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The article described a case of a rare diseasegrgssive facial hemiatrophy in a patient of theifdégical Department
of Poltava Regional Clinical Hospital. We reviewatiterature on the problem, analyzed the etiolalgiactors, pathogenesis and
clinical characteristics of the disease. There deffned a range of necessary examination methogstafnts, which included
examination by a neurologist, rheumatologist, eridotogist, as well as the use of additional instental and laboratory research
methods. Comprehensive treatment tactics inclugeuge of trophotropic, vascular drugs, anabolicmuores, potassium
supplements, massage, physical therapy.
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Parry-Romberg syndrome is a progressive facial agophy, neurodental syndrome. The disease
incidence is 1 case per 2,000 people [1, 4]. Adogrdo the information provided by the National
Organization for Rare Diseases (NORD), Parry-Roml®mdrome affects about 1,000,000 people
worldwide [5]. The first mention of this diseasefésind in the study of English physician Caleb idill
Parry, published in 1825. The disease was latecritbes! in detail by the German neurologist Moritz
Heinrich Romberg, who included this syndrome ind¢htegory of trophoneurosis [4].

Most often, Parry-Romberg syndrome occurs at tleeadd.0-20 years and very rarely in people
over 30 years. The prevalence is higher in woman th men in a ratio of approximately 3:0.2 [3].eTh
left side is affected more often than the rightSWicases are considered sporadic. At the samefaméial
cases are described, presumably with autosomagsiweeand autosomal dominant types of inheritance
and incomplete penetrance. The etiology and patiesie of the disease are still unknown, there is
suspicion about the multifactorial genesis. A nunddeuthors [3] consider progressive facial herojathy
as a variant of scleroderma, but in contrast tdesyie sclerosis, the process of atrophy is limited
unilateral skin lesions, subcutaneous tissue andtiaccompanied by other manifestations of colagés.

In the occurrence of Parry-Romberg syndrome areoitapt lesions of the hypothalamus,
pathology of the sympathetic division of the autmimonervous system, lesions of the superior syngtith
ganglion, trigeminal nerve system, focal lesionstloé cerebral cortex. The connection of facial
hemiatrophy with cerebrovascular disease in thentst®m is described [4]. The onset of the disesse
sometimes preceded by injuries to the face and, shtgctious diseases. In some cases, Parry-Ramber
syndrome is manifested as a syndrome of syringamy®}philis, brain tumors, cerebral echinococcosis
There is an assumption that patients have congéumitetional changes of the autonomic nervous syste
at the level of suprasegmental stem—diencephatisidns, and these factors play the role of a &teij
mechanism [3].

The purpose of the study was to highlight the current view ofaae disease — Parry-Romberg
syndrome, the diagnosis of which presents signifidéficulties, and to present our own observagiarith
atypical clinical symptoms, as well as determinihg range of necessary examination methods in such
patients and improving the treatment of this dieed$e relevance of this study is determined by the
unexplored pathogenesis and etiology of the dis¢hseoccurence of a serious cosmetic defect,atie |
of differential diagnostic criteria and adequagatment regimens.

Materials and methods.The following examination methods were used to wsg the Parry-
Romberg syndromelinical (objective and neurological examinationtbé patient, consultation with a
rheumatologist). Laboratory methods: complete bloodnt, clinical urine test, biochemical blood test
(including creatine phosphokinase), electrolytas €kclude the acute infectious process, metabolic
disorders), thyroid hormones (to exclude thyroiangl disorders), rheumatoid factor tests — to glahé
presence of systemic dysplasia of connective tidsgerumental examinations: ECG, REG (to determine
cerebrovascular disorders), electroneuromyograBNMG) — to assess the primary lesion of a muscle or
nerve structure. Neuroimaging methods (MRI of therb— to exclude the expansive intracranial preces
acute cerebrovascular accident, neurosyphilis;fpastnatic or parasitic lesions).
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Results of the study and their discussionPatient K., 59 years old, was hospitalized in the
Neurological Department of Poltava Regional Clihidaspital. Was admitted with the next complaints:
facial asymmetry (left side deformity). Historytbe present iliness: facial asymmetry occured 2syago
for no apparent reason. First patient noticed ranihg of the left cheek muscles, then — the fordreal
later — the neck. Past medical history: grew anetlbped according to gender and age. Patient damigd
previously suffered diseases, injuries, operatiorisctions. Heredity was not burdened. There wabad
habits. Clinician-observed: the patient's conditiees satisfactory, the skin was normal color, udaic
respiration in the lungs, without wheezing, rhytbimeart sounds, heart rate — 74 per minute, bloegbpre
—140/80 mm Hg. Body temperature was 36.6 °C. Hu®aen was soft, with painless palpation. Healthy
bladder and bowel habits.

Neurological status: consciousness was clear, tedeto person, place and time. There were no
meningeal signs. Cranial nerves: pupils D=S, pakddissure — mild ptosis of the upper eyelid oe lkft,
without nystagmus, smoothed left nasolabial foloipghy of the left buccinator muscle, masticatory
muscles, frontalis muscles on the left, subcutasei@sue on the left (Fig. 1a, c). The motor fumctof
the facial muscles was preserved. There was matngphy of the left sternocleidomastoid muscle(Fi
1b). The skin of the face and neck on the affestdd was without foci of depigmentation. Deviat@n
the tongue to the left, mild atrophy of the mus@éshe left side of the tongue, twitching of tlemgue.
The tone of the limb muscles was normal, the streigysufficient, there were no pathological reéiex
Reflexes of the upper and lower extremities wermetlium vivacity, without asymmetry. There was no
atrophy of the limb muscles. Coordination testsemperformed satisfactorily. In Romberg's standing
position was stable. Violations of superficial ateep sensitivity were not detected. Pelvic functioere
not impaired.

C

Fig. 1a. Patient K., anterior view Fig. 1b.Patient K., lateral view Fig. 1c. Patient K., frontalis muscles atrophy

Examination results: complete blood count, clinizé@he test, biochemical blood test, electrolytes,
thyroid hormones, rheumatoid factor tests — withimrmal limits. ECG — without pathology. The
rheumatologist excluded connective tissue pathology

REG: pulse blood volume in the left carotid systeas increased, in the vertebrobasilar arterial
system — reduced, in the right carotid system +wabrin all arteries there were signs of increaseerial
tone. In the vertebrobasilar system there weressajncomplications in venous outflow, in the cadoti
system venous outflow was normal.

MRI of the brain (December 22, 2017): In the le@intal lobe near the anterior horn of the left
lateral ventricle, in the left side of thalamus @amdhe left parietal lobe area near the postdran of the
left lateral ventricle, the foci of MRI signal hygiretensities on T2WI, FLAIR, iso-/low signal intdtyson
T1WI, irregularly shaped, with clear uneven consoup to 5-6 mm in diameter were determined, the MRI
signal on diffusion was not changed (probably, fofcdyscirculation). Conclusion: foci of altered MR
signal of the left hemisphere of the brain (progadflvascular origin). (Fig. 2, 3).

On MRI of the cervical spine (December 14, 20179m@non degenerative disc disease of the
cervical spine, stage |-l of osteochondrosis, @ast central protrusion C3-C4 of the intervertelaiac
up to 2 mm. Osteophytes were up to 4 mm of C6 ahdettebral bodies.

ENMG: the obtained data corresponded to the primmaygpathy of the facial muscles and the
muscles of the left side of shoulder girdle.

Based on the history of the present iliness, dinewidence and examination results, the diagnosis
was made: progressive left-sided hemifacial atrophy

The patient was prescribed treatment: actovegiogpioeryl acetate, piracetam, neurotropin,
neuromidin, darsonvalization of the head and nee&.dt was recommended to take outpatient cowfses
vascular and metabolic therapy, neuroprotectivatsgeitamins, physiotherapy, and massage 1-2 tanes
year.
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Usually first develops atrophy of a particular td@rea (orbital cavity, cheeks, lower jaw), atnpph
of the skin and its depigmentation or hyperpigmeoita then atrophy of the subcutaneous tissue, lasisc
bones. Muscle motor function was usually littletalibed. There were no objective sensitivity disosde
Horner-Bernard syndrome can be observed. Sometitngshy affected the neck, arm and even half of the
body on the same and opposite sides. Parry-Ronsigadyome could be accompanied by alopecia, atrophy
of the tongue, various occlusal disorders, refvagtiathology, heterochromia of the iris.
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Fig. 2. T2WI MR of the brain of patient K. (Janyd0, 2018) Fig. 3. T2WI MRI of the brain of patidf. (December 22, 2017)
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Facial hemiatrophy syndrome in lesions of the sedateutonomic system most often occured
due to pathology of the superior sympathetic gamghir lateral horns of the spinal cord CVII-Dillwhite
ramus communicans of this level. It was charaatertzy minor soft tissues atrophy of half side effice,
mainly cheeks, hyperpigmentation, very slow progias frequent combination with sympathetic pain,
changes in the intensity of the iris color, modewitation of the pupil [1].

In Parry-Romberg syndrome of the stem level, thesea were usually syringomyelia, stem
encephalitis, brain tumor and other pathologicakpsses. In syringomyelia, autonomic dysfunction in
the affected side of the face was manifested bypteta or incomplete Horner-Bernard syndrome,
cyanosis or skin paleness, the presence of wrirddielsuneven distribution of hair, as well as pain o
palpation of the neurovascular bundle running alibveganterior surface of the neck. Often patients h
diffuse hypotrophy of the soft tissues of the chediksociated sensitivity in the arm and torso,dmil
bulbar disorders, horizontal nystagmus. It was att@rized by the absence of a gross cosmetic
defect [1].

Peripheral Parry-Romberg syndrome could be of geinic origin and occured, in particular, due
to procaine-alcohol blockade in patients with tnigygal neuralgia. In these cases, trophic disordecsred
in the area of innervation of the affected commang They were manifested by moderate soft tissue
atrophy in the area of the cheek, eyelid, lower, @& tip of the nose and its alae, as well astasticatory
and temporal muscles. There also were swellindgh@fcheeks, hair loss, focal hyperpigmentation @ th
fronto-temporal lobe or abundant moles on the ch&bk disease can begin with trigeminal neuralgia,
then there is atrophy in any limited area. Themtio process can spread to the corresponding $itthe o
neck and torso, affecting the vocal cords and dfathe larynx. In severe forms of the disease thewe
thinning and sagging of the chin bone, jaw reduntiooth loss. Ophthalmic symptoms occur in 15% of
patients. Typical: loss of eyelashes, eyebrowspleti@lmos, ophthalmoparesis (due to atrophy oftairbi
tissue and extraocular muscles on the affected,smderowing of the eyelid, keratitis [3]. The dise
progresses slowly over 3-5 years, after which, mdea the condition stabilizes.

At affection of a cerebral cortex besides a fab&hiatrophy, neurologic symptoms of lesions of
brain structures were defined (focal Jackson's gertkeralized epileptic seizures, upper motor neuron
lesion, cerebellar disorders). At carrying out EEt, focal epileptic activity in a homolateral heptiere
could be found. On the affected areas, there mayréngng and loss of hair on the head, eyebrows and
eyelashes, there is no sweating. Muscle motor ilmmetas little disturbed.

The diagnosis is based on the progressive developon¢issue atrophy of one side of the body or
only the face with the presence of autonomic aaphic disorders [4]. There is no radical treatnfent
Parry-Romberg syndrome. Therapeutic tactics incthdeuse of trophotropic drugs, anabolic hormones,
potassium supplements, anticonvulsants and delyydrahassage, physical therapy.
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In case of irreversible paralysis of the facial oles, surgical treatment is indicated: static and
kinetic suspension of the lowered tissues, musdtastyy canthoplasty — plastic surgery for the czdbe
eyelid narrowing, that is, its elongation and exgan [1]. In our clinical case, there were found
dyscirculatory foci in the left and left frontal duparietal lobes due to hemodynamic disturbanceélsdn
vertebrobasilar arterial system, which were thdabde cause of Parry-Romberg syndrome in the gatien
Thus, the above-described case of progressive facaphy is characterized by a typical for thisedise
gradual onset, slow progress with the developmefatoial asymmetry, atrophy of facial muscles, toag
subcutaneous fat on the left with preserved motasate function.

Facial hemiatrophy or Parry-Romberg syndrome careitfeer an independent disease or a
syndrome of the prior disease (scleroderma, synmnygdia, encephalitis, lesions of the sympathetic
ganglion, etc.). It is advisable to comprehensivehamine patients, which includes examination by a
neurologist, rheumatologist, endocrinologist, a#l & the use of additional instrumental and latmya
diagnostic methods (electroneuromyography, rhegaradegraphy, electroencephalography, MRI of the
brain and cervical spinal cord). The disease reguihe application of non-specific therapy, inahgdi
vasoactive, metabolic drugs, antihypoxants, newteptors, anticholinesterase drugs. With regarthéo
patient's life, the prognosis is favorable, witbarmd to recovery — unfavorable, but early diagnasigular
combined treatment is necessary to achieve a pesitfect.

Prospects for further research are: it is plannedcontinue monitoring the course of the diseasthepatient, re-
examination and additional courses of maintenaheeapy.
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kosmetologicheskiye voprosy).huihal

CUHJAPOM ITAPPI-POMBEPT'A: CKJIA/THOCTI
JIATHOCTHUKH TA BAIOCKOHAJIEHHA

CUHH/POM ITAPPU-POMBEPT'A: CJIOZKHOCTHU
JUATHOCTHKH U YCOBEPIIEHCTBOBAHHUE

METOAUKH JIKYBAHHS METOAUKHA JIEYEHUA
I'naaka B.M., Iypaenxo T.M., Tapsinuk K.A. TI'maanka B.M., Ilypaenko T.U., Tapsanuk K.A.
[pencraBnennii ormc BUIIAIKY pinkicHOrO [pencraBneHo omucaHue cirydas peIKoro 3a00JIeBaHHs
3aXBOpIOBaHHA — mporpecytodoi artpodii oOmuuus y — mOporpeccupyromed arpopuu Juna y — HalUeHTKH
MAI[iEHTKH  HEBPOJOTriyHOro  BijmiieHHs [lonraBchkoi  HeBpojormdeckoro otaeneHus I[lonraBckoll — 00JacTHO#M

oGnacHoi kiiHiYHOI JikapHi. [IpoBeaeHuit ornsin Jgiteparypu
mox0 MNpoOJaeMH, MNpOAHANi30BaHI eTIONIOriYHI YHHHUKH,
MaToreHe3 Ta KIIHIYHI XapaKTePUCTHUKH 3aXBOPIOBAHHS.
BusHaueHe K00 HEOOXiTHUX METOIIB OOCTEKEHHS XBOPHUX,
sSKe  BKJIOYAE€  OMNIsJ ~ HEBpPOJIOra,  PEBMATOJIOra,
CHIOKPUHOJIOTa, 4 TAKOX BHKOPUCTaHHS JOAATKOBUX
IHCTPYMEHTAJIHUX 1 JJa0OPaTOPHUX METOJMIB JIOCIIiIKESHHSI.
KomruiekcHa JlikyBaibHa TaKTHKA iepedayae BAKOPUCTAHHS
TpoOoTpONHHX, CYAUHHUX 3aco0iB, aHAOOIIYHUX TOPMOHIB,
npenapartiB kaiito, Mmacax, JIOK.
KiawuoBi caoBa: remiatpodis obnnuya, CHHIPOM
[Nappi-PomGepra, HefipoCTOMATONOTTYHIIA CHHAPOM.
Crarrs Hagiiinoa 18.07.201%.

KIMHUYecKo OospHULEL. [IpoBeneH o030p nuTeparypsl 1O
npobiemMe, NPOaHAIU3UPOBAHBI 3THOIOTHYECKHE (PAKTOPHI,
MaTOreHe3 M KIMHUYECKHE XapaKTePUCTUKH 3a00JIeBaHMS.
OmnpeneneH Kpyr HEOOXOOMMBIX METOAOB 0OCIIeIOBaHUS
OONIBHBIX, BKJIOYas OCMOTpP HEBPOJIOTa, pEBMAToJIora,
SHJOKPUHOJIOTA, a TAaKXe HCIONB30BAaHHE JOMOIHHTEIIBHBIX
HWHCTPYMEHTAJIBHBIX U JJAOOPATOPHBIX METOMOB UCCIICIOBAHMSI.
KommuiexcHast neyeOHast TaKTHKa IpeAnonaraer
UCHOJIb30BAHUE  TPO(OTPOIHBIX,  COCYIHUCTBIX  CPEACTB,
aHa0OJIMYECKUX TOPMOHOB, IIpenapaToB Kanus, Maccax, JIOK.
KnioueBble cioBa: remuarpodust Jmma, CHHAPOM

[Mappu-Pombepra, HeHPOCTOMATOIOTHIECKUIH CHHIIPOM.
Penensent JlensBa M.IO.
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