 0,24 39
Lindholm, 2001 (Banus) 0,12 =
Davis, 2001 (Benuko6puranms) 0,2-0,3 2-3
Daly, 2006 (Benbrus) = 5,5
Fernandez, 2010 (Benuko6puranus) = 1,2
Arnardottir, 2011 (Acnanpus) 0,15 3

T.. HE3aBUCHUMON OT CTUMYJIUPYIOIIETO
JNIeCTBUS KOPTUKOTPOMMHA, TUIEPCEK-
pemueil KopTu3oja HaAIIOYeUHUKAMU
BCJIEZICTBUE UX OITYyXOJEBOTO MOPAXKEHUS
WM TUIIEpITIa3un) — oxsatbiBaeT 15-20%
ciyyaeB U AKTT-skTonuuyeckuii CUHI-
pom KymuHra (BbI3bIBaeMblli BHEI'H-
nogu3apHOi HENPOIHIOKPUHHON OILy-
X0JIbIO, CHHTE3UpYIolllell aapeHOKOp-
TUKOTPOITHBIA TOPMOH JIMOO KOPTUKO-
JMOEepUH) — peaKoe COCTOsIHUEe, obec-
rneuuBatoiiee MeHee 1% Bcex cilydaeB
runepkoptuiojieMu. CooTBETCTBEHHO
Ha3BaHHbBIM BbILIIE TPUYMHAM TUIIEPKOP-
TH30JICMUHU pa3BOpaYMBaeTCsl M CIICHA-
puit MmaHudectauuu cuHapoma KyiimH-
ra: ImpM MEIJICHHO PACTYIIUX OITyXOJISIX
HAIIIOYCYHNKOB M THITO(PU3a OH MOXKET
JITATBCS TOJAMU U JaXKe NeCATUICTUSIMU,
a nnpu AKTT-skTonnueckoMm cuHapoOMe —
OOBIYHO MporpeccupyeT OypHO, MPUBOIS
3a HECKOJIbKO MECSLEB K YIpOXaroUlUM
KU3HU HapYILIEeHUsIM MeTaboa1M3Ma U oc-
JIOKHEHUSIM, TAKUM KaK TUTOKJIUEMUSI,
WH(EKIIMOHHBIE 3a00JI¢BaHMsI, TeMoppa-
rMYecKue MpoIECChl, CETCHUC.

Takum obGpa3om, roBops O mpobieme
CKPBITOI TUIIEPKOPTU3OJIEMUU U TTYTSX €€
peIIeHusI, CIeAyeT BBIOC/ISITH ABA OCHOB-
HBIX HaIlpaBJICHUS] THaTHOCTUKMU:

e BCce cilydyan OOHapyKeHMsSI MHIIUIACH-
TaJIOM HAAMOYCYHUKOB (WIIN YKe HaXOMs-
LIMXCS MOJA HaOJI0eHUEeM MalMeHTOB C
HCXOIHO TOPMOHATHLHO HEAKTUBHBIMU 00-
pa3oBaHUSIMU HAAMOYEUYHUKOB), a TaKXKe
CIyJaiiHO BBISIBJICHHBIC aIeHOMBI THUIIO-
duza;

e MalMeHTbI, KOTOPbIE MO COBOKYITHOC-
TU CBOMX HecneuMMUUYECKUX CHUMIITOMOB
MOTYT HACTOPOXKUTh Bpaueil B OTHOIIEHU U
BO3MOXHOTO CKpPBITOTO cuHIpoma Ky-
IIMHTA KaK MePBOIPUYMHBI UX 0OJIC3HEH-
HOTO COCTOSIHUS (OXKMpeHUue, TuabeT, oc-
TEOIOPO3, TIEPEIOMBI, apTepHralbHas TH-
MepTeH3Us, CKIOHHOCTb K MH(PEKUUSIM U
poyue).

BeposiTHOCTL cilydyaiiHOrO oOHapyxKe-
HMSI OITyXOJIM HaAITIOYeYHUKA PACTET C BO3-
pacToOM, COCTaBJISISI TIO JAaHHBIM KOMITBIO-
TEepHOI1 ToMorpaduu U ayTorcuu B Cpea-
HeM 4% cpeau B3pOCIBIX MALUEHTOB (OT
1% y mononbix u 1o 10% y MOXWIIBIX JITO-
neit). Jlojisi omyxoJieid, COIpPOBOXKAar0-
IIXCS TUTIEPCEKpEeleil KOPTU30a, cpe-
K BCeX TaKUX UHIIMACHTAJIOM COCTaBJIsSIEeT
ot 10 10 41%, 10 JAHHBIM Pa3HBIX ABTO-
pOB, U B 3aBUCUMOCTU OT CTPOTOCTU BbI-
OpaHHBIX KPUTEPHUEB TOPMOHATBHOMN aK-
TUBHOCTH. OOsI3aTeIbHBIM 3JIEMEHTOM JIa-
0OpaTOpPHOM TWMArHOCTUKHU SIBJSICTCS HE
TOJIBKO TIOATBEPXKICHNE M30BITKA CEKpe-
LIMM KOPTU30Jla KOPOil HAaAMOYeUHUKOB,
HO 1 I0KAa3aTeJIbCTBO aBTOHOMHOCTH 3TOM
CeKpeluu (T.e. He3aBUCUMOCTU OT CTUMY-
JIMPYIOIIETO MeHCTBUSI KOPTUKOTPOIIMHA),
YTO TOATBEPKIACTCS HU3KUM WU HIXK-
HeHopMaibHbIM ypoBHeM AKTT B kpoBu
B yIpeHHHUEe dYackl. CTelleHb 3TOI aBTO-
HOMHOCTU MOXET OBbITb TaKXKe pasnu-
HOM, TOATOMY MOXHO HaOJoIaTh Kak

310pOBA°

cynpeccupoBaHHbIi ypoBeHb AKTT, Tak u
HaXOISIIUIICS B HOPMAaJIbHBIX Mpeaenax.
[ToBbIIIeHHasT WM BEepXHEHOPMaTbHAS
KOHIIEHTpaLMs KOPTUKOTPOIMHA CBUJE-
TEJBCTBYET O BBICOKOM BEPOSITHOCTH ajie-
HOMBI runodusza u 6one3dnu KyimmHra.
Pe3ko noBbilieHHas (B 2-5 u 6oJiee pas3) —
roBoput 6osblie B 1ojb3y AKTI-3kromnu-
yeckoro cuHapoma Kyuunra. [lpu stom
peanko HaOmwomaetrcsa cHuxeHue AKTID
B OTBET Ha MaJTyIO YUTH OOJIBIIYIO JeKcaMe-
Ta30HOBYIO MPOOY B CUJTY PE3KO HapyIlIeH-
HOTO MeXaHM3Ma OOpaTHOU CBSI3U B pe-
LIENTOPHOM arrapare 9KTOIMMYeCKOoi Hell-
PO3HIOKPUHHON OITyXOJIH.

B mosb3y akTyaabHOCTU MPOOIEMBI
CKPBITO MPOTEKAIONIMX BAPUAHTOB TUIIO-
¢uzapHoro cunapoma Kymmnra (unm 60-
Je3nu KyiHra) roBopsT aHHbIe 00 00-
HapyXeHUW MHMKpPOaIecHOM Tumodusa y
8% mojieii, yMepIIx OT pa3HbIX PUYNH
110 TaHHBIM ayTOIICHH, a TaKXke MCCIIeHO-
BaHUsI, CBUIETEILCTBYIOIIME O 1,5% Be-
POSITHOCTU OOHapyxXeHusi OosiezHu Ky-
IIMHTA y TTAIIUEHTOB C METaOOIMICCKIM
CUHIPOMOM.

KraccmaeckuM moaTBepKIeHUEM aBTO-
HOMHOCTHM CEKpEeLMU KOpTU30Ja OIy-
XOJIbI0 HANMOYEYHWKA CTadu Ccrenudu-
YeCKHUE Pe3yJbTaThl CUMHTUTpaduu ¢ Mc-
MOJIb30BAaHUEM HOpPXOJIeCTepruHa, MEYEH-
HOTO paJaMoOaKTUBHBIM iomoMm. Kak m B
c/lydyae ¢ TOKCUMYECKOM aJieHOMOM IIMTO-
BUIHOM XeJie3bl (IT0 OTHOIIEHUIO K KOTO-
POt BIIEpBbIE POIUIICS TEPMUH «TOPSIIUI»
y3es ¢ MojaBjieHueM (PyHKIMU 310POBOI
TTapeHXUMBI ), HaOII0IaeTCsl aKTUBHOE Ha-
KOITJIEHUE M30ToMa MopaXKeHHBbIM HaJIo-
YEYHUKOM C OTCYTCTBHMEM HAKOIUICHUS B
MPOTHUBOMOJIOKHOM opraHe (3ddexr mo-
naBeHus ). BocctaHoBIeHNE HAKOTUICHUS
M30TOIIA CITYCTS HECKOJBKO MECSIIEB IOC-
Jie yoaJleHUs OITyXOJIU elle 6osiee moaTBe-
pXIaeT aBTOHOMHYIO THIIEPCEKPEIINIO
KOpTU30Jia aneHoMol. B Hacrosiee Bpe-
MsI TIOMOOHBIC MCCIIEIOBAHUS TPOBOISITCS
pPEIKO B CHIJIy ITOPOTOBW3HBI, HEHYKHOI
JIy4eBOI Harpy3ku, Majoil mHGOpMaTUB-
HOCTH.

B HacTosiliee BpemMsi OCHOBHBIM Aua-
THOCTMYECKUM TECTOM OOHApYKEeHUs aB-
TOHOMHOI TUIIEPCEKPELIUU KOPTU30J1a SIB-
JIIeTCS HOUHOWM JeKCaMETa30HOBBIN TECT C
1 MT mekcamMeTa3oHa, Ha3HaYaeMBIi TTepo-
panbHO B 23.00 1 u3MepeHueM KOpTU30J1a
ceBopoTKH B 9.00 ciremyrorero yrpa. YBe-
JIMYEHUE A03bl AeKcaMeTa30Ha 10 2 U 4 MT
HE M0Ka3aJi0 TMOBBIIIECHMST TMarHOCTUIEC-
KOl ToOYyHOCTH TecTa. IloporoBoe 3Haue-
HME YPOBHSI KOPTU30J1a, CBUAETEbCTBYIO-
1ee B TOJBb3Y TUIEPKOPTU30JIEMUM, IIe-
pecMaTpuBaiioch 3a mocieaHue 10 yet B
CTOPOHY CHMXEHUS — OT 5 MKI/II 10 3-
2,8 MKkr/m1 u 1,8 MKr/mr (corracHo mo-
CJICTHUM PEKOMEHAAIUIM AMEpPUKaHCKO-
ro o0IecTBa SHIOKpUHOJOTOB). Ciemyer
OTMETUTD, UTO PE3YJILTaThl, KOTOPHIE Tpe-
BBIIIAIOT 5 MKT/IUI, BCEeTa IMOATBEPKIAIOT
JIMarHO3, 3HaueHust MeHee 1,8 MKr/mim —
BCeTa UCKIIoYaloT ero. [IpoMexyTouHbie
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3HAYCHUSI COTTPOBOKIAIOTCS OOTbIIEH NN
MEHBIIIEl BEPOSITHOCThIO OIIMOKM. Takoe
YKECTOUCHUE KPUTEpHUs MIPU YBEIMUYCHUHU
YYBCTBUTEJILHOCTH T€CTAa COOTBETCTBEHHO
CHMXAET eTo CIelM(MUIHOCTD, T.e. BElleT K
BO3MOXHOMY YBEIMYCHUIO JIOXKHOITOJIO-
SKUTEJBHBIX pe3ysbratoB (o 15%), ogHa-
KO TIO3BOJISIET HE MPOIYCTUTh HE3aMeUeH-
HBIMM TIPAKTUYECKU BCE CIyJ9aW CYOKIIU-
Huuyeckoro cuHapoma Kymumara. Tak, npu
WCTIOJIb30BaHNN B HOYHOM JeKCaMeTas3o-
HOBOM TeCTe HauboJiee KECTKOro Moporo-
BOTO YPOBHS B 5 MKT/IUI Ha TIpaKTHKE Oy-
IYT TIOJIYIeHBI «<HOPMAJIbHBIC» PE3YIBTAThI
Uit 75% aBTOHOMHBIX TUIIEPCEKPETUPYIO-
IIAX KOPTH30JI aleHOM HaIIIOYeUHUKOB,
T.e. 3/4 MalMEeHTOB YIYCTAT BO3MOXHOCTb
CBOCBPEMEHHO IIPEIOTBPATUTh IIPOTrpec-
CHpOBaHNe CUMIITOMAaTUKN cUHIpoMa Ky-
IIIMHTA U €TO OCJIOKHEHUH.

YuuthiBasg UUKINICCKUN W HEpPaBHO-
MEpHBI XapaKTep CEeKpelMru KOpTU30ja
HaIITOYeYHNKAMH U MX OITyXOJISIMUA, MHO-
rue aBTOPbl PEKOMEHIYIOT IpOBeJeHUE
TTOBTOPHBIX U TOTTOJTHUTEIBHBIX TECTOB, a
IWarHo3 CTaBUTb Ha OCHOBAaHUU IBYX U
0oJjiee TTO3UTUBHBIX pe3yasTaToB. K ynciy
TOTIOJTHUTEIbHBIX JTAOOPATOPHBIX aHAJIM-
30B OTHOCSIT YPOBEHb CBOOOHOTO KOPTHU-
30J1a B CYyTOYHOU MOYe, UCCIeIOBAHUE CY-
TOYHOTO PUTMA CEKPElMM KOpTHU3oja B
KpOBH (CepuiiHOe ompeaesieHre KOPTU30-
JIa CBIBOPOTKH B TeUCHUE CYTOK), UCCICIO-
BaHUEC KOPTHU30Jla KPOBU B IIOJIHOYbL, UC-
cJIemoBaHMe KOPTHU30Jia B CJIIOHE HOYBIO (B
VYKpauHe moka HeJOoCTYIHO), UCCleaoBa-
HHUE METaOOJMTOB KOPTH30Jia B KPOBU U
Mode (ycTapeBIIMiT METOI), BHYTPUBEH-
HBI TecT ¢ 4 Mr JekcameTazoHa (TIpea-
CTaBJISIETCST 0oJice KECTKUM M TPYIOEM-
KVM) U TIpUMEHsIeMasl Jalle Ipyrux Majas
JIeKcaMeTa30HOoBasI IIpoda ¢ 2 MT JeKcaMme-
Ta3oHa 3a 48 yacos.

CyuTaomuiicss OTHUM U3 HauboJee
WHGOPMATUBHEIX, METOX OIIpeIeeHUs
CBOOOJHOTO KOPTHU30Ja B CYTOUHOI Moue
B ClTyyae CyOKITMHNYeCcKoro cuHmpoma Ky-
IIMHTA MaJIOTIPUMEHUM HM3-3a HU3KOM JyB-
crButenbHOCTU. [lo manHBIM A. Tabarin
(2006), nmuiib 15% rurepceKpeTUpyroImnx
aZeHOM KOpPBI HaAIIOUeYHMKa OyayT AeMO-
HCTPUPOBATh IIOBBIIICHNE KOPTHU30JIa B
CYTOYHOW MOYe.

MHorue aBTOpPHI IIPU3BIBAIOT K OCTO-
POXHOW WHTEpIpeTalluu pPe3yIbTaToB
€IMHCTBEHHOTO TeCTa Ha TUIIEPKOPTHU30-
JIEMHI0. DTO CBSI3aHO C BapruaOeIbHOCTHIO
CeKpellMM TOPMOHA 3I0POBBIMU HAIIO-
YEeYHUKAMHU ¥ BO3MOXHOCTBIO 3BOJIOIUN
B CUHTE3¢ KOPTU30Ja y 00CIeIyeMbIX Ia-
MeHToB. Tak, IO pe3yiabraTaM OpUTH-
HaJIbHOTO HMCCJICHOBAaHUS (PpaHIly3CKUX
YUYEHBIX TPYTIIBI U3 51 HEONEPUPOBAHHOTO
MMaryeHTa ¢ MHIUACHTAIOMOI HaaImovYey-
HUKa, TUINEPCEKPETUPYIOIINE OIYXOIu
HaIITOYeYHNKOB ITPU €KETOTHOM KOHTPO-
Jie B TeUEHUE YETBhIPEeX JIET TPOIOJIKAIN
JEeMOHCTPUPOBATh M3OBITOUHYIO (DYHK-
Mo, okosio 20% u3HAYaIbHO (PYHKIIMO-
HaJIbHO HEaKTUBHBIX OIyXOJiei mpuodpe-
JIA 9epThl CYOKIMHMYECKOTO CHMHIpOMa
Kymmara, a 20% coxpaHSIM TIPOMEXY-
TOYHOE TTOJIOXKEHUE, (DIYKTYUPYS OT HeaK-
TUBHBIX 10 KOPTU30JICEKPETUPYIOIIHX.

Kpome Toro, ciemyer ydyuTbiBaTh, UTO
JIaxe HEOOJNBIIONW POCT aaeHOMBI KOPBI
HaJIoYeYHNKa B IUaMeTpe JaeT BechMa
3HAYUTEIBHBIN TTPUPOCT OITyXOJIU B 00be-
M€ M COOTBETCTBEHHO YBEJIWYCHUE KOJIU-
YeCcTBa CEKPETUPYIOIINX KJIETOK, UTO, KaK
MIPaBWJIO, BEIpaXkaeTcs B TTOSIBIICHUH TIPH-
3HAaKOB T'MIIEPIPOAYKLIMU KOPTUKOCTEPO-
WIOB JaKe TIPY OTCYTCTBUM CYOKITMHIYICC-
KOoro cuHiapoMa KymimHra wm3HavajabHO.

—o—

DTO BaXXHO B IIEPBYIO 0UYepeb IS MOHU-
TOpUHIa HeOOoJMbIIUX (A0 4 CM) aJeHOM
HaAMOYeYHUKa 0e3 TPU3HAKOB MaJIMTHU-
3anmuu (T.e. 9eTKasl OKpyrjias cdopma u
rpaHuubl, mIoTHocTh Huke 10 HU mpu
HATUBHBIX KOMITBIOTEPHBIX CHUMKaX), KO-
TOpBIE COTJIACHO COBPEMEHHBIM KOHCEH-
CYCHBIM PYKOBOJICTBaM MOTYT HAXOIUTbCSI
o1 HaOJIonIeHNeM Oe3 OoIlepalli B CITy-
yae OTCYTCTBUSI TOPMOHAJbHOW aKTHUB-
HOCTH.

Hackonbko CyllIeCTBEHHBIM MOXKET
0Ka3aThCs IS 3M0POBBS MAIIMEHTOB CYO-
KIMHUYECKUN cMHApoM KyImHra, MoryT
OTBETUTh TOJIbKO MacCIITaOHbIE PaHIOMU-
3MPOBaHHBIE KOHTPOJIMPYEMbIC ITPOCIICK-
TUBHBIE UccaenoBaHus. Takue 10 HACTOsI-
1IIETO BPEeMEHU TIPAKTUICCKU HE TIPOBOIN -
auck. Bee onmybauKoBaHHBIE JaHHbBIE Tpe-
1IaT OINpeAeTeHHBIMU HEAOCTaTKaMu —
OOJBITMHCTBO M3 HMX HOCHUT PETPOCIICK-
TUBHBIN XapakTep, TPYIIMbl CPaBHEHUS
BBIOMPAINCh TOCTATOYHO ITPOM3BOJIBHO,
KPUTEpUU JTa0OpPaTOPHOU NUATHOCTUKU
HCTIOIb30BaICh HeOAMHaKoBbIe. BMecTe
C TeM OTBET Ha BOIIPOC O Bpeie IS 310-
POBbsI CKPBITOI TMIEPKOPTUIOJEMUU TTO-
JIy4eH BIIOJTHE ONXHO3HAYHBINA. JImMTess-
HbII1 U30BITOK KOPTHU30J1a TPUBOAUT K UH-
CYJIMHOPE3UCTEHTHOCTH 1 MeTaboirmdec-
KOMY CUHIPOMY, OKUPEHUIO, THIICPIIIIKE-
MHMU U €€ OCJIOXHEHUSIM, TOBBIIICHHOMY
PUCKY KapIHOBAaCKYJISIPHBIX OCIIOXKHEHMIA,
MPOTrPECCUPOBAHUIO aTEPOCKIIEPO3a, OC-
TEOIOPO3Y U TOBBIIIICHHOMY PHUCKY TIepe-
JioMoB. [Ipuuem psim paboT, HampaBJieH-
HBIX Ha McciaenoBaHue a¢@ekTa agpeHa-
JISKTOMUU TIPY alecHOMAaX HaaITOYeYHUKOB
U CyOKJIMHUYecKoM cuHapome KyiuHra,
yOeaUTeTbHO MEeMOHCTPUPYIOT BO3MOX-
HOCTb 0OPAaTHOTO Pa3BUTUSI OOJIbILIMHCTBA
W3 TICPEYMCICHHBIX TPOSBICHUN TUTICP-
KOPTU30JIEMUM, TIPEKIE BCETO B OTHOIIIC-
HUU HOpMaJu3alliy TJIUKEeMUU, apTepu-
aJTbHOTO JaBJICHUSI, Beca, MUHEPaIbHOM
TJIOTHOCTU KocTeli. B To ke BpeMsi noka-
3aTEeJIbCTBA CHIDKCHUSI PUCKA CMEPTH Y
OOJIbHBIX, MEPEHECIIUX OIepaluio U oc-
TaBIIMXCS TIOJ CUMITOMATHYECKUM KOH-
CepBaTUBHBIM KOHTPOJIEM, IO CUX IIOp HE
MOJTy4eHbI B CUJTy HEJIOCTATOYHOTO KOJIM-
YecTBa MOHUTOPUPOBAHHBIX ITAITICHTOB 1
nnutenbHocTu HaomoneHus (A. Terzolo
etal., 2012).

WHTepecHBIM SBIISIETCST TOT (PaKT, 4TO
yIydIIeHue IoKa3areaeil reMOIMHAMUKH,
IJINKEMUH, Beca OOJIBHBIX MOCE OTHOC-
TOPOHHE! aApeHaIIKTOMUU TIO TOBOIY
aIecHOMBI HAAIIOYEYHWKA OTMEYCHO W B
rpymnIe MalueHTOB C OTCYTCTBUEM Jabo-
pPaTOPHOTO TOIATBEPXIEHUS CYOKIUHU-
yeckoro cuHiapoma KymmHra. 910 cBU-
JIETEIbCTBYET 00 OTHOCUTEIBbHOCTH CYIIIE-
CTBYIOIIMX JJAOOPATOPHBIX KPUTEPUEB U
WHIUBUAYAJTbHON BapuaOeJbHOCTH YyBCT-
BUTEJILHOCTH TKaHE K TOPMOHAM HaJIlo-
YEYHUKOB.

He MeHee akTyabHOI B CBETE MCCIIENO-
BaHUI TTOCIECTHETO JCCITIICTUS BUIANTCS
npobJjemMa Mmoucka ciyyaeB CyoOKJIMHUYEC-
Koro cruHapoma KyiHra cpenn MHBIX 1Mo-
MyJsUiA TalUeHTOB, KpoMe OOJIbHBIX C
WHIMICHTAIOMaMH HaIITOYSUHUKOB.

HauGonee n3yuyeHHOl KaTeropueil ta-
KX «10J03PeBAaCMBbIX» JIUL] HA CETOIHSIIII-
HUI ICHD SIBJISIETCST TTOMYJISIIAS CTpamato-
VX T1a0ETOM.

Yuenbimu 13 M3paunsist 0610 MPOBEACHO
HccieaoBaHre, KOTOpoe Mokas3ano A0cTa-
TOYHO YacTyl0 paclpOCTPaHEHHOCTD
CYOKIIMHMYECKOTO CHHApoMa KymmHra

IIponosnkenne Ha cTp. 56.
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C.M. YepeHbKO, o.M.H., npodeccop, YKPAUHCKMI HOYHHO-NPAKTUHECKMMA LEHTP SHAOKPUHHOW XUPYPIUMU,

TPAHCMJAAHTAUMU SHAOKPHUHHbIX OPraHoB U TKGHeFi, r. Kues

CKpbimblii u CYBKAUHUMBCKUD BapuAHMBbI
Cungpoma Kyuiunga: pacnpocmpaHenHocmb,
(uaznocmuka, neuebnas makmuxa

IIponomkenne. Havano Ha ctp. 54.

B TaKUX IPyMIax pucka, Kak 00jabHbIE C Ha-
JIMYUEM CaxapHOro auadeTa M OXMPEHUS.
B perpocriekTBHOM aHaim3e OBUIO pac-
CMOTpPEHO 63 ncTopuy 00JIE3HU MALIMEHTOB
C TIONTBEePXKICHHBIM CYOKITMHIMYECKIM CHH-
npoMoM KymvHra, n3 HUX y OMMHHAAIATA
(17,5%) wabmiogancss nuabGeT, y JABOMX
(3,2%) otcyTcTBOBANIM KIMHUYECKUE TTPO-
SIBJICHUST TUTIEPKOPTULIM3MA.

IlepekpecTHOE MCCIEIOBAHIE BKITIOUAIO
90 malMeHToB ¢ OXKUPEHUEM U TJTIOXO KOHT-
poavpyeMbIM caxapHbIM auadbetom, UMT
cocrapnsin Gonee 25 kr/mM> u HbA,.>9%.
Bcem GosibHBIM Obla MpOBeIeHA HOYHasI
JleKcaMeTa30HoBasl mpoda ¢ 1 Mr mekcame-
Ta30Ha U y MalMeHTOB C OTCYTCTBUEM CYII-
peccry YpOBHS KOPTH30JIa ITPOBOMVIINCH
TECTbI C WCIIOJIb30BaHUEM 2 U § MI JeKca-
MeTa30Ha B TEUEHME ABYX CYTOK. Y YeThIpeX
HCCIIeOyeMBIX OTCYTCTBOBAJIO IIOHABIICHIE
KOpTH30JIa B TUla3Me Iociie mpueMa | mr
IeKcaMeTa30Ha, Y OXHOTO JTWarHO3 CHHII-
poma KyliivHra He ObUT TOATBEPXKIAEH MpU
MIPOBEICHUH TIPOOHI C MCTIOB30BaHUEM 2 1
§ Mr JgekcaMeTa3oHa, Y OCTaJbHBIX TpeX
nurarHo3 KymmHra Obl1 BepupUIIMPOBaH.
TakuMm o00pa3oM, pacIpOCTPaHEHHOCTH
cuHapoma KymmHra cocrasuna 3,3% vy
OOJTLHBIX C OXMPEHUEM U TIOXO KOHTPO-
JIUPYEMbIM CaXxapHbIM JUA0ETOM.

Ipynma yyeHsix n3 ®paHImMuU IpoBea
HCCIIeIOBAaHNE OIIEHKHN PacIpOCTpaHEeH-
HOCTU CYOKJIMHHUYecKOoro cuHapoma Ky-
IIWHTA Y TTaIlICHTOB C M30BITOYHON Mac-
COli Tela U caxapHbIM auabeToM 2 TUIIA.
Hccrnenoanue Bkimodano 200 rocrmrab-
HbIX OOJIBHBIX C TUIOXUM METa0OJIUYECKUM
koHTposieM, UMT 6Gonee 25 kr/m> u
HbA,.>8%. IlepBbIM CKPUHUHTOBBIM IIIa-
roM ObUIO MPOBENEHUWE HOYHOM JeKcame-
Ta30HOBOU MPOOBI C HUKHEN I'paHULICH 110
KopTuzoay MeHee 1,8 Mxr/min. 3 Hux y
148 maniMeHTOB KOPTH30J COCTaBIII MEHEe
1,8 Mkr/m, a'y 52 uccienyeMbix — Gosee
1,8 mxr/mi. IlaTh mauMeHTOB OBLIM MC-
KJTFOUCHBI U3 UCCICIOBAHUS, U IS JajTh-
Helimero aHanusa ObLIO OTOOpaHo 47
OOJIBHBIX, IUISI KOTOPBIX BTOPBIM 3TaIlOM
ObUIO OMpejaesieHue YPOBHSI KOPTHU30Ja
kpoBu B monHoub M AKTT, mupkamgHbIii
PUTM KOPTHU30JIa, CYTOYHBII aHAJIN3 MOUYU
Ha KOPTU30J U MaJlas IeKcaMeTa30HOBasI
npoba. TpeTbuMm 11arom ObLIa TOMTUYECKAas
nuarHocTuka. 1o ee pesynsratam, Ha BTO-
poM aTtamne obdcnenoBanuii y 30 maMeHToB
IMarHo3 cMHIpoMa KyimHra He moaTBep-
nunacs, y 17 — uMesnn MecTo OTKJIOHEHUS
XOTSI OBl B OJHOM M3 BHINIICTICPECUMCIICH-
HBIX UCClIeoBaHuii. Y 14 U3 HUX TTpoBee-
HBl BU3yaJIM3allMOHHBIC MCCJICIOBAHUS,
YCTAaHOBUBIIIME HAIMUKE alcHOMBI HAIITO-
YeYHUKA Y BOCBbMU OOJIbHBIX (Y TPOUX U3-
MEHEHUsI B HAIIIOUYCYHUKAX HE BBISIBIIC-
Hbl). Enlie y Tpoux maiueHToB 0OHapyKu-
o ageHomy runogusza. Takum oOpazom,
Jnaxe eciid OpaTb BO BHUMAaHUE TOJBKO
HOATBEPXKACHHBINA OITYXOJIEBBIN T'€HE3 THU-
MMePKOPTU30JICMUM, OUATrHO3 CYOKIMHU-
yeckoro cuHapoma KymmHra Obu1 ycTa-
HOBJICH Y OIWHHAIIATH OOCJIeIyeMBbIX
(5,5%) u euie y Tpoux nauueHtos (1,5%)
IWarHOCTHpOBaHa TumodusapHas 00-
se3nb Kyimnra.
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HccnenoBanue, KOoTopoe MPOBOAUIOCH
cpeau JMIl C OCTEONOpPO30M, BKJIIOYAJIO
219 amMOynaTOpHBIX MALIMEHTOB C 3TUM 3a-
OosieBaHMEM 0e€3 KIMHUYECKUX IPOsIBIIe-
HUU runepkotunu3dMa. Bcem OOIbHBIM
JIBaXKIbI TPOBOIMIACH HOUHAS JeKcaMeTa-
30HOBas Mpoba. Takum oOpa3oM, CyOKIIM-
HUYECKUI TUIIEPKOPTULIU3M OOHAPYXKEH Y
4,8% mnaimeHToB ¢ ocTeonopo3om. Cyo-
KIMHAYECKUI TUTIEPKOTUIIN3M Y OOJTEHBIX
C OCTEOIIOPO30M TSKEJIOM CTENEHU U Tie-
peroMamu B aHaMHe3e coctaBui 10,8%.

HexkoTopblie aBTOpbI CYUTAIOT CKPUHUHT
Ha TUIEPKOPTHUIIM3M 003aTeIbHBIM TS
BCeX MalMEHTOB C MUHUMAJIbHBIM KJIMHU-
YeCKMM TO03PEHUEM, B TO K€ BPEMSI sl
aBTOPOB TIpeIjIaraloT OTPAaHUIUTH ITOITY-
JISLIMOHHbBIE UCCIeA0BaHUS TOJIBKO Mpeac-
TaBUTEJISIMM U3 JOKA3aHHBIX TPYII pHCKa
B CBSI3U C BBICOKOM YaCTOTOM JIOXKHOIOJI0-
JKUTEJbHBIX TECTOB.

Ha ocHoBaHWMM BBIIIIEU3IIOXKEHHBIX Ha-
OJIIOIGHUIT MOXKHO CENIaTh BBIBOI O TOM,
YTO pellleHNe O CKPUHUHTE Ha TUTIEPKOP-
TULM3M JOJDKHO TPUHUMATBCS Ha OCHO-
BaHUU KJIMHUYECKON KapTUHBI 3a00yieBa-
HUS U MBILUIEHUS Bpayva.

CorjnacHo TocieqHEMY KOHCEHCYCY
AMEpHKaHCKOTO OOIIecTBa SHIOKPUHO-
JIOTOB OBbLIM oOmpeaejeHbl KIMHUYECKUE
pPEeKOMEHIAIINM CKPUHUHTA TTAIIIEHTOB Ha
CKpBIThIA cuHapoMm KyiiuHra:

— 0OJIbHBIE C HETUTTUYHBIMU KJIIMHUYEC-
KMMM TIpU3HAKaM# I UX Bo3pacta (Ha-
MpUMEpP, OCTEOIOpO3, apTepuaiabHasl Tv-
MepTeH3US]);

— TalMeHTbl ¢ MHOTOYMCJEHHBIMU U
MPOTPECCUPYIOIIUMHA CUMIITTOMAMU, OCO-
OGEHHO T¢, Y KOTOPBIX OOJIBIIAS BEPOSTHOCTD
Hamnuusl cuHapoma KymmmHra (Hampumep,
C MHOIIATHEH, TUIETOPOI, KPAaCHBIMU CTPH-
sIMU, TTOBBILIEHHON TPaBMAaTUYHOCTBIO KO-
KU ¥ MSITKUX TKaHEW Y MOJIOIBIX JIMII);

— €T, OTCTaloII1e B pOCTe WK 00Ja-
naronire N30bLITOYHOIM Maccoil Tena;

— OOJIbHBIC ¢ MHITMAECHTAJIOMOM HAIIIO-
YEeUHUKOB, UMEIOLIEH BU3Yyaau3allMOHHbIE
MIPU3HAKU aJCHOMBI.

Yto KacaeTcsl KIMHUYECKON TaKTUKU B
OTHOULIEHWU JIUIL[ C BBISIBIEHHOW CKPBITON
TUIEPKOPTU30JIEMUEN U MHIIUAECHTAIOMOM
HaATOYEYHUKOB, TPEACTABISICTCS JIOTUY-
HOI M pallMOHATBHON cXeMa, TPeIIOKeH-
Hasi UTaJbsIHCKUMU yueHbiMu (M. Terzolo
et al., 2012). ABTOpHI TIpeAJiaraloT aKTHB-
HYIO XMPYPrUUECKYIO TaKTUKY IS TTallMeH-
TOB Mostoxke 50 JIeT U cAepKaHHYIO IS TeX,
kto crapuie 70 net. bompHbix 50-70 ner
C COIYTCTBYIOIIMMM TATOJIOTUUECKUMU TTPO-
SIBIICHASIMY,, KOTOPBIE TTIOTEHITAAIBHO MOTYT
ObITb OOBSICHEHBI TUMEPKOPTU3OJEMUEN
(cocynmucThie OCIOXHEHMS, apTepuaibHast
TUIIePTeH3UsI, TUTICPIIMKEMUST, M30BITOU-
HBII BeC, OCTEONOpPO3 U 1Ip.), UMEIOT HelaB-
HIOI0 MCTOPUIO BO3HMKHOBEHMSI, IIPOTPEC-
CUPYIOT WY TUIOXO MOAJAIOTCS KOHTPOJIIO,
TaKKe OTHOCSAT K KaTeropuMy MaIlMeHTOB,
ISl KOTOPBIX aIpeHaIdKTOMUS MOXET MpU-
HECTH OYEBUIHYIO MOJbB3Y. JmuTeapHoe Te-
yeHue 00J1e3HU C INIyOOKMMU HEOOpaTUMbI-
MU M3MEHEHUSIMU OpraHOB-MUILIEHEH Y
OOJTBHBIX CTAPIIIEro BO3pacTa, KaK IMPaBuIIo,
COTIPSIKEHO € HEBBICOKOU KIMHUYECKOU
5P HEKTUBHOCTHIO aIPeHATIKTOMUU.
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Cungpom Wepewesckoz2o-Tepnepa:
UCMOpUS U COBPEMEHHbIE
nogXo0bl K gUAZHOCMUKE

I TEYeHUID

Cungpom Lepewseeckoro-TepHepa (CLUT) aensierca ogHum us Ham6onee
PACMpPOCTPUHEHHBIX BPOXKAEHHbIX 306051eBaHMIA Y AeBYyLUEK U 06YCNOBEH NONHOM
WM YACTUYHOW X-MOHOCOMMEN, KOTOPAS MOXKET 6bITh NPEACTABNIEHA NPAKTUYECKHN
BO Bcex knetkax opraHusma. CLUT o6beaunHsieT uenblii psp, NOpoKOB PpAa3BUTUS U
HApPYLUEHUI CO CTOPOHbI BHYTPEHHUX OPraHOB, NPUYUHON KOTOPbIX ABJFIOTCA
XpomocomHbie abeppauun. Knaccuueckoe onucanme cuHapoma 6b1n10 Bnepebie
ony6nukoBaHo B 1938 r. amepukaHckum yueHbim Henry Turner, koTopbii
npeacTaBUi ONMUCUHUE CEMM JKEHLLWH, OHU UMENTU HU3KUIA POCT, NOJIOBOW
UHGOAHTUIUZM, KPbIJIOBUAHDbIE CKJIGAKM LUEU U BANbrycHylo Aedopmauuio
nokresBbix cyctaBoB. Ho ewe B 1929 r. Hemeukuii neguatp ns Mionxena Otto Ulrich
AaN ONUCAHUE CXOAHbIX KJIMHUYECKUX CUMITOMOB Y fieBO4YKM 8 ner.

Ewe panblue, B 1925 rogy pycckuii coBetckuii npodeccop H.A. LepewueBckuii
npuBesn AdHHbIe 06CNeaOBaHUS 25-neTHel XXEHLMHbBI, Y KOTOPO# 6bIsI0 OTMEUYEHO
HapylweHue ¢pusnyeckoro paseutus (HU3Kui pocr — 132 cm), HapyLIeHue NONOBOro
pasBuTHS (OTCYTCTBME BTOPUYHBIX NONOBbIX NPU3HAKOB, BHYTPEHHUX FeHUTANWH,
nepBUYHAS AMEHOopes), KPbINIOBUAHBbIE CKIIAAKM LWEU, HU3KAS FPAHULIA POCTA BOSOC
HO 3aTbifIKe, <roTUYeckoe He60», MUKPOTHATUS, FPYAHAS KNETKA C LUMPOKO
paccraBneHHbiMmu cockamu. B 1959 r. amepukanen C. Ford ¢ coaeT. Bnepebie npu
aTOM 3060NEeBAHMUM YCTAHOBUAM aHOManuio X-XpomMmocoMbl. B pycckosiabiuHOM
nuteparype 3a6onesaHue HasbIBaeTcs «cMHApPom LlepelueBckoro» uamu «CMHGPOM
LWepeweBckoro-TepHepa», B AHrNOA3bIYHONW — «cMHAPOM TepHepa», B HeMeLKOMn —

«cuHapom Ynbpuxa-TepHepa».

Pacnpoctpanennocts CIIT, mo pas-
HBIM JaHHBIM, cocTaBiseT oT 1:2500 mo
1:5000 HOBOPOXIEHHBIX IeBOYEK €BPOTIE-
ounHoi pacel. Ho mpeHaTanbHas yacTora
CIOT 3HauMTeNbHO BHINIE, YeM IMOCTHA-
TaJbHAsI: TOJBKO OKOJIO 1% 3>MOpHMOHOB
¢ kapuotunom 45X0O pocTuraroT cTaauu
pasBUTHSI 3peJioro miona, mout B 10-15%
clyyaeB TIPUYMHOM HEBBIHAIIMBAHMS
OCpPEMEHHOCTHU SIBISIETCSI MOHOCOMMSI
X-xpomocomsl (Ipeuanuna E.4A., 2010),
CITOHTAaHHBIE A0OPTHI TIPU X-XPOMOCOM-
HBIX aHOMaNMsIX cocTaBstioT ot 20 10 90%
(Gravholt C.H. et al., 1996; Saenger P.
et al.,, 2001; Ipewanmna E. f., 2010).
CraHgapTHBIE METOAbI JUAarHOCTUKU (Ka-
PUOTUIIMPOBAHUE) MOTYT OOHAPYXHUTb
TOJBKO TOJHYIO MoOHocomuio 45X0,
a TaKke HEKOTOphIe MO3aWMYHBIC HAOOPHI
XPOMOCOMHBIX aHoMmamuii — 45X/46XX,
45X0/46XY. Mexny TeM COBpPeMEHHbBIE
METOIbl ITUTOTCHETUYECKOro aHaau3a,
a UMEHHO METOJ XPOMOCOMHOTO 30HAM-
pOBaHUsI, MO3BOJISIOT OOHApYXUBaTh 00-
Jiee JIeTabHBIC XPOMOCOMHBIE aHOMAJIHH:
o maHHeiM M.B. Ranke, tonbko 50-60%
6ombHBIX ¢ CIIT nmeror 45X0O — MOHOCO-
muio, ot 10 1o 13% neByliexk — Mo3any-
Heiii  Bapuant CIOT  (xapuotun
45X0/46XX). ¥V 5-6% mnaimeHTOB BCTpe-
YaIOTCST CTPYKTYPHBIE aHOMAJIUU X-XpO-
MOCOMBI: M30XpOoMOCOMBI X (i), KOJbIIE-
Bast X-xpomocoMma r (X), meaerus KopoT-
Koro mieya (Xp-) WIM JUIMHHOTO ILieYa
X-xpomocombl (Xq-). BrIpaxkeHHOCTH
KJIMHUYECKUX CUMITTOMOB B 3THX CITyJasix
ompesiessieTcsl psaoM (GakTOpoB: COmep-
JKaHMeM KiIoHa 45X, 6aaHcoM MaTepuraia
X-XpOMOCOM B APYToil KIETOUHOU JIMHUU
¥ HaJu4YueM WJIM OTCYTCTBHEM B Hel
Y-XpoMOCOMBI, OpraHHO-TKaHEBbIM PacCII-
penejieHUeM pPa3IMYHBIX KJIETOYHBIX JIU-
Huit. KonndyecTBeHHBIE, KaueCTBEHHBIC
WU CTPYKTYPHBIC aHOMAJINH X-XPOMOCO-
MBI MOTYT OBITH CIICICTBHEM HapyIICHUS
TPOIIECCOB MEHOTUYECKOTO PACXOKICHUS
XpOMOCOM, UYTO TPUBOIUT K aHEYIIOH-
I, MOJIeKyJISIpHBIN aHaJIN3 X-XpOMOCO-
Mbl Yy 607bHbIX CLUT 1 ux poguteneit mno-
3BOJIUJI YCTAaHOBUTH, UTO X-XpOMOCOMa
npu Kapuoturie 45X0O mpakTUYEeCKU BO
BCEX CydasX MMeeT MaTepUHCKOE IIpO-
ucxoxneHue. J1o cerogHsIHero BpeMeHu
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MPUYMUHY BBIOOPOUYHON HECTaOUIBbHOCTHU
POINTEIHCKOTO Te€HETMUECKOTO MaTepua-
Jla yCTAHOBUTD HE YIAJIOCh. X-XPOMOCOM-
HbIe aHOMAJIUM TIPUBOAIT K HapyLICHUSIM
9KCIPECCUM WM PEryIsIiUM TeHOB, obec-
neyuBawIUX 1uchd@epeHIIMPOBKY U pa3-
BUTHUE SUYHUKOB (Jokychl pll.1-11.3
u ql.2-2.1), akTO- U Me30IepMaTbHBIX
KJIETOK, HapylieHue (PyHKLUUNA KOTOPBIX
MPUBOIUT K 3alepxkKKe pOCTa, KOCTHBIM
aHOMaJusIM, Mopokam pa3BuTus. B HacTo-
siiiee BpeMs yxke 10Ka3aHo, 4To huznyec-
KO€ DPa3BUTHUE peOEHKa 3aBUCUT OT TeHa
SHOX), 1oKaan30BaHHOTO B TICEBIOAYTO-
COMHOI 00J1aCTH B KOHIIE KOPOTKOTO TIJIe-
ga X-XpoMocoMbI (Xp22.3), a ero CTpyK-
TypHOE HapylleHWe MPUBOAMT K HHU3KO-
pociaoctu y gereit ¢ CIIT. CHuxeHue
9KCIPECCUM 3TOTO TeHa MOXET OBITh aCCO-
LUAPOBAHO HE TOJIBKO C HU3KOPOC-
JIOCTBIO, HO M ¢ JAepopMaIusIMu CKeJleTa,
a UIMEHHO BaJIbI'yCHO# nepopMalmeii cke-
JieTa, TOTUYECKUM HeOOM, YKOPOUEHHEeM
KOHEYHOCTeI M TSCTHBIX KOCTEH, TUIo-
TUTa3ueil 4YeTBEepThIX MeTaKapHaJbHbIX
kocreit. Jedopmanus Madelung ormeua-
etcs He Toibko rpu CLT, Ho u ipu cuH-
pome mucxoHmpocrteo3a Leri-Weill (3a60-
JieBaHME, TIPY KOTOPOM OTMEYaroTCsl CKe-
JnetHble aHomanuu, cxoxue ¢ CIIT) (Rao
E.etal., 1997). IToBpexnenue B SHOX-re-
He MIPUBOANT K HAPYIIECHUSIM CTPYKTYPHO-
(PYHKIIMOHATHHOTO PAa3BUTHUS TUCTATBHBIX
KOCTE KOHEYHOCTEN U KaK CJIEACTBUE —
JTUCITPOTNOPLMOHATILHOMY pa3Mepy CKelle-
ta 6osbHbIX CIIT (Kosho T. et al., 1999).
Huarno3z CIIT moxeT OBITh YCTaHOB-
JIeH YK€ Y HOBOPOXKIEHHOTO pedeHKa. Tem
He MeHee M3-3a HeIOCTAaTOTHOI OCBEIOM-
JICHHOCTHU TIeIMAaTPOB O CUMIITOMaX 3a00-
JIEBaHUSI €r0 YacTO AUArHOCTUPYIOT B MO/~
POCTKOBOM BO3pacTe, KOTaa poauTenu 00-
palllaloT BHUMaHWE Ha HU3KHUE TEMIIbI
pocTa OEeBYIIKN W OTCYTCTBHUE Y Hee IpH-
3HAKOB TI0JIOBOTO CO3PEBaHUS.
Kmunnyeckue npossnenuss CLIT pa3z-
HOOOpa3HbI, OHU 3aBUCSIT OT CTETICHU XPO-
MOCOMHBIX aHOMAJIMI, HO KJIACCUYECKU-
MU TTOCTOSTHHBIMUA CUMITTOMaMHU STBJISTIOT-
cs 3alIepKKa pocTa M TUIIEPTOHAZOTPOII-
HBII TUMOroHanu3M. Hambosee wacThiMu
kamHudeckumu npusHakamu CIIT cre-
ayeT cuuTaTh (Mo gaHHbBIM Ranke, 1990,
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