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Benign hypermobility syndrome: a case
report
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Joint hypermobility is a connective tissue disorder commonly seen in childhood and adolescence. The Beighton hypermobilty
score is an easy and practical method to determine joint laxity and hypermobility. Some major and minor criteria based on symp-
toms and objective signs (arthralgia, back pain, spondylosis, spondylolysis/lystesis, dislocation/subluxation, scoliosis, soft tissue
rheumatism, marfanoid habitus, skin hyperextensibility, ocular symptoms, varicose veins, hernia, uterine/rectal prolapse) have been
determined for diagnosis of benign hypermobility syndrome.

A 13 year-old female presented with long-standing complaints of anterior knee pain which increased at night in particular,
also pain and stiffness in her pain. She was of thin and tall phenotype. In her medical history, frequent ankle sprains were reported.
In her physical examination determined dropping eyelids, myofascial tender points in the trapezius muscle, hyperextensible elbows,
wrists, thumbs, metacarpophalangeal and knee joints and moisture on palmar aspect of the hands. Laboratory parameters and con-
ventional radiographic observations were normal.

In benign hypermobility syndrome, clumsiness, motor retardation, poor coordination, recurrent joint sprains and limited
school-based activities may be seen in the history and examination. Delayed diagnosis may lead to poor control of pain, limitations
in home-life, schooling and daily activities. We recommend to patient to use joint protective methods, to make modifications in daily
life, to avoid heavy physical activities and use pain-relief medication.
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BYBIHJIAPIBIH KATEPCI3 THIEPBEJCEHILTITTHIH CHHAPOMBI: KITHMHUKAJIBIK KAFJIAN
Tuba Tiilay Koca

Manarbs KaJlaCbIH/1a¥ bl MEMIIEKETTIK aypyxaHa, CbHSPIKaJ'IBIK MEIUIIMHA MCH KaJIllbIHa KCHTipy KJIMHUKACBI, Ma]’laTLH, TYpK]/lS{

ByblHOapablH KocapnackaH runepbencenainiri 6Gananap MeH XeTkiHLwekTepae »xwi kesaeceni. beToH aaici apKbinbl Ockl aypy TYPiH OHaN xaHe
Xbingam Tekcepyre 6onaapbl. CoHbIMEH kaTtap, KnuHukaaa 6ybiH runepbenceHainirii AuarHocTukanay yLiH Keneci yrikeH HeMece Killli AnarHoCcTuKanbIK
KpUTEpUNepai aHbikTayFa XyYriHin xatagbl, onap: 6ybiHAaFbl aybIpCbiHy Ce3iMi, apka TyCblHAaFbl ayblpCblHY CE3iMi, CrOHAMNE3, CMOHAUMONNUCTES,
OyblIH LUbIFYbI, CKONMO3, K63 CUMMNTOMAAPbI, KEKTaMblprapablH BapyKo3abl KEHEHI, XapblKTap, XaTblp MeH TiK iLLeKTiH nponanchbl.

Byn makanaga 13 xacap kbl3 6anaHbiH xargaiibl 6epinreH. On TyHri yakblTTa KyLeneTiH Tide OyblHbIHAaFbl aypy cesiMiHe Wwarbivaangbl. [JeHe
6iTiMi GoVibIHLLIA KbI3 Bana eTe apblk api 60kl y3blH GonbIN WhIKTh. Aypy TapuxbliHAa eKLle BybiHbIHbIH CO3bInybl XXapakaTbl xui 6onFaH. O6beKTUBTI
KaparaHaa LbIHTaK, Ginesik, Tide >oHe caycak OyblHAapblHbIH runepbenceHainiri aHbikTandbl. 3epTxaHanblK XOHEe PEHTreH AMarHOCTUKasbIK
apicTepaiH HaTwKenepi KanbinTbl AeHreae 6onabl.

ByblHOapablH katepcia runepbencenainiri cMHaopoMbIHAA XETKiHLWeKTepae ebenenciaaik, kosrany kabineTiHiH XeTinyiHiH 6asynbiFbl, KoopanHa-
uus Gy3binbichl, OybIHAAPABIH Wi WbIFybl 6arikanaabl. [larHo3abl kel aHblkTay GybiH KbI3METIHIH Oy3blnybl MEH Ko3rarnyablH LekTenyiHe akenegi. bia
HaykacTapfa ayblp AeHe KYLUiH LWeKTey YLiH KYHAENIKTi eMipae KopFaHbIC 94iCTepiH KongaHyabl YCbIHAMbI3.

MaHbi3ab1 ce3gep: 3 TunTi Anepc—[daHnoc cuHapoMbl, KocaprackaH OybiH runepberncenainiri, apTpanrus.

JTOBPOKAYECTBEHHBI CHHIPOM T'MIIEPMOBUJIBHOCTH CYCTABOB: KJIMHWYECKHWI CAYYAR
Tuba Tiilay Koca

TocynapcTBeHHas GOIbHUIIA B T. ManaThs, KIMHHKA QU3HYECKOH MEIMIMHEL 1 peabmmuTamuy, Typrms

CoueTtaHHas rmnepmMobubHOCTb CyCTaBOB YacTo HabnogaeTcst B AETCKOM M MOAPOCTKOBOM Bo3pacTe. Metoauka bentoHa — cambivi nerkun u
NPaKTUYHBIN METOA OLEHKN rMnepMobunbHOCTY AN AMArHOCTUKM CUHAPOMa A06pOoKavyeCTBEHHOM rMnepMobunbHOCTM CycTaBoB. Takke MOoryT 6biTb
onpefeneHbl HekoTopble 6orblune 1 Marnble KpUTeprmn, OCHOBaHHbIE Ha TaKUX CUMMTOMax 1 06bEKTUBHBIX MpPU3Hakax, kak 6onb B cyctaBax, 6onb B
CnuHe, CNoHAWMEe3, COHAMIONUCTES, BbIBUX/MOABLIBMX, CKONMNO3, MMa3Hble CUMMTOMbI, BAPMKO3HOE paclUMpeHne BEH, rpbhkK, mporanc MaTtku/ nps-
MOW KULLIKW.

lMpepcTaBneH cnyyan 13-neTHen AeBoYKM € xanobamm Ha 6onb B KONEHHOM CycTaBe, KoTopasi yeunmueanach Houbto. [10 KOHCTUTYLMW AeBOYKa
OYeHb XyAas U BbiCOKas. B aHamHese Obinv 3apernctpypoBaHbl YacTble PaCTHKEHUSI CBA3OK roNeHOCTONHOro cycTtasa. py 06beKTMBHOM 0CMOTpe
onpefenseTcs rmnepMobunbHOCTL B TOKTEBOM, Jly4e-3ansiCTHOM, KOJIEHHOM CyCTaBax U B KUCTSX pyK. Pedynsrartel nabopaTtopHbIX 1 PEHTIEHONOr-
Yeckux obcrieqosaHuy 6biny B Npeaenax HopMbl.

[Mpu cuHgpome fO6GPOKAYECTBEHHOW MMNEPMOOUIIBHOCTY CYyCTaBOB, Y GOMbHBLIX NMOAPOCTKOB YacTO HAbMOAaeTcs HEeyKMoXeCTb, ABUraTernb-
Has OTCTanocCTb, HapyLUEeHWe KOopAWHALUMM U YacTble BbiBMXU. [103gHee nocTaHOBKa AMarHo3a MOXEeT MPUBECTU K yXyALUEHWIO PyHKLMM CyCTaBOB
N K OrpaHvYeHmnio ABvxkeHun. Mbl pekomeHayem nauueHTaMm B NOBCeAHEBHOW XXM3HM MCMOMb30BaTh 3aLUUTHbIE METOAbI, YTOObI N3bexaTb THKenbIX
PDU3NYECKMX HArpy30K.

KnioueBble cnosa: cvHapom Onepca—[aHnoca Tvn 3; codeTaHHas rmnepMobunnbHOCTb CyCTaBOB; apTpantus.

Ne1 (35) 2015 Clinical Medicine of Kazakhstan 59



Introduction

Joint hypermobility or ligamentous laxity is a connective
tissue disorder seen in childhood and adolescence, which is over-
looked in the majority of cases. Benign hypermobility syndrome
(BHS) which has become chronic is clinically defined as more
generalised leading to functional losses. Musculoskeletal system
symptoms emerge as joint pain, back pain, joint sprains, chronic
pain syndromes and soft tissue rheumatism. Benign hypermobil-
ity syndrome is seen more often in females and in certain races.

The Beighton hypermobilty score is an easy and practical
method to determine joint laxity and hypermobility. For diagno-
sis of Benign Hypermobility Syndrome, some major and minor
criteria have been determined based on symptoms and objec-
tive signs (arthralgia, back pain, spondylosis, spondilolysis/lys-
tesis, dislocation/subluxation, scoliosis, soft tissue rheumatism,
marfanoid phenotype, skin hyperextensibility, ocular symptoms,
varicose veins, hernia, uterine/rectal prolapse). A high Beighton
score by itself does not mean that an individual has a hyper-
mobility syndrome. Other symptoms and signs need to also be
present [1].

The Beighton score is calculated as follows:

* One point if while standing forward bending you can
place palms on the ground with legs straight

* One point for each elbow that bends backwards

* One point for each knee that bends backwards

* One point for each thumb that touches the forearm when
bent backwards

* One point for each little finger that bends backwards be-
yond 90 degrees [1-3].

Benign hypermobility syndrome is a disorder which must
not be overlooked in the differential diagnosis of children and
adolescents presenting with joint pain (especially in the knee).
Differential diagnosis must be made thoroughly with other
causes of anterio knee pain. The case is here presented of a clas-
sic BHS patient.

Case

A 13-year old white Turkish girl presented with complaints
of knee and neck pain. Bilateral anterior knee pain, which in-
creased at night, had been ongoing for a long time. There was
also neck pain frequently involved. It was learned that there was
a history of frequent ankle sprains. The patient had a tall, thin
body structure. She did not do any sports and had a normal level
of achievement at school. There wasn’t any known disease neit-
her in her past history nor in her family’s history. She has been
menstruated for 8 months regularly.

The physical examination determined drooping eyelids,
and myofascial trigger points in the trapezium muscle in the
neck. No skin lesion was determined. The palmar aspects of
the hands were moist. Hyperextension was determined in both
elbows, wrists, thumbs and metacarpophalangeal (MCP) joints
and in both knee joints.

No sensitivity was determined in the patellar tendons, and
the patella inferior and superior areas in both knees. There was
no sensitivity or swelling over the tuberositas tibia. The patellar
pivot-shift test was negative. Both knees had full and pain-free
active movements. There was no knee pain on jumping or stand-
ing on tiptoe. No active arthritis findings were determined in all
the joint examinations. The lumbar and hip examinations were
normal and there was no sacro-iliac sensitivity.

The laboratory tests were within normal limits. No positive
findings were determined which could be considered pathology
in the direct radiographs of both knees.

As there was no clinically active arthritis in the physical

examination and the sedimentation and C-reactive protein val-
ues were within normal limits, juvenile chronic arthritis was
discounted from the preliminary diagnosis. In addition, other
causes of anterior knee pain (chondromalacia patella, patella
bipartite, Osgood Schlatter disease, patellar misalignment, pa-
tellar tendinitis) were discounted with physical and radiological
examination.

She evaluated by Beighton Hypermobility Score, and got
6/9 point. This score suggests our diagnosis, BHS with other
symptoms like chronic knee and neck pain, with history of ankle
sprains, hiperextensibility in multiple joints, miyofascial soft tis-
sue syndrome in her neck, without any family history.

For the trigger points in the muscles around the neck, after
blockage with 1% lidocaine, stretching exercises were applied.
The patient benefitted from this treatment. The patient was given
a program of strengthening, stretching and proprioception exer-
cises for the muscles around the knee and ankle to be repeated
ten times per week. With recommendations for pain relief, joint
protection, modifications to daily activites, and avoidance of
heavy physical activities, the patient was discharged.

Discussion

BHS is known as Ehler-Danlos syndrome Type 3. In
comparison with other types of Ehler-Dannlos syndrome, this is
benign in character. It is a connective tissue disease characterised
by skin hyperextensibility, joint hypermobility, chronic pain,
increased tissue fragility, ease of injury and delayed wound
healing as a result of atrophic scars. Disability due to severe
pain in the joints may lead to a reduction in quality of life. In
addition, it may accompany various connective tissue diseases
such as Marfan Syndrome and Ehlers-Danlos Syndrome. The
etiopathogenesis of the disease is not fully known. Collagen
abnormalities have been determined in histological and electron
microscope studies [2].

BHS is not a rare dysorder, hypermobility that is not as-
sociated with systemic disease occurs 4% to 13% of the popu-
lation. In BHS, there may be a history of clumsiness, motor re-
tardation, motor co-ordination disorders, overuse injuries such
as frequent sprains and failure in some school-based activities.
Although there are probably predisposing factors to the develop-
ment of osteoarthritis in BHS, it has not been proven. Generally
delays in diagnosis are caused by poor pain control and restric-
tions in home or school and daily activities [3,4].

Although this syndrome often presents with chronic pain
(especially anterior knee pain) there may be various other
symptoms with joint limitations associated with subluxation in
the joint. In these cases, physiotherapy is useful [5].

The vast majority of children presenting at paediatric
outpatient clinics with complaints of pain have conditions
which are non-inflammatory in origin. Causes are primarily
mechanical and in recent years, hypermobility or joint laxity
has been determined at an increasing frequency. Several
studies have stated that hypermobility is related to specific
symptom complexes. However this can not be verified as not all
hypermobile individuals are symptomatic or they do not develop
musculoskeletal disorders later in life. It must be considered
here that psychological and pychosocial factors play a role [6].

Various studies have stated that BHS leads to a tendency to
osteopenia. In a study of 25 premenopausal females with benign
hypermobility, the total femoral and trochanteric bone mineral
densities were measured and lower t and z scores were determined
compared to a control group. Hypermobility increases the risk of
low bone mineral density 1.8 fold. In another study of females
with benign hypermobility, when ultrasound and tomography
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measurements were examined, lower t scores together with a
weaker bone structure and bone strength were determined [7,8].

For anxiety, depression and increased somatosensorial
complaints related to chronic pain and inadequate definition of
the disease in BHS patients, psychological support should be
provided [9].

Anterior knee pain in childhood and adolescence is a
frequently encountered complaint. Together with BHS in the
differential diagnosis, patellar misalignment, patellar tendinitis,
patella bipartite, chondromalacia patella, and Osgood Schlatter
disease, should be considered. It is useful to question whether
or not the patient participates in challenging sports which
require jumping movements. Patellar physical and radiological
examination will facilitate differentiation [7-9].

In children, the site of the patellar tendon attachment
to the tibia is part of the tibial apophysis. In some children,
inflammation may develop at the patellar tendon attachment site
after activities such as walking, running and jumping and this is
known as Osgood-Schlatter disease. It is associated with overuse
and disappears over time. It is classified as an osteochondrosis.
There may be pain, swelling and sensitivity over the tuberositas
tibia and pain increases with knee extension against resistance.
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